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1 OPIXMOI

1.1 Mvokaporomadereg

Ot pooxoapdtonddeleg amoteAobV o €TEPOYEVI] OUAdN TOONCEDV TOL KOPOLOKOV
poog. O Taykoéopog Opyaviouds Yyelag (ITOY), to 1980, dpioe tig povokapdionddeteg wg
‘mabnoeig tov Kopdlaxod uvos oyvaaerov artioloyiog’ [1]. O opiopdc avtdg d0Onke
TPOKEUEVOD Vo Yivel OdKplon amd TIG HLOKOPOIKES ekelveg dlatapayéc, Ol Omoieg
umopovcov vao amodofobv oe Yvootég outiec M ovoyetiCoviav pe dwoTopoyés GAA®V
CLOTNUATOV Kol Ol omoieg oplotnKav g ‘cidikés mabnoeis tov Kapoioxkod uvog . Ot
JTOPOYES TNG HLOKOPOOKNG AEITOLPYIOG 7OV OPEiAOVIOV GE OPTNPLOKY VLTEPTOOT,
TVELLOVIKT] VTEPTOOT, oTEPaAVIaia vOco, Paldifordbeleg kol cvyyeveic kopotomadeleg dev

CLUTEPIANPON GOV GTOVE AVAOTEP® OPIGHOVC.

To 1995, omv véa ta&wwounon tov IIOY (WHO/ISFC), wg pvokapdiomadeteg
opiotnkav ol ‘mabnoeic tov uvoxapoiov mov cyetiloviar ue Kopolokn ovoieitovpyio” [2].
[MopdAinia, yivetar, €k véov, ava@opd oTIG daTapoyEG €KEIVES TOL KOPAIOKOL HLOC, Ot
omoieg o@eihovion o€ €WIKEG VOGOAOYIKEG OvIOTNTEG &ite oy®dg Kopolakég elte
OLOTNUOTIKESG, Ol OTOLEC KOTYoplomotovvtol — opilovtal wg ‘e10ikés uvokopolomabeies’ Kal
meptiopPdvooy  ovtotnteg  OM®G M 1OYOUK  pookoapdomdOela, 1M PaAPidwkn

HLOKOPIOTADELDL, 1] VITEPTAGIKT LVOKOPIOTADEL, K.4.

To 2006, n Apepikavikn Kapdroroywm Etaipeio (American Heart Association, AHA)
TPOTEWVE [0l TTLO CLYYPOVN KATATOEN TV TadNGE®Y TOV Kapdakov poodg [3], oty omoia o
OPIOUAOG TOV HVOKOPIOTOOEIDV glye G €ENG: ‘Ot UDOKOPIIOTOOEIES ATOTELODY ULO. ETEPOYEVH
ouaoa TaOncewv ToL UVOKAPIIOD TOV CYETICOVTAL UE UNYOVIKN KO/H NAEKTPIKY ODOAEITOVPYIO.
ko1 ooviBws (aAld Oyt movta) mopovaidlovy OVEOVAAOYN KOLALOKN VIEPTPOPIO. 1 O14TO0T,
opeilovtar de oe winbapo outicdv, o1 ormoies, ovyva, eivar yevetikng @voews. Ol
HUVOKOPOLOTOOEIES ElTE ETVOL VOTHUOTO, TTOVD TEPLOPILOVTOL TPOTHAALOVTOS LUOVO TV KOpOLd Eite
OTOTEAODV EKONAMOEIS YEVIKEDUEVOV TOOTHUATIKOV OLOTOPOYDV. 20Yva 00nyody oe Oovoro
eCoutiog KOKLOPOPIKNG OVETGPKELAS 1| O OVOTNPIO CYETI(OUEVY UE TPOOOEVTIKI EKTTWON THG

Ae1tovpyiog Tov HvoKopIiov Kol KoapOLOK: OVETOPKELD. .

To 2008, n Evponaiky Etapioa Kapdioroyiag (ESC) omv mpotevopevn ta&vounon
™mg Yo TG pvokapdonabeleg [4] €0woe Tov €ENC opiopd g pwoxopdiomdOeilag:

‘UDOKOPOLOKN OLOTOPOYN OTHV OTOI0. O KOPOIOKOS MUDG EIVOL OOUIKG KOl AEITOVPYIKG Un



QLOIOAOYIKOS €V T OTOVOI0, OTEPAVIAIOS VOO0V, LTEPTATHS, Paifioonabeios Kor ovyyevodg

Kapol10TaOe1as IKavmy Vo, TPOKOLETODY THY TOPATHPOVDUEVE] HDOKOPOLAKY ODOAEITOVPYIO. .

To 2013, mpotadnke | taivounon kotd MOGE(S) (BA. 2.1.5) and pio opddo 101kdV
(mepredapPave KAVIKOUG KAPSOAOYOUG, YEVETIOTEG, OKTIVOAOYOUS EEEIOIKELUEVOLS GTNV
OTEKOVIOT]  TOL  KOPOWYYEWWKOD  GUOTHUOTOS Kol  10Tpovs  €EEOIKELUEVOVS  OTIG
HETOUOOYEVOES KOPOAIS Yoo aoBeVEIC e TEAMKOD OTAOIOL KAPOLOKN OVETAPKELR), 1| OTOix
vrootpiynke oamd v emomuoviky emitpomny ¢ Ilaykoouog  Kopdtoroyikng
Opoomovoiag (WHF — mponv ISFC). Zmv ta&vopnon avtq [8] ¢ pvoxapdiomddeleg
oploTnKay  “010T0pOoYES TOL  YOPOKTHPILOVIOL OO  UOPPOAOYIKG, KOI AEITOVPYIKG.  UN]
PLOIOAOYIKO UDOKAPILO, EV TH ATOVOLO GAANG VOGO 1 omoia o umopovoe amo uovy e va.

00NYNTEL TTNV EUPAVITH TOD TOPOTHPOVUEVOD POIVOTOTOD .

1.2 Mvokapoitioeg

O 06pog pvokapditido avagépetal 6€ €vo COVOAO KAWIKOV KOl 1GTOAOYIK®V
EKONAMGEMY TOHOAOYIKMOY OVOCOAOYIKAOV SEPYACIDOV TOV HVoKapdiov He gvpld gacua [6].
Yy ta&vopmon tov IIOY (1995) [2] wg pvoxapditida opiletar ‘uia pAeyuovaons vocog tov
Hvokapdiov, 1 omoia. Jloy1yv@okeTor ue Poon KoOIEPOUEVD, 10TOLOYIKG, OVOGOLOYVIKG KOl

OVOGOITTOYNUIKG, KPITHPIOL .

To 2013, n ESC [5] mpdtewve v ypron tov opouwv kotd WHO/ISFC. ITwo
OLYKEKPIUEVO, M 10TOAOYIK Owdyvoon Poocileton oto kprmpla Dallas [7] (delypa
evoopvokapolakng Proyiog e€etaldUevo Le OTTIKO HKPOGKOTIO), LE fAon Ta omoia (Yo TV

Tp®OTN Proyia):

" ¢ evepydc pvokapditida opileton ‘n @leyuovaddng ombnon tov pvokapdiov e
TapPovoio. VEKPWONG Ko/ EKPOMONG TOPOTAEOPOV UDOKVTIOPOV U] TOTIKHG TWV
oYKV  0AL0IoEWY TOL ayetiCovion ue atepovioio, vooo’. Tao @Aeypovmon
KOTTOpO oVVO®G eivon povombpnva, umopel OU®G vor glval Kol OLOETEPOPIAD 1)
NOGWOPIA.

" ¢ oploKy pvokapditda opileton ‘i mapovaio Asupokvtropikng oimnbnons ywpic v

TOPOVOIa UDOKVTTOPIKNG KOTOOTPOPHS .



Ta avoooictoynuikd Kprripla TaBoloyikng eAEYHovVmOoLg dmbnong opilovion o¢ ‘mapovaio.
>14 Jsvkorkvttépwy / mm’ (<4 povortrrapa / mm’) ue wapovaia CD3+ T-Jeuporvttdpwy >7
kbrtapa /mm’’. HopbAnia, yivetar ek pveio oty ereypovddn pvokapdomddeta, m
omoia opiletal g ‘uvokopditida o GVVOVAGUO e CVGTOAIKN H/KOL Ol0GTOAIKY KOPOLOKNH

ovaiertovpyia’ (1GTOAOYIKOC KOl AEITOVPYIKOS / KAMVIKOS 0p1o o).

InUEIOVETOL TMG Yo Broyieg Tov EmOVTOL TG TPDTNG YPTCLOTOLOVVTOL Ol TUPUKATM

opwopol [7]:

= ¢ gupévovoa pookapditida opiletar n mapopovyy Hvokapoitioas GYeTi(OUEVNS UE
HUVOKOPILOKY KATAOTPOPH Kol VEKPWON

" ©¢ amodpapovoo LLoKapdiTda opiletal i onuovTiKy EAGTTWON TOV PAEYUOVDOODS
omOnuoTog, T 0mOI0 08V GULOYETILETOL OTEVO. UE VEKPOUEVO. HvoKDTTOpO. Emimiéov
TapPoTHPOLVTOL EXOVOPODTIKES 0ALOLOTELS’

=" ¢ wbheica pvokapditida opileton n amovaio pleyuovawdoovs ombnuoTog’.



2 TAEINOMHXIH
2.1 Mvokaporomadereg

2.1.1 WHOVISFC 1980
H ta&wvopnon tov pvokapdtonadeidv katd WHO/ISFC to 1980 [1] elyxe wg e&ng:

" AwTotikn pookopdtoradsio

" YZrepTpo@ikn Lookapdtoradeio

= [leproprotiKn pooxkapdtonddeio

" Ataivounteg pooxkapdtondoeleg (TepImT®GELS TOV dgV UTOopovV vo Tastvoun oy oTig

VIOAOITEG KATNYOPIEG), OTMC 1) EVOOKAPILUKT] IVOELACTMOT)
Ta yapoknpiotikad g KéOe koatnyopiog aivovtor otov Iivakxa 1 (rapaptyua).

Ot e1dkég mabnoelg Tov kapdtokoy poog (PA. 1.1) ta&voundnkoav tepartépm avdioya
pe vV otoloyio Tovg o AOWUMOELS, METOPOMKEG (Y. EVOOKPIVIKES, OMGOVPIGUOCEL,
avemdpKkeleg OpenTIKOV oTOolKEl®V, OUVAOEId®OT)), CLOTNUATIKEG (). VOOTLOTO TOV
OUVOETIKOD 10TOV, KOKKIOUATMOELS VOGOL), VELPOULIKES (T.y. HOIKY ovotpooia, atoéio

Friedreich), avtidopdoeig vrepevaicnociog and papuoka K.4.

2.1.2 WHO/ISFC 1995

H véa ta&vounon mov mpotdbnke amd tov IIOY 10 1995 [2] Baciotnke, kupiwg, o€
ToOOPLGIOAOYIKE KPITHPLo (Kol oUTIOAOYIKE 1] TOOOYEVETIKA, OOV OVTO NTAV EPIKTO) KOl

nepleddpPove Tic €€ng S katnyopies:

= dlatotikn pooxkapdtondOeta (dilated cardiomyopathy — DCM)

= vreptpo@ikn pvokapdlonddetla (hypertrophic cardiomyopathy — HCM)

" TEPOPIOTIKY pvokapdlomdbeta (restrictive cardiomyopathy — RCM)

= gappvOuoydvoc dvomiacio g 0efldg kowiog (arrhythmogenic right ventricular
cardiomyopathy/dysplasia — ARVC/D)

" ToEIVOUNTEG LLOKOPIIOTADELEG

Ta yopakmplotikd g kdbe piog wamnyopiog ¢aivovior otov IHivaka 2

(mapdptiua).



O TepTOOoELS eKelveG TOV OV UITOPOVV Vo evTayBovV o€ Kdmola and T 4 TPAOTES

Katnyopieg talvopovvion otnv  terevtaio  (oatalvounteg pvoxapdlomddeleg). Téroteg

TEPIMTMCELS YO TOPASELYHO. OTOTEAOVV 1 €VOOKOPOIOKY VOEAAGTWGON, TO OTMOYYUDOES

HLOKAPIL0, 1| GLGTOAKT] SLGAEITOVPYIN e EAAYIOTY OLdTaon, K.A.

INUHovTiko ivat vo ToVioTel TG 6TV GUYKEKPIUEVT TASIVOUNGT AvayVOPIoTNKE TMG,

duvnTikd, ot appuduiec kol ot dwtapoyés ayoyldmTas 0o pmopovcay Vo amoTeEAOHV

TPpOTOMaO VOoNUOTA TOV HLOKOPOiov, ympig Opmg Katd Tov ypovo avtd (1995) va

ta&wvounfodv wg pvokapdlondOetec.

[MopdAinia, ewonydn o O6pog ‘cidikés pvokopdiomabeies’ MPOG OVTIKATAGTOOT) TOV

TPOTYOVLEVOL OpOV ‘e101kéS mabnoels tov kopdiaxod uvdg’. TIo cvykekpluéveg katnyopieg

OV TTEPLYPAPN KOV Elvar ot €ENG:

2.1.3

woyoruikn pvokapoiorabeio, (ewdvo DCM pe ovotolkny dvoAettovpyio mov dev
e€nyeitan amd TV £KTOON TNG OTEPAVINING VOGOV 1] TNG LOYALUIKNG PAGBNG)

Paifioikn  puvoxopoiomobero.  (dSvohertovpyion. TOV  KOUMAOV  OLGOVAAOYN T®V
TaBOAOYIKOV GUVONKOV POPTIONG TOV HVOKAPIIOV)

vmeptooiky  puvokoapolomabeia. (cuvnBwg vmePTPOoPio. TG APLOTEPNG KOOGS UE
ocvvdvacud yapaktnpiotik®v DCM / RCM kot kapdlakng oveTdpKelag)

preyuovaons  uvokapoiloraleia.  (LLOKOPOITION G  GLVOLOCUO UE  KOPILOKN
dvodettovpyia - PA. kot 1.2. Avayvopilovior diomabels, ovtodvooeg Kot AOUDIELS
HOPPES TNG KoTnyopiog ovTig)

uetofolixn uvoxapoiorabero (mephapPavel GBALEG VTOKATYOPIES OTMG EVOOKPIVIKEG,
ONoaVPICUDGELS, EK AVETAPKELNS OPETTIKMOY CLGTATIKMV, OUVAOEIOWMOT)

EK GOOTHUATIKOV VOTHUATOY (VOGTILATO GUVOETIKOD 16TOV, KOKKIMUATMOGELS)

LIk SvoTPoPia, LVOTOVIKY SLGTPOGia, vevpouvikd voonuata (atasio Friedreich)
€K OVTIOpAoEMV VTTEPELOGONGIOG Kot TOEIKDV avTIOPAGE®Y

pvokapolonddelo TePi TOV TOKETO

AHA (2006)

H Baocwn ta&vounon mov mpotabnke and v AHA [3] ftav o doympiopdg tov

pvokapolonadeidv oe rpwrorabeic (voonuata mov mePopilovtal OmOKAEISTIKA 1| KUPImG

OTOV KOPOKO W) Kot devtepomoldelc (N Tposfoin Tov Kapdiokod Hvdc Tapatnpeital oTa
p W P n mp N p HLOG TTapaTnp
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mloic  cuoTUOTIKOD  VOoonuatog /  molvopyovikng mpooPoing). Ot devtepomadeic
LLOKOPIOTADELEG TNV KATATAEN OVTH OVGLOCTIKA avTIKAOIGTOOV TOVG TAAULOTEPOVS OPOLS
‘€10KéG TN oELG TOL KOPOKOV HVOG Ko ‘edkég pookapdonddeles’ kota I[IOY. H
KaTatagn TV TpOTOTodOV HVoKaPIOTAOEIDOV dpyeTar amd TV YeEVETIKN (oTioAoykn) Pdon
TOV VOO|UATOV OUTAOV, EVA 1 QOIVOUEVOLOYIKN TEPLYPAPT TNG HVOKOPIIOKNG CUUUETOYNG

akoAovBetl, dnwg paivetar 6to Lynua 1.

| PRIMARY CARDIOMYOPATHIES |

TN

Genetic Mixed* Acquired
HCM — — DCM — Inflammatory (myocarditis)
ARVC /D —
— Restrictive | Stress-provoked
LVNC — (non-hypertrophied (“tako-tsubo”)
PRKAG2 & and non-dilated)
orage _| - ,
Danon # Diseases Pedparkan
Conduction Defects —| — Tachycardia-induced

Mitochondrial myopathies —

'— Infants of insulin-dependent
diabetic mothers

lon Channel Disorders

PN S

LQTS Brugada SQTS CPVT Asian
SUNDS

Yympo 1 Zynpoatucn) teévopnon tpotonadov pookapdonadeidv katd AHA. *Kuping

J1] YEVETIK(A VOGN LOTA; OLKOYEVEIS TEPUTTMOELS NE YEVETIKO vTofaBpo £xovv meprypagel

[3]

[Primary cardiomyopathies = npwrtomabeic pvokopolornabeies, Genetic = yeverikés; HCM =
vrepTpopixy uvokopolorabeia;, ARVC/D = oappobuioyovog pvoxopoiomabera;, LVNC = un
OVUTOYES  UDOKGPOLO  oploTepns Koillag, Storage diseases = Onoavpioumaoels, yovioio
PRKAG2; abvopouo Danon; Conduction defects = diatapoyes aywyyotntog, Mitochondrial
myopathies = putoyovopioxés pvorabeieg, lon Channel Disorders = oiotopoyés dtadiwv
wvrwv;, LOTS = abdvipouo paxpod QT; advopouo Brugada; SOQTS = adviopouo Ppoyéos OT;
CPVT = kateyoloyuvepyikn molouopon koilioxn toyvxepoia, SUNDS = sudden unexpected



nocturnal death syndrome; Mixed = ueikrés; DCM = diototixy pvokaporonabeia, Restrictive
(non-hypertrophied and non-dilated) = mepiopiotikn (Un-vTEPTPOPIKY KAl UN-OLOATATIKY),
Acquired = ermixtyres; Inflammatory (myocarditis) = @leyuovadng (uvoxapoition); Stress-
provoked (tako-tsubo) = pvoxapdiondbeio amo opes; Peripartum = mepryevvnTiki,
Tachycardia-induced = exivouevn omo toyvkapoia,; Infants of insulin-dependent diabetic

mothers = Veoyva 1vGovAIVOECOPTOUEVMDV OLOSNTIKOV UNTEPDV]

H to&wvounon tov devtepomtabdv puokapdionadeidv coumepthappavel dmontikd
voonuato pe evamdfeon maboAoyikod LAKOD 6TOV ££®KLTTAPLO YDpo (Y. apviogidwon,
BAevvomoAvcaKyopO®oEl), Onocavpicpumoslg pe  evamodbeon  maboloyuod  LAIKOL
gevookvtToping (my. opoypopdtoon, vocog Pompe), 1o&ikd aitio, MIEPNOCIVOPIAIKO
OUVOPOLO KOl EVOOUVOKOPIIOKY] tVmOT), KOKKIMUATMIELS VOCOL, EVOOKPIVOAOYIK( VOGT|LLOTO,
KPOVIOTPOGMTIKA GUVOPOLO, VEVPOAOYIKE / VEVPOUVIKG VOOT|LOTO, OVETAPKEIES OPEMTIKAOV
OLOTATIKAOV, OLTOAVOGH VOONUOTO, MNAEKTPOALTIKES Olatapoyés, OKTVOPOAlo Kot

yNuUEBepameLTIKG oYLt (AVOPAKVKAIVES, KUKAOQ®MGOALLION).

H Poacwn odwgopomoinon g KatdtoEng OLTHG Omd TIS TPONYOVUEVES givar 1
EVOOUATOON TOV dlTopaydVv StadAmv 10vtev (T.y. cvvopopo Brugada, covopopo long QT)
oTIG TPOTOTOOELG LLOKAPIOTADELES, TAPA TO YEYOVAS OTL OEV LITAPYOLY EUPUVEIC OOMKES 1)
16TOAOYIKES aAloIDoELS. Ot pvokapdtonddeleg, SnAadn, ®G vpOTEPT KOl ETEPOYEVIS OUAD
VOO UATOV, CGYETIOTNKOY LE TNV OVETAPKELDL TOV HLOKOPSIoV, €ite ot €ival pnyovikn
(ovotolkn 1 / Ko S10GTOAMKT dVCAELTOVPYi) €iTE MAEKTPIKY. LTV TEAEVLTOIO KOTNYOpia
taSvopnOnkay ot dratapayEs AV 1OVTIOV, Ol 0Toieg amotelovV TpmTomadeic mabnoelg
TOV GLGTNLOTOG AYOYLLOTNTAG TOV HLOKAPSiov. Ot Ae1ToVpYIKEG Kot SOHKES O10TAPOYEG TTOV
etvar vrevBuveg Yo MV appLOULOYEVEST GTO VOOLLOTA ALTE eVTOmILOVTOL GTNV KLTTOPIKN
HEUPPAVY, LLE ATOTEAEGLLO VO LIV OVIYVEVOVTOL OO TIC GUUPATIKEG U EXEUPOTIKES TEYVIKES
anewovione, v Poyio pvokapdiov 1 aKOHO Kot TNV 10TOAOYIKY €EETOOT KATO TN

VEKPOTOWN).

Inuetnveton Towg oty tasvounon katd AHA dev cupmepteAnencay dtatapoyss g
LLOKOPOIOKNG  AEITOLPYIOG 7OV  OMOTEAOVV  GUECN OLVETEW GAA®V  OVOUOA®V  TOL
KUKAOQPOPIKOD GLGTHLOTOG, OTMG Tapatnpeitoal o€ PoAPOOTAOEIEG, CLOTNLATIKY VIEPTACT,
ovyyeveig kapdlomabelec Kot otepaviaio voco. Eniong, ektdc taivoumong Euevov ot e€ng

KOTOOTACELS: TPpOTOTOOElG N HeTAOTATIKOL Kopdlakol OyKol, VOCLATO TOV TPOocPdAovy 10O
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€VOoKapO10 Olymg (N He EAAYLOTN) TN GLUUETOYN TOL HVOKOPSIIOV KaOMDS Kot 1 acapng (Katd

TO TAVEL) OVTOTNTO TNG VIEPTACIKNG Huokapdlomdoelog.

2.1.4 ESC (2008)

Xmv tagwounon ovt) ot pookapdlondbeleg Kotatdocovtol avdAoyo pHE TOV
HOPPOAOYIKO KOL TOV AEITOLPYIKO TOVG (@ovOTLVTO. AkoAoVBwg KABe @avoTLTog

Ol mpileTon G€ OIKOYEV KOl LT OIKOYEVT LOPQY|, OTTMOC PAivETOL OTO Zyijua. 2.

Classification of Cardiomyopathies

[ Cardiomyopathies ]
HCM || DCM  |[ARVC| | RCM | | Unclassified
Hypertrophic Dilated = Arrhythmogenic Restrictive
RV dysplasia /
Familial/Genetic Non-familial/Non-genetic

Unidentified Disease sub-type* Idiopathic Disease sub-type*
gene defect

Yympo 2 Ta&vopnon pvokaporontadeiov kotd ESC [4]

[Cardiomyopathies = uvoxapoionabeicg; HCM / DCM / ARVC / RCM = BA. mopdptyuo,
Unclassified = aralivounteg, Familial/Genetic = owkoyeveig/yevetikég, Non-familial/Non-
genetic = un owkoyeveig/un yevenkés, Unidentified gene defect = un tavtomomuévny yovidiokn
pArafn, Disease subtype = vrotomog vooov, ldiopathic = 1010ma0ng]

O 6pog OKOYEVIG OVOPEPETOL GTNV EUPAVIOT GE TEPLGGOTEPMY TOV EVOS GLYYEVAV

glte g 010G Olatapayns, €ite €vog @avotomov, 0 omoiog opeiletal (1 Ba pmwopovoe va



opeiletar) oty 10100 YeVETIK UETAALOEN, Ko Oyl OE EMIKTNTEC TMOONGEIS, OTIC OMOIEC O
KAMVIKOG @otvOTLTTOg enMpedletal omd YEVETIKO TOAVUOPPIGHO. Ot TEPIGCOTEPES OIKOYEVELG
TEPIMTMOGELS £IvOL LOVOYOVIOLOKA Voo pata. Mio povoyovidtoky pookapdtomdeia pmopeti vo
etvar kol omopadikn, otav 1 vrevbvvn petdAraln eivar de novo (cupuPaivel otov maoyovTaL
YL TPATN POPE EVIOC TOV OIKOYEVELOKOD OEVIPOL 1 CLUPOIVEL GTOVG YOUETEG EVOG EK TOV
ovo yovéwv). Kot ot acBeveig avtol (onA. avtol pe emPefoaropévn de novo petdhioén)
KOTNYOPLOTOOUVTOL OTI OWKOYEVEIG HOPQPES, apov 1 PAAPN pmopel duvntikd vo

KANpodotnBei 6TOVG 0ITOYOVOLS TOVG.

Ot un owoyevelc HOPOES OVOPEPOVTIOL OTIC TEPUITAOGELS ONOVGIOG VOGOV GTO
owoyeveloko mepidAlov tov acBevovs. Ilepartépm odaxpivovion oe 1domabeic (un
aVayVOPICUEVT] ouTloAoYio) Kot EXIKTNTES (1] LLOKOPIIOKT SVGAEITOVPYIO ATOTEAEL EMITAOK)

LLOG SATOPOYNG Kot Ol EVOOYEVES YOPAKTNPIOTIKO TNG VOGOV).

INUEIOVETOL TG oTNV KaTatagn Tov pvokapdonadeidv kotd ESC (dnwg kot Katd
AHA «or oe avtiBeon pe v xotdraln xotd WHO/ISFC) dev mepilapfdvetor m
HLOKOPIKY duGAEITovpyio Tov opeihetarl devteponabdds oe otePaviaio voco, VIEPTAOT,
BaAProomadela ko cuyyeveic kapdomdbeies. Emiong, dev mepthapfavovtor ot Stotopoyés e

OLOA®V 1OVTOV.

2.1.5 MOGKE(S) 2013

H ta&ivopnon xoatd MOGE(S) npotdOnke mpoxeévoo va avomtuybel po oporoyio
Y0 TIC LLOKAPOIOTADEIES TTOV VO, GUVOVALEL LOPPOAOYIKE, AEITOVPYIKA, POLVOTLTIKE, KAVIKAL
KOl LOPLOKE / YEVETIKA YOPOKTNPLOTIKA, GE GLVOVOCUO LE TANPOPOPIES GYETIKA LE TO POTifo
NG KANPOVOUIKOTNTAG KOt T GURUETOYN GAA®V (TANV TG Kapdidg) opyavmv [9]. H oporoyia
0TI EUTVELGTNKE OO TO VoI oTadtonoinong TNM tov Kakondeimv kot meptlapupdavel

TIC €ENG TOPOLETPOVG:

= (M)orphofunctional (pop@oAroyia / AettovpytkOTNTA)
= (O)rgan involvement (cuppetoyn Kopdtdg n/Kot GAA®Y opydvov)
= (G)enetic or familial inheritance (yevetikn / oikoyeving KANPOVOLUKOTNTA)

= (E)tiological annotation (atioAoyia)
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= functional (S)tatus (AertovpyiwkdTnro 0cOevodg OmOL AVAPEPETAL OTNV  KAVIKN
KOTAOTAON TOL 000evolg OmMMC aUTH TEPLYPAPETOL OO TO OTAOLN KOPOIOKNG

avendprelog kotd AHA kot NYHA — New York Heart Association)
"Eva mapaderypa ta&ivopnong katd MOGE(S) éxet g e&ng:

= My = Dilated cardiomyopathy (Siatartikr pookapdiondOeia)

*  Op.k = Heart and Kidney involvement (kopdiokn Kot VEQPIKT GUUUETOYT)

=  Gap = Autosomal Dominant (00TOCOUKN ETKPATNG)

= EG-MYH7[p.Argd03Glu] (petdAraén mov mopatnpeitor oe HCM)

*  Scur = Stage C AHA / functional class Il NYHA (otddio C katd AHA / Aertovpyikn
katdroén I koatd NYHA)

H to&wvopmon avtn, eved dtutmpel v HOPOOAOYIKY] OpoAOYiol TOL YPNCULOTOIEITOL
kot katd AHA, ESC, WHO, Aopfdver vmoyn ko dAieg mapapéTpovg, divovtag cagn Paon
010 Yovidlokd vmoPabpo. Kabmg to dedopéva kol o1 YVOGES GTOV GUYKEKPIUEVO TOUEN
avéavovv dapkac, n tasvounon katd MOGE(S) Oa uropotvoe va vreptepel v vToAoimmy
oe OTL aeopd Tov KOOOPIGUO NG TPOYVMOOoNG, TG ANYNG KAVIKGOV oamo@doemv (..
EUPVTELOT OMVIOMTY OavAAOYyo HE TOV TOMO 1TNG HETAAAAENG) Kol NG oviyvevong
OGVUTTOUATIKOV QOPE®V EVTOG TNG OKOYEVELNG TOL Ttdoyovtog. [lapd Tavta, n ypnon Tov
OLYKEKPIUEVOL HOVTEAOL OTNV KoONnueptviy KAWVIKN TPAEN mopovctalel LEIOVEKTHUOTO Kol
dvokolieg [10]. H meportépm avantuén Tov GLGTHUATOS TAEIVOUNONG TV HVOKAPIOTOOELDV

katd MOGE(S) Eepevyetl amd Tov 6KOTd TOL TapOVTOG cuyypdppatog [8-10].

2.2 Mvuokapditioeg

H pvokapditideg pmopodv vo ta&tvopunbovv avarioyo pe v oitio, TNV 1GTOAOYIKY
EIKOVA, TNV 0VOGOIGTOYNUELD, TOV GUVOLAGUO KAVIKGV Kot TOHOAOYOOVATOUIKAOV EVPNUATOV

KOl TOL KAVIKG cOVOPOLLXL LLE T OTtotol eKOMAmVovTOL [6].

H mpocsforn tov pvokapdiov ota mhaicia 10yevovg Aoipnméng sival n TAéov cuyvd
avayvopopévn attioa pookapditidoac [5]. Ot kupldtepeg OTIOAOYIKEG KT YOpies Yoo TV
TaSvouno”n TOV HuoKapotidmy €ivol ot AOYUMOEIS, Ol OVOGOAOYIKEG, Ol TOLIKEC Kot Ot
avtdpdoelg oe @dppoka. Xtov Hivaka 3 @aivovtal GUVOTTIKA TO OVOYVOPIGUEVO oiTioL

HLOKOPIITIONGC
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H 1otoloyikn ta&vounon Paciletor oty meptypagn TV QAEYHOVOOIDOV KLTTAP®V
mov ombovv 10 pvokdapdo  (PA. opioud  1.2)  (AEpEOKVLTTOPIKY, MNOGIVOPIMKN,
YLYOVTOKVTTOPIKT), KOKKIOUOTMONG, OVIETEPOPIAIKY, k) [11]. H katavoun tov xuttdpov,
emiong, dvvarton va meprypaeel (taSivounbel) og Tomiky|, cuppéovca N S1ayvTn. L TePInTOON
nmopovciog ivawong n éktaon awtig tpénet va Pabpovoundel (arovoia — 0; Ama — 1; pétpla —
2; coPapn — 3) Kol 1 KOTOVOUT TOV VAOOVE 16TOD VO TEPLYPUPEL (EVOOKAPIOKT, O1ApEDN, €E

aviwkotdotaonc) [12].

Mivakag 3 Artworoywkn Taivopnon pookapditideg [30]

AITIOAOI'TA ITAPAAEII'MATA

Aoyméelg Baxtypraxés (ylopddw, kopuvoPaktnpidta, AeytovélAa, pokofaktnpiota,
HUKOTAAGLOL, CTAPUAOKOKKOL, GTPENTOKOKKOL)
Mvknteg (AKTIVOPDKNTOG, AGTEPYIALOG, KAVTIVTA, KPVTTOKOKKOG)
Eluwvbidaceis (e)vOKOKKOGC, TPLYVEALD)
Ilpwtélwa (ToEOTAAGLO, TPVTAVOCMLLOL)
loyeveis (adevoioi, eviepoiol, epmnroioi, HIV, HCV, mapPoiog B19, 16¢ g
ypinzne)
Piéroieg (LmopéAlio, TVQOELONG TVPETOG)
Zrepoyaites (LTopEAMLA, AETTOGTELPQ, TPETOVILLO)

Avtodvoca voorpato Kothokdxkm; vocog Churg-Strauss; vococ Crohn; depporopvositida;
YIYOVTOKUTTOPIKTY]  LLOKOPIITION;  LIAEPNOCIVOPIMKO  GUVOPOUO;  VOGOG
Kawasaki; cvomuotikdg epudnupotddng AOKOg;, pevpatosidng apbpitida;
GOPKOEId®OT; GKANPOdEPH; EAKDONG KOAITION

Avtidpacn vmepevoichnciog o€ mEVIKIAMAIVEG; KEPOAAOOTOPIVEG; TETPUKVKAVEG; GOVAPOVOUISEG;
PAPLOKOL Bevlodialemiveg; Kholamivn; dtovpnTikd G arykvAng; Oetolidkd dtovpnTikd;
TPIKVKAIKG avTIKOTAOMTTIKG

To&wn| avtidpoomn o€ ApUaKe  OUQETOUIVES, OVOPUKLKAIVEG, KATEXOAUUIVES, KOKOIVY); KUKAOQOGOOULION;

pavouvtoivn
To&iveg a1favoin
Al\o apPGEVIKO, YOAKOC, oidnpoc, aktivobepaneio, Bupeotoikmon

H avocoictoynuikn ta&ivounon kot 1 avtictotyia peta&h oporoyiog kotd Dallas xot

WHF oaiveton otov IHivaka 4.
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Mivaxog 4 Taivopnon pvokapditidog [11]

OPOAOI'TA KATA IETOIMAGOAOITA WHF |[ANOXOIZTOXHMEIA
DALLAS AnmOnon Adon Oionpa
RVOKVTTAP®V
[port Evepyo Evepyo
pet pYoS + + + pros Kpuipia Dallas
Bloyia pookapditido pookapditida
Op1oxn Xpbdvio
(borderline) + - - pookapditida | >14 Aeppokbdrrapa / mm?
pookapditida / DCMI
Agvtepn Eppévovoa Eppévovoa
+ + + Kpuipia Dallas
Bloyia pookapditido pookapditido
Amodpapovoa Amodpapovoa
pookapditida N xpoéVIL
+ - - >14 Aepgokdrrapae / mm?
pookapditida
/ DCMI
laBeica laBeica 5
- - - <14 leppoxvtTopa / mm
pookapditida pookapditida

DCMI: Inflammatory dilated cardiomyopathy

dtywpiopd
AELPOKVTTOPIKY, KAODG Kol otV €E0ymYN YPNO®V TPOYVAOOTIKOV OeIKTOV. Mepikol

OLOYETIGHOT KAWVIKNG EIKOVOG KOl TOHOAOYOUVAUTOMK®Y gvpnudtomv eaivovior otov Hivaka

5.

™mg  KePALVOPOLOL

AELQOKVTTOPIKIG  HLOKOPIITIONG

and Vv

O ovvdvaoudg KAMVIKOV Kol TOHOAOYOOVOTOUIKAOV KPUtnpiov ¥pnolledel Yo Tov

o&eia
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IMivakog 5 Zvoyetiopoi KMVIKIG E1IKOVOS Kol Ta00A0Y0UVATORIKAOY EVPuaToV [13]

KAINIKO XENAPIO AIAPKEIA | IXTOAOTI'IKOI XYXXETIXMOI
NOXOY
XHvopopo opotdlov pe 0&H otepaviaio Qpec— puépeg  |Evepydc heppokuttopiki pookopditida 1

GUVIPOLO LLE PUOIOAOYIKE GTEPAVIOiN

ayyeio

(omavio) VEKPMTIKT NOGIVOPIAIKT LLOKAPSITION

N YIYOVTOKVLTTOPIKY HOOKapdiTId0

Kapdiokn avendpkela Le pUGIOA0YIKOD
peyéBovg 1 dtoteTapévn aplotept| Kotkio Kot

apodvvapikn actadsio

<2 gfdopdoeg

Evepydc hepporvttopikn pookopditida 1
(omhvia) VEKPOTIKT NOGIVOPIAIKY HVOKAPIITION

N YIYOVTOKVLTTOPIKY HOOKApSIiTId0

Kapdioxn avendpkela pe didtaor opiotepns|Alyeg Tyavtokvttopikn HLoKapditida, NOGIVOEIAKN

KOWMOG KO ELPAVIOT] VEOV KOIAOK®OY eBdouddeg — HLOKAPSITION 1) AEUPOKVTTOPIKT] LLOKOPSITION

appLiidy, vyniot Babuod K-K UHVES

QTOKAEIGLOV 1) OTOLGI0, AVTATOKPIOTG OTN

ouvnOn ayoyn evtog 1-2 efdopddmv

Kapdioxn avendpkela pe diataor opiotepns|Atlyeg ITo mBavn M Tapovsic PN E0IKOV 0ALOIDCEWMV;

KOWMOG Pic ELPAVION VEDV KOIMOUK®V eBdounddeg — Tapovacia 1KoV yovididpatog 6to 25-35% tov

appLipidy 1 vymiov Baduov K-K UHVES acfevdV Kot AEUPOKVTTAPIKNG HVOKOPIITIONG

ATOKAEIGLOD katd Dallas oto 10%

Kopdiaxn avemdprela pe noctvo@iiio Omnowa Hoowopihikn 1 pookapditida vrepevaicinciog;
NOGIWOPIAIKNY EVOopvoKapdiTIdN

Kapdiokn avendprela pe didtaon apiotepns |([Iiéov tomv ITwo mBavn n Tapovsia N EWBIKGOV GALOIDGEWDV;

KOWMOG KOt ERPAVIOT] VEOV KOIAOK®OY
appLidy, vyniod Babuod K-K
QTOKAEIGHOV 1) AmOLGi0 AVTATOKPIOTG OTN

cuvnOn aywyn evtog 1-2 efdopddmv

ULEPKAV UNVAV

Kkapdakn capkogidmon (1tomadng
KOKKI®HOTMOONG Lookopditida) 1 £151kn Aoipmén

(m.y. pmoppéhar)

Kapdiokn avendprela pe didtoon aptotepng
KOWAMOG Pic ELPAVION VEDV KOIMOK®DV
appLiuidy 1 vyniov Pabuov K-K

QTOKAEIGLLOD

ITAéov tov

ULEPIKAOV UNVAOV

ITwo mBavn n Tapovsio N EWBIKOV GALOIDGEWDV;
ALENEVT TOPOVGIO PAEYLOVOIDV KUTTAP®@V
(avocoicToynuein) o £mg kot 40% tov
acBevdv; Tapovsia 1Kol YoVISIONATOG 6T0 25-
35%

[Ipoéopata mpotdbnke N Ta&vounon g Opdoas TV VOST|LAT®V TOL TPOKOAOVY TO

KAVIKO GUVOPOUO NG Hokapditidas o€ 3 emineda, avdioya pe tov Babuo g 1 yvwoTIKNG

BePordtmrag

[6],

OmM®g

Qoiverol

oToVv Ilivaka 6.
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KPITHPIA IXTOAOI'IKH BIOXHMIKOI AEIKTEX, HKI''H OEPAIIEIA
EINIBEBAIQXH AIIEIKONIZETIKA EYPHMATA XYMBATA
ME MYOKAPAITIAA
Avvntikn (possible)  |Amovcio CUUTTOUATOV EK TOV
VTOKAVIKY o&gia KUKAOQOPIKOV 0AAG >1 omd ta
pooKoapditida TOPOKAT®:
1.  Buoynpucot deikteg pookopdlakmng
Prapng ,
2. HKT gvpfuoto copfotd pe i " Ayvoom
pvokapdiokn TposPoin
3. TToBoloywn Kapdiokn Aettovpyia
670 vIEpNYoYpaPN e 1 TV MRI
KapdLag
[TBavn (probable) o&eio [Tapovcio CUUTTOUATOV EK TOV
pooKapditida KUKAOQOPIKOL Kot >1 omd ta
TOPUKATO:
1.  Buoynpuot deilteg pookoapdiokmg
BAGPNg i N Avdloya pe 10
2.  HKIT svpipato coppotd pe KAMVIKO GUVOpOLO
pvokapdlokn TposPoin
3. TToBoloywn Kapdiakn Aettovpyia
670 vrepnyoypaenue 1 tnv MRI
KapdLhg
BéBaun (definite) IotoAoyikn 1 0vOGOIGTOY LUK N i Avdloya pe v
pvokapditida amodeEn HooKapdIiTIdNG €101k atio

Iivaxag 6 Tagivopnon pvokapditidns avaroyao pe tov fadud swoyvootiknigs pepardtnrag [6]
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3 AITIOITAGOTI'ENEIA
3.1 AwtaTiki) pvokaporortadeia (DCM)

H dwataticn pooxapdrondOeta kabopiletor amd tnv mapovsio dSidToong g aploTepg
KOWMOG L€ GLVOOO GLGTOAIKN SLGAELTOVPYIDL AVTNG, €V TN amovcio TABOAOYIKNG POPTIONG
(apnproxn vaéptact, farPdondbein) 1 oTEPOVIOiNG VOGOV TKOVIG VA TPOKAAECEL KOOOAIKN
oLOTOMKN dvoAertovpyia [4]. Aldtoon xor dvoAettovpyion g 0e€1dg Kowiag pumopel va
CLVLTAPYOVV, OV elval Opm¢ amapaitntes yio ) dyvoworn. H DCM cvvinbmg odnyel oe
TPOOOEVTIKT EKTTMON TNG GUCTOATIKOTNTOG TNG APLOTEPNG KOWALNG e EKONADGCELG KAPILOKNG
OVEMAPKELNG, OTAPUYES TOV GCULOTHUOTOS MAEKTPIKNG OYOYUOTNTOS TOV HLOKAPSiov,
VIEPKOIAMOKEG Kol KOLMakEG appuluieg, OpopPoepuforiikd encicodia Ko opvioto Bdvato M
Bavato oyeTilOPEVO Ue KOPOKT OVETAPKELNL TEAKOV otadiov [3,15]. Zta yopoktnploTikd
mg DCM ocvuneptroppdvovior o pookuttapikds Bavotoc kot m pvokapdiokn ivoon. H
VIEPNYOKAPIOYPOPIOL KOL Ol VITOAOUTEG OMEIKOVIOTIKEG €EETAGELS, TUMIKA, OVUOEIKVHOLV
OldtaoT Kol TOV 4 KapolaK®V KOAOTHTOV HE aENoT TOL TEAOGVGTOAIKOD YKoV Kol TwV 2
komwv [16]. H DCM pumopet va Oewpnbel wg £€vog TeEMKOG KOWOS QUIVOTLTTOG
TPOKOAOVIEVOS ATt £VoL EVPV PACLA SLOTOPAYDV HE KOO TOTO TN dtoTapay] 6T cLVOESN
TOV GOPKOUEPIOIOV [UE TO COPKEIATLLLLO KOL TOV KUTTOUPOGKEAETO, TOL £XEL MG AMOTEAEGLO, TNV

oLoTOMKN dvoAettovpyia [14,15].

Ot yevetikéc popoéc g DCM ocuvibog opeidovtar otnv petdAialn yovidiov to
omoio KOIKOTO0UV TPMOTEIVEG TOV OVIKOLV GE 2 HEYAAES OUAOES, TOV KUTTOPOCKEAETO Kot
t0 capkopepido [15]. H DCM pumopet, emiong, va cvvovaletor pe v mopovusio puikov
JTOPOYOV KOl VO OTOTEAEL TO TPAOTO 1 TO KLPLOPYO KAWVIKO YVOPIGUL SopOpmV

GLOTNLOTIKOV VOCT|ULAT®V.

[Tepimov 20-50% 1tov meputtddoewv DCM  Beswpodvtar owkoyevelg kot €xovv
ovoyetiotel pe > 40 yoviola / yovidwakég Béoeic. Ta kvuprotepa yovidlo Tov gvEyovtol 6TV

atonafoyévela g DCM ogaivovion otov IHivaka 7.
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Disease Genes Official Symbol

Force generation/regulation
Actin, a, cardiac muscle 1 ACTC1
Myosin, heavy chain 7, cardiac muscle, f§ MYH7
Troponin T type 2 (cardiac) TNNTZ2
Troponin | type 3 (cardiac) TNNI3
Troponin C type 1 (slow) TNNC1
Phospholamban PLN
Force transduction/mechanosensing
Titin TIN
Dystrophin DMD
Sarcoglycan, A (35-kDa dystrophin-associated SGCD
glycoprotein)
Desmin DES
Nuclear proteins/transcription
Lamin A/C LMNA
Other
RNA-binding motif protein 20 RBMZ20
Implicated but not yet supported by linkage/cosegregation
Actinin, a 2 ACTNZ
Vinculin veL
Thymopoetin TMPO
Titin-cap TCAP
BCL2-associated athanogene 3 BAG3
UM domain-binding 3 LDB3
Ankyrin repeat domain 1 (cardiac muscle) ANKRD1

ITivaxog 7 Ta koprotepa yoviore wov evéyovral otny arttoradoyévera g DCM [18]

[Disease genes = maboyovo. yoviowa, Olfficial symbol = ermionuog ovufoiiouocg, Force
generation/regulation = moapaywyn/poBuion cvotaitng dvvoung, actin o cardiac muscle = a-
OKTIVY] TOD KOpOlokoD uvog, myosin i heavy chain cardiac muscle = p-Popia atvoioo g
Hvoaivyg tov kopoitoxod uvog, Troponin T type 2 = tpomovivy T tomog 2, Troponin I type 3 =
womovivy 1 tomog 3, Troponin C type 1 = tpomovivy C tomos 1, Phospholamban =
pwopoiaufavy, Force transduction/mechanosensing = UeTaooon ka1 UnyoviKy aviyvevoon e
ovatodtig ovvaung, Titin = witivy, Dystrophin = dvatpoivy, Sarcoglycan = coproyivkavy,
Desmin = deouivy, Nuclear proteins/transcription = TOPHNVIKEGS TPOTEIVES KOl TPWOTEIVES
uetoypapns, Lamin A/C = Aquuvivy A/C, RNA-binding motif protein 20 = mpwrteivy 20
ovvoeouevy ue RNA, Actinin a2 = axuvivy o2, Vinculin = fivkovdivy, Thymopoetin =

Ovuomomrtivy, Titin-cap = teleBovivy, BCL-2 associated athanogene 3 = mpwteivy BCL-2,
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LIM domain-binding 3 = npwteivy LDB3, Ankyrin repeat domain 1 = npwteiv ANKRDI]
[BA. keipevo]

O xVp1og TOHMOG KANPOVOUIKOTNTOS €IvOL O OVTOCMUIKOG EMIKPATNG, VD AyOTEPQ
OLYVA TOPATNPOLVTOL GAAOL TOTOL KANPOVOLUKOTNTOS ONMG OUTOCMUIKY) LTOAEUTOUEVT,
@LAOcHVOETN Kot pitoyovoplokn. H ewova g autocoukng emikpatods Hopeng cuvinbwmg
exonrovetal o¢ ‘kKhacoiky DCM’ 1 g DCM pe datapayn Tov GUGTHUATOS Oy®YILOTNTOG
[15]. Kdémow amd to petardaypéva yovidwn ta omoio. cuoyetilovial LE TOV OUTOGMUIKO
emkpot] om0 DCM k®dtkomotovv T1g 1816 GLGTUATEG TPMOTEIVEG TOL CAPKOUEPLOIOV OV
evbivovtal yioo v gpedvion vrepTPoeikng pvokapdonddeiog (HCM), onmg a-aktivn, o-
Tpomopvocivn, kapdlakég tporoviveg T-1-C, a- kot B-Papiéc arvoidec poocivng, cuVOETIKY
mpwteivn g pvoocivng C (MyBP-C). TapdAinia, éxovv aviyvevbel ko PeETOALGEES oF
Yovidolo OV KMOKOTO00V TPMTEIVEG ™G Z-ypapuns, Onwe¢ ¢ mpoteivng LIM, ¢ a-
aktvivng-2, g ZASP kow ¢ tutivng (kovvektivng — titin) [3,14,15]. ZOpeovo pe
Biproypapkés avapopés, ot peToAAdEels oto yovidlo mov kwdwkomotel v titivny (TTN)
umopet va ocvoyetilovral pe mocootd mov eOdvovy to 25% Yo TIg okoyevelg HopeEg Kot To
18% yw 11g omopadikég popeéc g DCM. H titivn Aertovpyel o¢ ghatfpro, mapéyovtag
LUNYOVIKEG 1O10TNTEG TOONTIKNAG EXAVOPOPAS KOl GUUUETEYOVTOS OTN PLOLUCT] TG CLGTOANG
T0V capkopepldiov. Amotehel to ‘tpito pvovnudtio’ (pali pe ta Aemtd Kot To. O Ld)

CLUUETEYOVTOG GTN doun Tov capkopepdiov [17,28].

H DCM, eniong, pumopet va tpokAnOel amd PeTaALAEEIS O YOVIOLO TOV KMOTKOTO100V
GAAEG TPMTEIVEC TOL KLTTOPOOKEAETOV, TOL GOPKOUEPIOIOL KOL TNG TLPNVIKNG UEUPPAVNG
(pakérov), KaBmMG Kol TPOTEIVESG TOV gUTAEKOVTOL GTN dladikacio TG petaypaens. H mo
Kown peTdALaEN apopd oto yovidlo g Aapuvivng A/C (LMNA), 10 omoio K®OtKomolel pua
TPOTEIVT TOV VIHOTIOV TN TUPNVIKNG HEPPPpavne. MeTaAAAEELS TOV YoVidiov avTov, Emiong,
oyxetiloviol [e VOONUOTO TOL GULOTNUOTOC OYOYOTNTAG TOVL HVOKOPSiov, OAAL Kot
HVOCKEAETIKG Voo paTa, OTwg poikn duotpoia Emery — Dreifuss. [Tapopota khvikng ewova
(DCM) ekdnlovetor kot pe HETOAAAEELS ©TO QLAOCHVOETO Yovidlo vrevbuvo yia TV
EUPAVION TNG VOTEP® HOPPNS LVikNG dvotpoeiag (Emery — Dreifuss), To omoio kmotkomotel

™V TpOTEIVN gpepivn (emerin — aviKEL GTNV OUASN TOV TVPNVIKOV Aapuvivev) [3,14,15].

AAMo yovidla to omoia oyetilovion pe v gpedvion tov @owvotvmov DCM e

@LAOGUVOETY KANpovoukodTnTo meptAapupdvovv ekeliva mov glvar vmevBovo Yoo TV
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K®OwKomoinon kot tnv ovvheon g decpivng (desmin), g kapeoAivng (caveolin), tng a- kot
B-capKoyAvkdvne, KaOOC Kol TPOTEIVOV TNG UITOYOVIPLOKNG OVOTVEVLGTIKNG aAvcidag. H
evloovvoetn popen g DCM éxel ocvoyetiotel kot pe HETAAAAEELG OTO YOVidlo 7OV
KOOIKOTO0UV TNV dvoTpoeivy (Tpwteivn mov oyetileton pe poikny dvotpoeio Duchenne, n
dwtapoyn TG omoiog oonyel o€ aoTAOED TOV GUPKEIMUUOTOS KOl OTTMAELN LVOKAPIOKDY
KUTTAp®V e puokapdtokt] duoiertovpyia) ko thv G 4.5 (tafazzin), n omoia oyetileTon pe 1o

ovvdpopo Barth (cuvopopo poomdbelag tov Bpeeav) [3,14,15,28].

Inueiwvetor g pe tov @awvoétvmo DCM €yovv cvoyetiotel kot HETOAAAEELS
YOVIOI®V OV KMOKOTOOUV TPMOTEIVEG SdA®V 1OVT®V (0mwg Tov Yyovidiov SCNSA, mov
evéyetal otn povbuion SV 1OvTtev vatpiov, 0AAd Kol Tov yovidiov mov pvOuilel v
EKppaon ™G TPOTEIVNG eooeorauBdvng, n omoio mailer pOAO TNV OHOLOGTACT) TOL
aoPeoTion) KaOdS Kol TPOTEIVES TV SECUOCOUATOV (OTMG TNG TPMOTEIVIG dEGUOTANKIVIG)
[15].

Mo eikOva TG HEYAANG ETEPOYEVELNG TOV UETOAAAEEMY TOV UTOPEL Vo, 0dNyHGoVV

1oV Koo eavotumo g DCM mapovcialetar 610 Lynjua 3.
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Reduced sarcolemmal
integrity

Decmed energy - -
s Dystrophin II'I? dystrobrevin
NV

Disruption of force
transmission

) . SERCA and
Actin-associated ) phospho-  Sarcoplasmic
ADP ATP cytoskeleton Cate lamban reticulum

Decreased myofilament
Myofibril activation

Abnormalities of the
nuclear envelope

Aberrant

Nuclear pore [
~ ran
transcription

Yympo 3 Ta owagopa onueior PETOAAGEEMV TOVL pmopel vo. 001NYN|GOVV GTOV KOLVO
@uvoTUTo DCM gvOeIKTIKA TNG HEYAMNG YEVETIKIG ETEPOYEVELDG TG VOGOV (draTapoyn
OKEPULOTNTOS COUPKELMIUUATOS, OLOTUPUYN] OTNV ULTOYOVOPLUKN TOPAYMYY] EVEPYELNG,
owTopay GTIV METAS00N TG OVVOUNG GULGTOANG; OloTOPU))] GTNV OWYEIPLoN TOV
acfeotiov, pertOPEVI EVEPYOTOINGT HVOVIIROTIOV, OLOTUPOYES TOV TUPNVIKOD QPUAKELOV,

owTapayfs 6TV PETAPPACT KOL TNV ENEEEPYAGIA TOV PHETAPPUGTIKOV TPOIOVTOG) [14]

O gowvotvnog g DCM pe omopadiky] epeavion umopel va ogeiletonr og mAnbopa
oltiov, pepwd amd to omoia eivat: Aomoeglg Tapdyovies (kupiwg 10yeveig mov oyetilovron

He TV eUQAvIon pookapditidos, aAld Kot Baktnplokoi, HuKoBaKINPdtaKol, HOKNTIOGIKOL
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KOl TOPaolTikol), To&iveg, ypovVIa KATOVAA®GON OAKOOA, ymueloBepamevtikol TapayovTeg
(kvplwg avOpakvkAiveg, Poapéa pETAAAD, OVLTOAVOCH VOGTHOTO, (@OLOYPOUOKOTIOUO,
VEVPOLVIKG VOGTIUOTO, UETOUPOAKE — EVOOKPIVIKA — LUTOYXOVOPLOKG VOGTLOTO, SLOTNTIKES

dtoTapayEc.

H DCM pmopei vo elvar amdtokog AoIHmENG — QAEYHOVIAG TOL pvokopdiov. Xe
avtifeon pe v evepyd (| kepovvoPoro) pvokapditda (n omoia €€ oplopov omoteAel
QAEYLOVAOON VOGO TOL HVLOKOPSIOL GLYVA Y®PIg SldTOoT TNG OPoTEPNG KOWNG), 1M
eAeypovadng DCM opiletor amd tnv moapovoia eAeypovng poll pe ovcAettovpyio Tov
pvokapdiov (BA. kot 1.2). e apketovg amd tovg acbeveic pe ieypovndon DCM aviyvevovton
kG TPWTEIVEG GTO HVOKAPSL0, N TOPOVSio TV omoiwv pmopel vo mopatnpnel kol v

amovoio Aeypovig [3,4].
H e&&MEn g pvokapditdag oe DCM avaideton otny mapdypago 3.6.
INa ta aitioe g DCM xatd ESC BA. 2.1.4.

[TaBoyevetikd, @oaivetar TG 01 UETOAAAEEIS OTOL YOVIO 7OV KMOIKOTOOUV TIG
OLOTOATEC TPMOTEIVEG EYOVV O OTOTEAEGHO OLATOPAYEG AELTOVPYIKA OvVTIOETEG e VTEG TTOV
napatnpovvtol otny HCM (6tav apopovv Tovg i0100g YEVETIKOVG TOTOVG). ['a mapdoetypa,
ol PeTaALAEELG oTo Yovidlo TG Paptdg ahdcov g B-pvocivng 0dNyodV 6€ KOTAGTOAN NG
OVOTOATIKNG AELTOLPYIOG TOL KVLTTOPOOKEAETOV. MetaArhdEelg oe yovidwo vrevbuva yia )
ovuvBheon PLOLOTIKOV TPOTEIVOV TOV AETTOV VIUOTIOV EAATTOVOLY TNV YNUIKN GLYYEVELL
Kot OAANAETIOpao TV TPOmOVIVOV e To 1Ovta aoPectiov oAAd kot TV pLuOHoTIKN
KOVOTNTA TOL AGPRECTION €Ml TG GVGTOAKNG AELTOVPYING. ¢ AMOTELECHA, Ol UETAALAEELG
avToh TOV TUTOL £YOLV MG KOWO OMOTEAEGUO TNV EAATIMOON TNG TOPAYWOYNG CVOTOATNG
dvvaung. Aleg HETOALAEELS (.. o€ TPOTEIVEG TNG Z-YPOUUNG 1 TNG COUPKOYALKAVIG) EXOVV
®G OMOTEAEGLLOL T O1ATOPAYY] TNG CVVOESTC TNG CLOTUATNG GVOKELVNG (KVUTTOPOOKEAETOG) LE
T0 COPKOTAUGHOTIKO OikTvo Kot v eEwkuttdplo Ogpéhor ovoia, odNydVINS o€
EAOTTOUATIKY]  HETAOOON 1TNG OLOTOATNG OOvoung kot  dTopay TNG GULVOAIKNG
OLCTOATIKOTNTOG TOL pvokapdiov (N mopaywyn OmMAady TG OLOTOANG amd NG
OAANAETIOPOAOT] TOV TPOTEIVOV TOV KLTTOUPOCKEAETOV €lval AVEMNPEACTY, OLOTOPACGETOL
OU®MG 1 HETAOOON TNG OLGTOANG TPOKEIWEVOL TO HVLOKEAPSI0 vo Asttovpyel g OAov
EMTEADOVTOG TOV POAO TOV G OVTALR). AAAeC HETOAAAEELS O TPMTEIVEG TOL EUTAEKOVTOL
oToV LETOPOMOHO TOV acPectiov 00NyoVV € EAATTOON TNG CLVOESTG TOV acPestiov Ue T

HLOIVIOL, HE OMOTEAEGUO TNV UEIWUEVT GLOTOATIKOTNTO (O®g N petdAraén Arglddel oto
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yoviolo g epwceoraupdvng PLN). Inueidveton mmg OAeg avTéG Ol ETEPOYEVEIC dTAPAYES
NG OOUNG Ko AEITOLPYIOG TOL HVOKOPIIOKOD KLTTAPOV 001 YOVV GE KLTTUPIKT OVTOQOYio Ko

EKQOLMGUO, pe TeEMKO Koo TOTo TNV arontwon [14,15,18].

Yvvortikd m DCM  omotehel évov  @avOTumo  pvokopolomdfelag pHe  pHEYAAN
ETEPOYEVELD GE OTL APOPEL GTOV CLUGYETICUO LE GUYKEKPIUEVES YeVETIKES Baelc. KAvikd elvan
YPNOLO Vo KaBoploToOV o1 €ENG KT YOpieg 6€ OTL apopd TNV KATATAEN TOV 060evOV (eKTOG
oniadn amd tov Khaoikd DCM @aivotumo mov meplopiletor 6To HUOKAPS10), 0POV SLOPEPEL T
avTeeT®mion Tovg: DCM pe datapoyég Tov cuoTiHaTog aywyotntag, DCM pe coppetoyn
TOV OKEAETIK®OV podv kot DCM oto mAaiclo TOALGLOTNUOTIKNG VOoov. EekdBapot
OLOYETIGHOL YOVOTOTTOL — QOVOTOTOL €ivol omdviol, pe eEaipeon TEPMTMOOELS LETAALAEEDV
ota yovidore LMNA, SCN5SA kot DES mov, 6mmg avoaeépetar avotépm, cvoyetilovtol pe
DCM o€ 6uvdvacpd pe daTopayES TOV GUOTHUATOS AYOYILOTNTAG. LTI TEPUTTMGELS OVTEG,
01 NAEKTPOPVCIOAOYIKEG EKONAMGELS, GLVNOWS TPONYOUVTUL TV EKONAMGE®V TG DCM ko
amoTEAOVV TIG HOVOOIKEG evoeilelg kopolakng vocov. IotoAoyikd amodopydvwoon Tov
HLOKLTTAPOL OV apatnpeital (o€ avtiBeon pe v HCM), evd 1 cuotoMkn dvcAettovpyia
Kot M ovodwpopemon (remodelling) tov kotmmv givor mpoodevtikég depyacieg. H
deiodvtikdTTa (Yevetikn) e&optdtot amd v nAkio Kot eivotl ateAng, e TNV TPMOIUT KAVIKE
EKONAN VOG0 va yoapaxtnpiletor omd pepovopévn O1dTaon TG aploTePNS KOWATNG 1)/Kot N
OLOTOMKN dvoAeltovpYior TNG aPloTEPNG Koo, To 16TOmTaBOAOYIKA YOPAKTNPIGTIKE TOV
oT0adiov VTl dev Exovv meptypael pe capnvele. Tov Tpwipov avtod otadiov mponyeital
TAPATETOUEVT (CLVNOMG) OCLUTTOUATIKY] TEPI0dOC, He TNV Kapdld Vo €IVOL HLOKPOCKOTIK
(UGLOAOYIKY), TOGO HOPPOAOYIKA OGO Kol Agltovpywkd. Me tnv mdpodo dAhote dGALOV
YPOVIKOV OCTNOTOG, 1) OVASIOUOPP®ON TNG aploTePNG Kowiag eEeMocetal Ko pumopel vo
katoAnéel oe coPapod Pabuod O1dToon HE GULGTOAIKY] OLGAEITOLPYIDL Kol U1 EO1KN
16TOTAOOAOYIKT €1KOVO (KVUPIOG HVOKLTTOPIKY VIEPTPOPia Kot dtdpeor tvoon). H e&éhén
aTH HUropel va 00Ny el 6€ TEAMKOV 6Tadiov Kapdlokn averapkela (Bovatneopo), appuduieg

ko Opopfoepforkn voco [17,18].
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3.2 Yaeptpo@ikn povokopoonddsia (HCM)

H HCM amoteel v TAE0V GuyVv] KANPOVOUOVUEVT KOPOOTAOELN, LE EMUTOANGLO
nepimov 1/500. Xapaktnpileton omd pHuoKapdOK) LIEPTPOPID NS APIOTEPNS KOG (Kot
eviote ko g 0e€1dG), | omola TapaTnpEiTal €V TN ATOLGIN TOHOAOYIKNG POPTIONG TTiEoNS
(.. apTNPLOK VIEPTACT], GTEVAOGCT AOPTIKNG PaAPidag) 1 S nong tov pvoxoapdiov (m.y.
apvroeidwon). H vreptpopio otnyv HCM tumikd a@opd 6T0 HECOKOIANKO Oldpparyua,
TPOKAADVTOS ATOPPAEN TOL Y®POL 5050V TG aplotepns KotMag. TTap’ OAa avtd, propel va
aQOPA TO KOPLPAIO TUNHO TNG KOPOLHG, VO VoL TUNUOTIKN 1 CLYKEVTPIKY (cuppetpikn). H
voo0g yapoktnpiletor amd eAdTT®OoN TOV GYKOL NG OPIOTEPNG KOWAING HE OlThPNoN NG
OLOTOMKNG Aettovpyiog (dtorrpnon M kot avENGN Tov KAAGHaTog e€mONoNG) Kot dtaTapayn
NG OIOTOALKNG Agttovpyiog, 1 omoia, TEAMKA, 00N yel oe abENoM NG TEAOOIICTOMKNG TTiEoTg
pe ovuntopotoroyion Kopdlokng avemdpkelag. lotoloywd, n voécog yoapaxtnpiletor amd
JOYK®ON TOV HLOKVLTTAP®VY, Oldueon ivoon kot pvokapdiokr otaéio (dtapoyn g
KOVOVIKNG, TOPAAANANG O1ATOEN TOV HVOKOPOOK®Y KLUTTAP®V HE OMOO0pYAvV®ON OLTNG)

[18,20,29].

H HCM amotelel mpotapyikd voco Tov copkoueptdiov. MetaArdéelg mov apopoHv
og mPMTEIvVEG TOL capKopepdiov avayvopilovtor oto 60% mepinov tov achevav e voco kot
OeTikd owcoyevelaKo 1otopikd, kabmg kot o 40% TV achevdv pe oTopadtkn eLEdvion g
vooov. 'Ewg onuepa €ovv aviyvevbei > 100 petarrdtelg oe 11 yovidwa mov ekepdlovv
TPOTEIVEG TOV capkouepdiov katl Exovv cvuoyeticbel pe tov earvoétvmo HCM. O tdmog g
KANPOVOLUKOTNTAG OV Topatnpeiton kKupimg eivar 0 owToocoMKOS emkpatns. To mAéov
oLYVA YOVISL TOL GLVOEOVTOL LE TNV EUPAVIOT) TNG VOoov gival 1o MYH7 (kwdwkomotel tnv
ovvBeon g Paprig B-aAdbcov ¢ pocivng) kot 1o MYBPC3 (kwdikomotel tnv ohvBeon g
npoteivnig C g ovvdoéovcag T pvooivr) mov gvbvvovtar yw mepimov to 50% TtV
TEPMTOGEMV NG VOoov. MetahldEelg oe avtd ta 2 yovidia apopodv oto 80% mepimov twv
LETAALAEEDV TTOL OPOPOVY GE TMPMOTEIVEG TOL capkopepldiov. Ot vorotes PETOAAAEELS
a@opovV GTNV £KPpacn TV eENG TpwTEiveV: Tpottovivng T, tpomovivig I, a-tpomopvoacivng,

axtivng, eragpég adlvoovg 2 kat 3 g pvocivng [18-20,29].

O @awodtvnog g HCM o610 40% mepimov t@v acbevov dgv duvatatl vo GuGYETIOTEL
pe petaArdéelg oto £m¢ onuepa yvootd yovidlwn mov oyetilovror pe t voco. Avtd mbavov

vo opeideTal NV mopovcio dAL®Y AYyVOoTeOV €0 TOPO YOVISI®V, UETOALAEELS oTa omoia
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dOVOVTOL VO TPOKOAECOVV TN VOGO, GE U1 UEVOEAMOVOL TOTOL KANPOVOUKOTNTO 1) OF

TOPOLGIN LN YEVETIKOV TOPAYOVIOV.

JVOYETICUOL TNG VOOOU LE YOVIOLO TOL KOIKOTOI0UV TPMTEIVEG EKTOC GUPKOUEPLOIOV

neptloppdvouv kupimg 1o yovidio CSRP3 (kmowkomolel v kapdiokr mpoteivny LIM —

TPOTEIVN G Z-ypoppnic).

[Mopdiinia, onuewdvetalr tog o eoawvotvtog HCM umopet va mapovcidletor wg

eovoovtiypoa@o (Hog OnAadn Un KANPOVOUIKNG POIVOTUTIKNG UETABOANG, TOL OQEiAeTOl OE

Waitepeg ocuvOnkeg tov TEPPAAALOVTOC, Ol 0moieg dleyElpoOVY o YEVETIKMG KoBoplopévn

petafoln kot 1 omoio pupeitor €vav mOPOUO0 QOIVOTUTIO OV OPEIAETOL GE 10, YEVIKY|

petdAraén). Tétoleg mepTMOELS ATOTELOVV:

petaAraéelg oto yovidlo PRKAG2 (kwdwomotel pia vropovada AMP xwvaong, n
omoio Agrtovpyel MG EVOOKLTTAPLOC OCONTNPAG EVEPYELONG KOt 1) OUGAELTOVPYIO TNG
omoiog mpoKoAEl MV eupavion evog  emkpatovg  eawvotvmov HCM, mov
yopoxktnpileton  amd  evookvtTdpla  evamoBeon  yAvkoydvov Kol amovcio
pvokvttapikng atadiog. H ovykexpiuévn petdArialn emiong mpokoiel ocvvopopo
Wolff-Parkinson-White (WPW), ue EUOAVION TPOSLEYEPOG oT0
nAektpokapoloypaenua -HKI - kot tpoiohca vOGo T0v GUGTAHUATOS Oy®YILOTNTOG)
HeTOAAGEELS oTo Yovidlo LAMP2 (kwdwomotel pepppoavikny tpmteivn mov oyetileTon
pHe To Avcooompoto, mpokaimvtag T voco Danon. Ilpdkertar yioo @uAocHvoetn
eMKPOT VOGO pe ekdnimoelg eavotimov HCM, pvondBeio ko vontikn otépnon.
YyetiCetonr pe v mopovcia mpodiEyepons, appvOuiog Kot Poplic HLOKOPIIKNG
veptpoRiag, pe eEEMEn oe DCM)

petaAlaéelg oto yovidlo GLA (kwdwomolel v mPOTEIVI]  0-YOAAKTOGIOACN
TPOKOADVTOG TN voco tov Fabry. Ilpdkettor yio vOco TV AVGOCOUATOV TOL
YOpoKTNPIleETOL  amd  €VOOKLTTAPIO.  GLGGMPEVLOT  YALKOGPUYYOMTIOIOV Kot
TOPOVCIALEL PLAOGUVOETN KANPOVOLKOTNTA. EKONAGOVETOL ¢ TOAVGLGTNUOTIKN
vOG0G Le HoKapdLaKT] TPOGPOAN Kat appvipies)

petaAraéelg oto yovioro FHLI1, mov oyetifovior pe v €kONA®oN QUAOGHVOETNG

poonddeiog

YUVOTTIKA To KVPLOTEPO Yovidlo ov gvéyovion otnyv aitonaboyévein g HCM

oaivovion otov Iivaxa 8.
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Errors Official Symbol

Sarcomeric
Myosin, heavy chain 7, cardiac muscle, 3 MYH7
Myosin-binding protein C, cardiac MYBPC3
Troponin T type 2 (cardiac) TNNT2
Troponin | type 3 (cardiac) TNNI3
Tropomyosin 1 («) TPM1
Myosin, light chain 2, regulatory, cardiac, slow MYL2
Myosin, light chain 3, alkali; ventricular, skeletal, slow MYL3
Actin, «, cardiac muscle 1 ACTC1

Nonsarcomeric

Cysteine and glycine-rich protein 3 (cardiac LIM protein) CSRP3
Hypertrophic cardiomyopathy phenocopies
Protein kinase, AMP-activated, y 2 noncatalytic subunit PRKAG2

Lysosomal-associated membrane protein 2 LAMP2
Galactosidase, « GLA
Four-and-a-half LIM domains 1 FHL1

ivakag 8 Ta onpavrikdtepa yoviora wov gvéyovrar oty taboyévera Tng HCM [18§]

[Sarcomeric = yovidio. mov Kwdikomo100V TpwTEIVES TOL TopKouEPIdiov, Myosin heavy chain
cardiac muscle p = [-fopid. alvoida s uvooivg tov Kapoiokod uvog, Myosin-binding
protein C = gpwrteivy C ovvoéovoo t uvoaivy, Troponin T type 2 = tpomovivy T tomog 2,
Troponin I type 3 = wporovivy I tomos 3, Tropomyosin o = a-tpomouvoocivy, Myosin light
chain = glappés alvoideg pvooivyg, Actin a = a-oxtivyy, Non-sarcomeric = yovioia mwov
K@OIKOTOLO0V U1 GOPKOUEPIOINKES TpwTeives, cardiac LIM protein = koapoiokn mpwteivy
LIM, Hypertrophic cardiomyopathy phenocopies = @aivoovtiypopa VIEPTPOPIKNG
uvoxapoilorabeiog, Protein kinase AMP-activated non-catalytic subunit = un xoatolotikn
DITOUOVAO0, TPWTEIVIKNG KIVAOHS Tov gvepyomoleitor oro 10 AMP, Lysosomal associated
membrane protein = ueufpoviky mpwteivy Alvcoowudtwv, Galactosidase o = o-

yoloxtootoaoy, Four-and-a-half LIM domains = reproyés mpwteivns LIM] [PA. keipevo]
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Ao voonpata wov weptapfdvovy tov eatvoturo g HCM otig exdnAmaoelg Toug

etvon [3,4,18,19]:

= dmOntikd voonuota (wy. vocog Pompe, BAevvomoivcaxyapidmoelg — vooog Hurler,
vocog Hunter)

" VOONUOTO HE OTOpOYN TNG Tapoywyng evépyelag (m.y. dwtopay UETOPOMGLOV
TVPOCTAPLAIKOD — vOoog Leigh, pitoyovoplakd VOOt LE d10TOPOyT] OEEWOMTIKNG
eo@opLAimong — ovvopoua MELAS, Kearns-Sayre)

" VOOT|LLOTO [LE dlaTopayn TNG 0eDdpoyeEVAONS TOV aKETVAO-GVVEVILIOV-A

" QVETAPKELD KOPVITIVIG

= opyavikég o&emaelg (LebvAparovikn oSvatpio)

= oOvopopo Noonan (OVTOCOMKO ETKPOTEG KOPOOTPOCSHOTIKO GUVOPOUO  TTOL
opeidetal og puetd@Alaén tov yovidiov PTPN11, to omoio kwducomotel pio pwopatdon
NG TVPOGIVIG)

= qara&ia tov Friedreich

= daPnrikég untépeg (Yo Bpepikn voco)

=  ouvopopo LEOPARD

= Beckwith-Wiedermann

Ye ot apopd v maboyévein g HCM, ot petodrdelc ota yovidlo mov
KOOIKOTO0VUV TPOTEIVES TOL GOPKOUEPIOIOL PaiveTal OTL EVIoYDOLV TNV EVEPYOTOINGT TOV
HLOIVIOIOV e OTOTEAECHO TNV OOVVOUI OTTOOECUEVOTG TOV VIILOTIOV Hvooivg — aKTivng,
™V ovENUEVI] CLGTOCTIKOTNTO TMOV HLOKLTTAP®V KOl TNV VIEPPOAMKN KATOVAAWOGON
evépyelog. AloTapayég otV EVEPYEOKN 1o0ppoTic. Tov pvokopdiov pmopel va opeilovtal,
emiong, o€ UeTOAAAEES Tov TPOTOTAOMOG emmpedlovv TV Topaywyn evépyewog (m.y.
HITOYOVOPLOKA VOO |LOTAL) 1) 0€ EKEIVEG OV EMNPEALOVY TNV AEITOLPYIKOTNTA TOV UNYAVICUOV
evepyewkng poluong (my. PKAG2). ZTic mepmtdoel autéc 10 OmOTEAEGUO €lval 1

epueavion tov eovotvmov HCM.

In vitro peléteg kaBOg kot perétec oe mepopatolma £xovv avadeibel avEnuévn
HLOKOPIIOKT] CUGTAATIKOTNTO €V TN TOPOVGiO TAUOOAOYIKOV TPOTEIVIKOV Hopimv pHvocivng,
avénuévn evoctnoio TV AETTOV poovnuatiov yio ta 10via acBectiov aAld Kot peTaforEC
otV mpwteivny C ™ cvvdéovoa T pvoocivy. Ot daTapayEg aVTEG EVEPYOTOIOLY LOPLOKOVG
LUNYOVIGHOVE TOV 001YOUV GE LITEPTPOPIn, TOL HVOoKaPdiov Kot eivar Thovo va cupfdriiovy

oV SGTOAMKY dvcoAgltovpyia mov mapatnpeitor oty HCM aAdd kot oty eugdvion
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appuBuidy. Ot petaAAdEels 0T0 COPKOUEPIOD EMIPOVV OTNV 160PPOTiL. TOV 1OVT®V

acPeotiov (cuuPdArovtag 6T 10GTOAMKN dSVCAEITOVPYIR) e 2 UNYOVIGHOVG:

" Ol LETOAAGEELS TTOV OALOLDVOLV TIG TPMOTEIVEG TPOTOHVOGTVT), Tpomovivn I ko T €yovv
OG AMOTEAEG LA TV OENGN TNG MK G cvyyeveiag TG Tpomovivng C yia To acPéotio
LE amOTELEG O, TNV AOENOT) TOV EMTESWOV AGPECTION KATA TNG PACN TNG OLLGTOANG

= adénon otV KoTavAAmon evEPYELNS AOY® OENUEVTG CLOTOCTIKOTNTOG UTOPEL VO
00MNYNoEL o€ gvepyelokn Evoegln emnpedloviag GAAEG AELTOVPYEIG TOV HLOKLTTAPOV,
plo o’ Tig omoieg etvat Ko 1 Aettovpyia aviiimv wdviev. H avaotoln g Asttovpyiog
mc SERCA (sarcoendoplasmic reticulum Ca™ ATPase) odnyei oe elattopévn
TPOSANYN acPectiov KATA T EACT TNG O0GTOANG (Gpa o€ avéNUéEVN GLYKEVTPOON

avTov).

Ot avotépm dutapayés (evooudtmon TaboAoyIKOV TPOTEIVOV GTO GopKopepidlo,
ovENpéVN ovykévipmon Ca™ pe avENIEVT GLOTACTIKOTITA TOV HVOKAPSIOV KoL SLUGTOAKT
duodettovpyia, datapayn TG ATOIECUEVONG TOV VIUOTIOV HLOGIVIG — aKTivng, dlotapoyn
OTNV EVEPYEWONKN 1GOPPOTIO TOV KLTTAPOV) EXOLV OC ATOTEAECUA TNV OLGAELTOVPYIOL TOV
OLOTOATIKOD UNYOVICUOD TOL HVOKLTTAPOL, TO Oomoio odnyel oe avénorm Tov stress o€
KutTopikod eninedo. H evepyomoinon mepaitép® VOOKVTTOPIKMOV UNYOVIGUAOV KOL 1| EKQPOOT
TapayOVTOV (0TS S14POPESG KVTTAPOKIVES) £XOVV MG TEMKO OMOTEAEGLLO TNV VIEPTPOPIN TOV
HLOKVLTTAP®V, TNV pvokapdlokn otalio Kot OLGAEITOVPYio (CVOTOAMKN Kol OLOGTOAKT)

[14,20,29].

Yvvontikd, 1 HCM amotelel mpwtomadn véco tov pvokapdiov, n oroio opeiletorl o€
UETOAAGEELS YOVIOIOV TOV  KMOOIKOTOOUV GULOTOATEG TPMOTEIVEC TOL  GOPKOUEPIOIOV.
®owvotvmog HCM  pe v YopoKTnploTIK VIEPTPOPIO. TOL pvokopdiov pmopel va
napatnpnoel kou oe PETOAAAEEIS TOV OEV OPOPOVV TO GOPKOUEPIOID, OTMG AVOADETOL
avOTEP®. AV KoL 01 APYIKES S1TAPAYES TOV TPOKAAOVVTOAL OTO KLTTUPIKO EMIMESO KAADTTOLV
éva. gupliTaTO PACHO, T TEMKN KoTtdAnén elvol xowvny pe dlaTopayn TOL HVOKVLTTOPIKOV
ovotaATikol pnyaviopov. H vococ yapaxtnpiletal maboroyoavatopkd and vreptpopio Tov
HLoKapdiov, SLAUES VO™ Kot HUOKVLTTOPIKN atadio. ZNUEUOVETOL, ®GTOCO, TWG Ol SOUIKES
aVTEG AAAOLOOELS CLVNOMG EMOVTOL TOV AEITOVPYIKOV SOTOPAYDV TOL HVOKOPSiov (.. M
OLIOTOAMKT] AglTovpyion Umopel vo elvarl emnpeacpuévn yopig va TopaTnpeiTol HUOKOPIIOKT
vepTpoPia). O TEMKOG PAVOTLTTOG, EKTOG Old TNV LIAPYOLGO UETAAAAEY GTO YOVidlo TNV

vevBovn Yo T voco, mhovov, emnpedleTon Kot amd GALOLG Tapdyovieg, OnmG sivol Ta
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TPOTOTOMTIKA TNG VOoov Yoviowe (modifier genes) my. To aAANAOHOpPQQ YOVidlDL TOL
petotpentikod evibpov ¢ ayyswoteveivng 1, ta omoio £yovv GLOYETIOTEL e aVENUEVO

Kivouvo arpvidiov Bavatov kot pe Tov Babpd g veptpoiog g aplotepng kothiag [20].

3.3 lleproprotiki) pookapdroradera (RCM)

H meplopiotiky] pvokapotonddeio amoteAel pon omdvio poper mobnoewmg Tov
pvokapdiov kot yapoktnpiletor omd PLGIOAOYIKO 1| EAUTTOUEVO OYKO (KVPImG S10GTOAKO)
TV KooV (piag N kot Tov 2), dITacn ToV KOAT®V, PLGIOAOYIKO ThX0g TG aPLoTEPAS
KOWMOG, PUOIOAOYIKES KOATOKOIMOKEG PaAPideg, dlatapoayn otV TANP®ON TOV KOM®OV UE
TOPOVCIO.  YOUPUKTNPIOTIKAOV TEPLOPICTIKNG (QLGIOAOYIOG KoL  (QULGLOAOYIKY (1] OYESOV
(QLOIO0AOYIKY]) GLGTOAIKN Agrtovpyia. H meplopiotikn pustoloyia avagépetar otnv Hrapén
EAATTOUEVNG EVOOTIKOTNTOG TOV HLOKAPSIOV, MOTE KATE TNV GACT) TANPWOONG TV KOAMMY 1
EVOOKOIMOKN TiEDT) ALEAVEL SVGUVALOYO LLE TOV OYKO TANP®ONG (ONAadY| pukpn avénon otov
OYKO TANP®ONG TPOKAAEL PEYAAN avEnom otnv mieon &vidg g Kowiag). Ommg elval
EUPAVEG, O OPOG TEPLOPICTIKY HVOKOPIIOTAOEID OV OVOPEPETOL GE IO GLYKEKPLUEVT
VOGOAOYIKT] 0ovTOTNTO, OAAG ovTiKoTonTpilel pwor €TEPOYEV] OUAdD VOONUAT®V TOL
TOPOVCIALOVTOL LE TOV GUYKEKPIUEVO (QOVOTLTTO KOl YPNCULOTOLEITOL Y10 VO XOPOKTNPIoEL
VOGHLOTO, TOV HLOKAPOiov 7ov oyetilovior pe €upy QACHN YEVETIKOV CLUVOPOU®OV 1|

CLOTNUHOTIKOV voonpdtov [3,4,18,22].

KoBnhg n vécog pmopet vo mpocfaiel kot Tig 2 kothieg, duvatar vo ekOnAwmbel pe
ocounTOpate OeEG N apPIoTEPNG KOPOIOKNG OVETAPKELNG. XvYVE TO €VPNUATO OTO TNV
maoyovcsa 01l Kapdld Kuplapyovy (OWNUATe, OoKITNG, ALENUEVN GEAYITIOKY Tieon), N
TPOGROAN TNG OPLOTEPTG KOIATAG 00N YEL OTNV EUPAVIOT] SVOTVOLOG KO OKTIVOAOYIKNG EIKOVAG
TVELLLOVIKOD OONUOITOG HE TNV KOPALd Vo TapoLGlalel puooA0YIKES dlaotacels. H vrdvola
¢ mopovsiog RCM zpénetl va tiBeton oe acbeveic mov mapovoidlovv onueio Kapdlokng
avemdpkelag yopig kopdlopeyorio 1 cvotolky] dvciettovpyia [21]. H gppdvion awpvidiov
Bavatov, dvvnTika Bovotneopwv appLOdY (OO KOUMAKES appLOUIES 1] KOATOKOIAOKOG
OTOKAEIGHOC) KOl KOPOWOKNG avemdpkelag eivar ovyvég [15]. Iotoroywd mapatnpeital
evookapolakn tvoon. Tvoon otov dudpeco 16td pmopel va givar amd amodoo £0¢ Kot TOAD
exteTapEVN (oLVNB®G VITaPYEL Katd TePLoyE). Mmopel va vapyet ivwon tov eAefdxopufov 1
TOL KOATOKOIMOKOD KOUPOL HE OMOTEAEGHO TNV EUQAVIOT] TANPOVS KOATOKOIAOKOV

OTOKAEIGLOV. ZTNV TEPIMTOGT VTN amonteiton poviun Pnuatodsodton [21].
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O QuvOTLTTOG NG TEPLOPICTIKNG PLGIOAOYIOG TapATNPEiTOL Kol GE GAAEG HOPQES
(parvotdmovg) pvokapdlomddetog, wWwitepa otny HCM. Meta&d tov 2 autdv eovotummy
TOPOTNPEITAL ONUOVTIKY] OAANAOETIKAALYY Kol apKETE cLYVA 0cOevelc pe Tumikny €Kdva
RCM aviyvevovtor o  owoyéveles €vtOg TV  OmoimvV TO TEPICCOTEPA €K  TMV

npocPefAnuévov peddv mapovotdlovy tomikn HCM ewdva [15,18].

O 10mog ™G KANPOVOUIKOTNTOG OTIC TEPIGCOTEPES MEPUTTMOGELS KANPOVOUIKNG VOGOL
elvalr o ovtoocopkoc emkpatinc. Iloapd tavta, moapatnpodvtal ki GAAEC HOPEPEG OTwG
OVTOCMUIKY  VTOAEWOUEVT], (LAOGUVOETN KOl LUTOXOVOPloKkn kAnpovoukdétra. Ta
TeEPLOCOTEPO YOVIdLa, Ol LETOAAAEELS TV omoimVy evéyovtal otV TafoyEVeEld TOL PALVOTHTTOV
™m¢ RCM, k®d1Komolovv TpmTEIVEG TOV COPKOUEPLOIOV, TOV KVTTOPOCKEAETOV 1 TG Z-
nmepoyne. Iopadelypoto pHeETOALGEE®Y TOL £€YOVV GUOYETIOTEL WHE TOV GLYKEKPLUEVO
(QOVOTVUTIO APOPOLV GTO. Yovidla Tov ekepalovv v tpomovivny I, v tpomovivn T, v a-
Kapdlokn axtivn, v fapld dAvco g B-pvocivng, TV a-TPoTopvOGivy, TV AP dAVGO
™m¢ pvooivng xow v Titivn.  Emiong, €yovv  meprypoaeel onuelokég  petaAAdéelg
aviikotdotaong Paong oto yovidlo mov ekepalel T Oeouiviy €VIOC OIKOYEVEIOV UE
ekdnAooelg poomddetog, ot omoieg Exovv cuoyetiotel pe pavotumo RCM (pe 1 ywpig cuvodd

pvoradeia Kot / 1 koArokothokd amokieicpd) [15,22,23,24].

Ot yevetwkés HOPQEG APVLAOEId®ONG WTOpohV VO 0ONYHGOLV GTNV  EUPAVION
KANpovopkoH cuvopdpov Kapdlakng avemdpkelag e gatvétvmo RCM. H vocog mpokadeitot
and Odyvtn evamdbeon addAVTOV TPOTEIVIKOV Widiov e ddpopa Opyava, Om®G TNV
Kapold, To Oépua Kol TOuG veEEPPOVG. Ot PETOAAAEELS 6TO YOVIOl0 MOV KWOWKOTOLEL TNV
TPpOTEIVY TpovoBupetivn (TpoAievkmpativy, 1 omoio amotelel mpwTeEiv — @opéa TNg
Bupo&ivng kot g Prrapivng A) amotelohv TV TAEOV GUYVI OAAOIMOT TOV GLVAVTIATOL OTI
TEPUTAOGES TP®TOTOOoVS apvroeidwong [18]. Ta yovidwa mov €xovv GLGYETIOTEL pe TV

eneavion eaivotvtov RCM oeaivovion otov IHivaxa 9.
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GENE  GENE NAME

ACTC1 a-Cardiac Actin

BAG3 BCL2-associated athanogene 3
DES Desmin

GLA a-Galactosidase

MYH7  B-Myosin Heavy Chain 7
MYL2  Myosin Regulatory Light Chain 2, slow
MYL3  Myosin Light Chain 3, slow
MYPN  Myopalladin

TNNI3  Cardiac Troponin I. type 3
TNNT2 Cardiac Troponin T, type 2
TPM1 a-Tropomyosin 1

TIN Titin

TIR Transthyretin

IMivaxag 9 T'ovidwa mov £xovv cvoyetiotei pe RCM [15]

[a-Cardiac Actin = o-kopdioxn axtivy, BCL-2 associated athanogene 3 = npwrteivy BCL-2,
Desmin = deouivy, a-Galactosidase = a-yolaxtooidaon, f-myosin Heavy Chain = [-fopia
advaioo pvooivyg, Myosin Light Chain = gloppd diveos uvooivyg, Myopalladin =
uvomorraoivy, Cardiac Troponin I/T = xopowaxn tpomovivy I/T, a-Tropomyosin = a-

porouvoaoivy, Titin = ttivy, Transthyretin = tpoveQopetivy] [PA. kKeipevo]

O gowvotvmog RCM umopel va mapovclaotel kol oto TAoiclo GAA®V vVOoTUdTmV
EKTOG TOV ovOTEP® ovoeepopevoyv. [lopadelypoto TETOIWV  VOONUATOV  OTOTEAOVV
ombntucég vocor (apvrogidwon, ocapkocidmor, vocog Gaucher, vocog Hurler, Amdong
omonon), aoypoudtoon, vécog tov Fabry, yAvkoyovidoels, evoopvokapdlokn ivoon,
VIEPNOCIVOPIMKO  GOVOPOUO, OKTWVOPOAiD, OKANPOdepua, @dppako  (avOpakvKAIvEC,

oepotovivn, epyotauivn) [4,21].
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3.4 AppvOmoyovog pvokaporomadera (AC) — AppvOuioyévog ovomracio tng oediag
Kowliog (ARVC)

[Tpoxertar yio kAnpovopkny voco tov pvoxkapdiov, m omoio, Kotd kvplo, Adyo
npooPairel ™ de&d KolMa. Iotoloyikd yopaktnpiletoar amd TNV TPOOSELTIKY] OTOAELN
HLOKOPIKOD 10TOV HE OVTIKOTAGTOON GUTOV Ond WVOMTMON 16Td. Apykd,. 1 vOcog &lye
YopakTNPLotel ¢ dvomiacia, KaOdg eixe Oewpnbel OtL opeileton oe GLYYeEVT dlatapay| TNG
avamtuEng Tov pvokoapdiov g 6e€ldg kotlioc. H a1ttoloyikn Opwg cuoyétion g voGou Ue
YOVIOLOKT SloTapayn OTNV EKQPACT] TPOTEVOV TOV OECUOCOUATOV 001yNCE 6T KATATAEN
™mg ©¢ pog ek tov mpotonabddv kapdopvorabeidv kotd AHA. H avayvopion tov
YeYovOTOG TG N TPOSBoAn umopel va apopd T de&1d, TNV aplotepn 1 Kot TIG 2 KOIAleg Exet
oonyNoel ommv  ypnon Tov Opov appvbuloydovog pvokapdiondBelor  (arrhythmogenic

cardiomyopathy) [3,4,15,18,25].

Onmg onUEIDVETAL KOl OVOTEP®, TO YOPUKTIPLOTIKO TOHOAOYOUVATOMKO VPO TNG
ARVC gival 1 andAelo 00 QLUGIOAOYIKOD HVOKAPSOKOD 10TOL TNG OeE1dg KotMag Kot
AVTIKATAOTOOT 0T pe vaddn — Ammon 1otd. H mpooPoin pmopel va etvor Tunpatiki 1
SLTN. Zuyva aviyvedovTot Kotd TOTOVS PAEYHOV®ON dmonuata (Kupiwg T-AeppokdtTapa)
0€ CULOYETION HE TO OMEMTOKOTO KOPOIOKA HLOKOTTOPO, KATL TOv mlovov vo amoteAel
évoelEn ot M maboloyikry ovty depyocion ivar ovocoloyikd Otapecorafovuevn. H
OVTIKATAOTOGT TOV PUGIOAOYIKOD 16TOV OO WOMTMON KOTELOVLVETAL OO TO EMIKAPIIO TPOG
TO €vOOKAPO10 KOl, KUPIS, apopd To elevbepo Tolympa TG 6e&1dg KOIMaG, He amoTéAecol
Vv AEMTLUVGY OLTOD KOl TNV OVATTUEN OVEVPULOUOTIKNG OldTOonG, 1 Omoilo TULTIKA
TapaTNpEiTAL 6TOV YMOPO €160d0V TG RV, 610V Ydpo ££000V KoL otV KopLPN (“Tpiymvo TNg
dvomAaciog’). ENUEIDVETOL TG OTNV TUMIKY HOPEN TG VOCOL, 1 OPloTEPT] KOl
emmpedletor aALd o€ pikpdTEPO Pabuod am’ 6t N de€d Koia. TTapd Tavta, vrdpyovy popeég
™¢ vocov mov yapoktnpilovrol amd 1G0T TPosPorn Twv 2 KOmV (1] aKOpo Kot Kotd
KOplo AO0yo mpoosPoin ¢ LV). H mposPoin g LV pe aviikatdotaon tov pucioAoyikon
HLOKOPILAKOD 16TOV UTOPEL VA apopd TOGO TO LEGOKOIAMOKS dLa@parypo 0G0 Kol To EAeePO
Tolyoupo, gite Odyvta 1 (Mo cvyvad) TUNUOTIKA. Ot 10TOAOYIKEG aVTEG UETAPOAES ExoVV MG
OMOTEAECUO, TNV KAVIKY] €KQPOoN TNG VOGOL, N Omoiol EKONAMDVETOL WE EMPPENELN OTIG

KOWMOKEG appuOuies, kapdlokn averdapkelo Kot aipvidlo Odvaro [4,14,18,25,27].

Ymv maboyévela g vocov Kaboplotikd poro mailovv peETOAAGEELS o€ YovVidld TTOV

KOOIKOTOOUV  TPOTEIVES TV OECUOCMUAT®V, Ol Oomoieg elval OMNUOVTIKEG Yo TNV
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dwkvttapikn  mwpookoAAntikotnta (N ARVC  yoapokmpiletor ot ¢ VvOGOG TOL
deopoomparog). H miéov ouyvil popen g vocov eivor gkeivn mov KANpovoueitol Pe tov
OQVTOCOMKO EMKPOT YOPAKTAPA (U1 GLVOPOUKN VOGOS, M omoio. TapPovstdlel YOUNAR
JEICOVTIKATNTAL), EVAD VITAPYEL KOL T LOPPT] TOV KAN|POVOLEITOL LLE CVTOGMUIKO VITOAEUTOUEVO
YOPOKTAPA, GTNV omoio 1 TPosPoAr] Tov pvokapdiov mapatnpeitoar oto TAoicl Kopolo-
deppatikod cvuvopopov. ‘Exyovv tavtomonBel 5 yovidiw €m¢ onuepo mOL KOIKOTOIOHV
TPOTEIVEG TOL OEGLOCAHOUATOS Kol £X0VV GVOYETIOOEL autiodoykd pe tn voco. Ot mpoteiveg
avtég eivor n mAokoyAoPivn, n decpomAaxivy, 1 TAOKOQULAAIVN-2, 1 deCUOYAEIV) Ko 1
OEOUOKOAAIVY.  Enuewdvetow 0Tt moAAol  acbBevelg @épovv >1  petaAraéelg  (OumAn
etepoluymTin), Katdotoon mov cvuvovdletar pe Papldtepn KAWIKY €Kepoocn g vOGov

[14,15,18,25].

H avtocopikn vroiemdpevn kAnpovokdtnta xapoaktnpilel 2 kAvikd cOvopopLa, To.
omoia exdnimvovtal pe pookapdiondadeta (pavotvmog ARVC) kan deppotikn npocsBoin. To
npdto €lvor 1 vocog g NdaEov (ARVC — vrepkepldtoon ToAau®V Kol TEAPATOV —
acvvNoTa GYovpod HOAAL TOV oQeiAeTol 68 PETAAAOEN TOL YOVISIOL TTOV KMOIKOMOLEl TNV
OECLOCMUOKT TPMTEIVY TAAKOYAOPivn. Amotelel 10 TP®OTO YOVIdlO0 TO OMOi0 1GTOPIKE
ocvoyetiotnke attioroyikd pe ARVC) ko 10 dedtepo 10 ohvopopo Carvajal (moapdpotog
depUaTOLOYIKOG parvoTuTog pe T voco ¢ NaEov. H pvokapdionadeia yapakmpiletor amod
nmpocfoin kupimg g LV kot opeileton oe petdAraén tov yovidiov mov Kmdkomotlel v

EKQpaon TG TpOTEIVNG decpomiaxivng) [14,25].

Inuetovetor g pe MV ekONAmorn  @owvotomov ARVC  €yovv  ocvoyetiorel
LETAALAEELG GE YOVIOLO TOV KOIKOTOLOUV U1 OEGLOCOUOKES TPOTEIVES, OTMS TNV TPOTEIVN
TMEM43 (transmembrane protein 43), 1 omoio evEYETOl GTN GVVOEST] TOV LLOKOPIOKMDV
KUTTAP®V UETOED TOVG Yo TNV aVATTLEN TN AELITOVPYIKNG GVOTOATNG SOUNE TOL HLOKAPOiov
[18]. Ta mAéov onuavtikd yovidlo mov evEyovtol otV TaboyEvela TG VOGOV Gaivovtal GToV

ITlivaxa 10.
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Genes Official Symbol

Desmosomal
Plakophilin 2 PKP2
Desmocollin 2 DSc2
Desmoglein 2 DSG2
Desmoplakin DSP
Junction plakoglobin JUP
Extradesmosomal
Transmembrane protein 43 TMEM43

ITivaxag 10 I'ovidwa wov £xovv cvoyetiotel pe ARVC [18]

[Desmosomal = deouoowuiarés mpwrteiveg, Plakophilin = mlaxopvilivy, Desmocollin =

oeauoxoilivy, Desmoglein = odeouoyieivy, Desmoplakin = decouonioxivy, Plakoglobin =
mloxoylofivy, Extradesmosomal = un decuoowpioxés npwreiveg, Transmembrane protein 43

= owaueuppovikn mpwteivy 43] [PA. keipevo]

Ta decHOCOUATO OTOTEAOVV TOALTPMTEIVIKA GLUTAEYUOTO TOV EVEXOVIOL OTIG
OLKLTTOPIKEG GLVVOEDELS, eite amevbelag (KOTTOPO pE KOTTOPO) €iTe 010 TOV EVOAUECHV
VNUOTIOV YEITOVIKOV KUTTAP®V. ZVVETMDS, CUUUETEXOVV SOUIKA GTNV OVATTUEN AEITOVPYIKNG
GUOTOATNG HOVASOS o€ OTL apopd To pvokdpdto. H mapovsio tovg eival EkOnAn o€ 16T00G
OV VIOKEWVTOL GE UNYOVIKO GTPES, OTMG £ival TO LVOKEAPSI0 Kot TO déppa (mdeppion), kATt
oV EpUNVELEL TO POVOTVLTIIKO Pdopa TN ARVC (Kapdtakés Kot 0epuaTikég EKONAMGOELS). Ot
HOPLOKOL UMY OVIGHOL TOL EUTAEKOVTOL TNV TOBOYEVELD TNG VOGOL TTEPIAAUPAVOLV dlaTopaym
TOV OLOKVTTAPIKMY GLUVOEGEMV, SLOTOPOYT OTNV LETAGOOT) TS GVGTAATNG SVVOUNG KOOMS Kot
dwTapay] oV AEITOVPYIKOTNTO TOV 1OVTIIKOV OdA®v vatpiov. Ot datapayés ovtég
TOOVOV v 001 YOUV G EAATTOUEVT] TKOVOTNTO TOV KOPIOKOV HVOKLTTAP®OV Vo avBicTavTot
OTIG UNYOVIKEG TEGELS TTOL AVATTOGGOVTOL KOTA TN O10PKELD TOL Kopdtakol KokAov. [TiBavo
emaxkOAovbo ™C avoTép® Olepyaciog amotedel | datapay] TNG KLTTAPIKNG ETQAVEINS T®V
HLOKVLTTAP®Y, 1 Omoiol 00MYel € OMOKOAANGCT TMV YEITOVIKOV KLTTAP®V Kol KLTTOPIKO
Oavaro. IapdAinio VITAPYOLVY SEGOUEVA TOV AVOOEIKVDOVY GUULETOYN TOV UETOAANYUEVOV
OECLOCOUATIKOV  TPOTEIVOV oty TpOKANon  avadtapopewons (remodelling)  tov

YOOULOTIKOV GLUVAYE®Y UHETOED TOV KLTTAP®V, KATL TOL UTOPEL Vo, EENYNOEL TNV TPOUN
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TOPOVGI0 NAEKTPOKAPIIOYPAPIKDV SOTOPOYDY Kol KOIMOK®V appuButomv (tptv va vrdpéet

ONA0ON ATMOAELD LLOKLTTAP®VY KOl ELPAVIS duoAeLToVpYia TG 0e&ldg KotMag) [14,26].

Ta decpocopoto, €KTOC omd TOV OOMKO TOUG POAO, OTOTEAOVV ONUAVTIIKOVG
OUECOAAPNTEG  EVOOKLTTOPIKMOV KOl  OKVLTTAPIKAOV  pnvopdtov. IIpoéceata, £xovv
onpoctevtel dedopéva, TOL GLOYETICOLY TNV €vamOBEoT WVAOOVE KOl AMTMOOVG 16TOD e
dwrtapoyn oto WNT ocvomuo petddoons UnvVOpdtov (TPp®TEIVIKO GUCGTNUO UETAOOONG
KUTTOPIKOV CNUATOV TOV OlopecoAaPeitarl amd empovelakovg vtodoyeis). H dwatapayn tov
GLGTNLOTOG OLTOV 0ONYEL GE EMAVATPOYPOUUATICUO TOV KOPIAK®OV PAACTIKOV KLTTAPOYV,
0. omoio.  dlpopomoovvtal TAEOV o AmokOTTOpR (avii TG (QUOIOAOYIKNG TOVG

dlapopomoinong kot wpipovong oe pookapdtakd kottopa) [15,19,25,26].

INUOVTIKO TOPBEyoVTa TOV EVEXETOL GTNV EKONAMOT 0ALA Kot TV €£EMEN TG VOGOL
¢ tpomontomtng (disease modifier) amotelel n copatikn doknon, kabng £xel Ppebel ot
avéaver Tov kivouvo opvidiov Bavatov oe gpnPovg ko veapotg evidkeg pe ARVC. H
doxnon mOavov vo ETOEWVAOVEL TNV UNYOVIKT ATOCUVOIEST TOV HVOKLTTAP®V, EVM, ETIONG,
umopel dLVNTIKA v amoTeAEl Tapdyovta mov TVPodoTel KokoNnOels (avOekTiKéc) KOIMOKESG

appuduiec [25].
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3.5 Mn oopmayéc pookaporo g aprotepds koriiog (Left Ventricular non compaction —

LVNC)

[Tpoxerton ylo pior SoUIK” dlaTapay” ToL HVoKaPSiov NG aplotepng kotdag (LV), n
omoia yopaktnpiletot omd TV mapovsio 2 oToPAd®V Kol TUTIKE TOPATNPEITOL GTO KOPLOOIO
Kot 10 TAGylo tolyopa g LV, mepipepikd tov Onhocwddv poodv. H mpdt otofada
ouvioToTOl OO TO OMOYYMOES E€VOOKAPOI0 KOl 1 OVTEPN OO TO GLUTOYEG EMIKAPOL0
(covBwg M ovumayng emkopdlokn otolPada  givor MO AEMT OO TN GWOYY®OM
evookapolakn). H mdbnon yopakmpiletor amd v mopovsio TpoeEe)oucdv HLOKOPIIOKOV
JOKIOMCEMV Kot fabLDV EVIOUDY EVIIAUESH AVTMV, Ol OTOIEG EKTEIVOVTAL OO TNV KOWAOTN T
™m¢ LV €wg 10 toiyopa avtc (omoyymdeg evookapdo). To un copmayés pookdpdlo cuyva
UILEITOL QAVOTOTTOVG GAA®Y HLOKAPOoTODEI®V (TT.Y. Sl0TATIKY], VIEPTPOPIKT], TEPLOPLOTIKY|
N oLVOLOCUOVS OVTMV), VM OYETI(ETOL KOL HE TNV TAPOLGIO GLYYEVAV KOPIOTUOEIDV,
Wwitepa ¢ 0e€lag kapdiac. Exyovv meprypagel d1dpopot @ovOTumol, OTmG HELOVOUEVO
LVNC, LVNC nov ppeitar DCM, vreptpooikd LVNC, LVNC mov ppeiton HCM, k)
popoen, (DCM / HCM), mepropiotikny popery LVNC, LVNC mov oyetiletar pe ovyyeveig
Kkapdonadetec. H pukt popon eaivetan va £xet Kot tn xepodtepn npdyveoon [192,200,215].

H dwtapayn avt Bempeitar 6Tt TpokaAeiton amd TNV avacToAr TG EUPpvoyEveong
OV gvdoKapdiov kot Tov pvokapdiov. Katd g didpketo g eufpuovikng ovamrtuéng, 1o
pvokapdto oynuotiel éva yaiapo diktvo wav, mov dwaywpilovror and Pabiég eviopués (ta
KOATOEWN), Ol OmoieG CLVOEOVV TO HVLOKAPOIO HE TNV KOWOTNTO TNG O0PLoTEPNG KOWAMAG.
Ytodokd, N yolaph avth doun yiverar Oho kot mo cvumayng peta&d g 5™ ko 8™
efdopdoag ™ epppvovikng Long and 1o EMKAPII0 TPOG TO EVOOKEAPSIO (ONA. amd £E® TPog
T0 péoa) Ko amd ™ Pdomn g kapdidg mtpog v kopven. Katd tov 1810 ypdvo, avantdicoetol
KO 1) 0TEQAVINio. KUKAOQOPia, LE TO KOATOEON VO GUIKPUVOVTOL KoL, TEMKA, Vo oynuatilovv
To. Tpryoedn ayyeio. H dwdwkasio avt gaivetar vo mopodoteital omd mapdyovieg OTmG o
ayyelKOg evoonAlaKog avEntikdg mapdyovtag kot 1 oyyeomomtivn. H avactodn g
avoTEPO Oladikaciog odnyel oty SOUIKN SlATOPOYN TOL TEPLYPAPETOL G WY CUUTOYES

pvokdpoto [192,193,200].

H maBoioyum avactodr] g euPfpuoyévecns, oTiC TEPUTOCELS Tov oyeTileTal pe v
mopovcio. ovyyevav Kapdlomabeidv, mbavoloyeitor 0Tt opeidetar oe OpTIOoN Tieong M
pvokapdtakn woyoio. To amotédespa gival n Ttapovsio Pabidv evioudv mov Ppickovial o

EMKOW®VIOL TOGO HE TNV KOWOTNTO TNG 0PLOTEPNS KOOGS, 000 KOl HE TO GUOTNUO TOV
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otepaviaiov ayysiov. Avtibeta, n pepovouévn vocog g aplotepng Koliog pe amovoio
GAA@V Kapdlok®dv avopolov Bewmpeitor 0Tt £yl yevetikn Pdon kot yapaktnpiletal amd v
OULVEYELD TNG KOWOTNTOG NG OPloTEPNG KOWag kot Towv Pabidv evioudv, ot omoieg
TANPOLVTOAL OO Oipo TPOEPYOUEVO LOVO Omd TNV OPLoTEPT KOWALL XPIg VO ETKOVOVODV [E

TO EMKOPOLOKO GVOTNUO TOV oTePaviainV ayyeiov [193,194].

Iotohoywd dev vmdpyovv KAmoOl 1OWHTEPO YOPOKTINPIOTIKA NG VOcoov. Eyxovv
avaeepfel M mapovcia  ddpeong  fvoong,  eVOOHVLOKOPOIOKNG  TAYLVoMG Kol
VTOEVOOKAPOLOKTNG VoEAdGT®ONG o€ detypata Proyiag acBevav pe LVNC, eved vdpyovv Kot

AVOPOPES Y10 TV TOPOVGIN VEKPOTIKMY TEPLOYDV EVTOG TV doKldMcewv [193].

H vdéoog pmopel va elvan gite omopadikn gite owkoyevig. Avaeépetat 6t 12-50% tmv
acBevov Exovv Betikd otkoyevelakd wotopikd Yo LVNC. Ta nposfepfAnuéva dtopo pmopovv
va 01 yveoToOV e EAEYYO TV ACLUTTOUOTIKOV GUYYEVAOV TOV Tacyoviov. H avtocmuikn
EMKPATNG KANPOVOLKOTNTA €lvol O GLYV amd OTL 1| QLAOGUVOETN 1] M CLTOCMMUIKN

vroAemopevn [193-195].

Yg 0Tl aeopd 1o YeveTikd vroPfabpo g vocov, Exovv meptypagel HETOALIEELS OE
SAPopa YoVidla oL KMIKOTOL0VV TPMTEIVES TOL GOPKOUEPIIIOV, TOV KVTTAPOCKEAETOV, TNG
Z-ypoppng Kot tov putoxovopiov. Ot kuptotepeg €€’ auTdV a@opovv To Yovidlo Tov
KOOKOTO0UV TNV rtoyovoplakn mpoteivn tagalivn (G4.5, n omola kAnpovoueital pe
@LAOCHVOETO VIOAEITOUEVO TPOTO Kot oyeTileTon pe To cvvdpopo Barth), v mpwteivn Tov
KLTTOPOoKEAETOV a-Ovotpounpefivny (P121L, mov ocvuvdéetanr pe v mopovsio. cuyyEVAOV
KapOOTOOELDVY), TIC TPMTEIVEC TOL CAPKOUEPIOIOV Kapdlakn o-aktivn, Papéa aAvco g B-
pvocivng, Tpwteivn C Tov GUVIEETUL e TNV KAPOLOKT LVOGTVT), 0-TPOTOULOGIVY, TPOTOVIVN-
T, v Aapvivy A/C, v tpoteivn 3 mov cuvdéetan pe tov topéa LIM, v tpomopvocivn 1.
InueidveTon Twg moAAd and ta yovidlo mov cvvoovtal pe LVNC cvvdéovtal, emiong, Kot e
GAAOVC PAVOTUTTOVG HVOKOPIOTAOELng (Kupimg Olatotikny pvokapdtonddeia). [TapdAinia,
VILAPYOLV TEPAUATIKO OEOOUEVO TG HETAAAAEELS o€ Yovidla Ta Oomoilo EUTAEKOVTIOL GTNV
KOPOLOKY] LOPPOYEVEST] 00N YOOV 6TV eKONA®on eoavotuvov LVNC, kdtt mov copfoadilet pe
v vrodeon ¢ avactoAng g euppvoyéveong [192,193,196]. Ta kvpidtepa yovidia mov
eumAékovial oty ékepaocrn tov LVNC «atl o1 mpwteiveg mov ekppdlovv @aivovtolr otov

Ilivaka 11 [15].
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GENE GENE NAME
ACTCI a-Cardiac Actin
CASQ2 Cardiac Calsequestrin 2
DTNA a-Dystrobrevin

DYS Dystrophin
GLA a-Galactosidase
LDB3 LIM-domain binding 3

ILMNA Lamin A/C

MYBPC3 Myosin Binding Protein C
MYH7 B-Myosin Heavy Chain 7
TAZ Tafazzin

TNNT2 Cardiac Troponin T, type 2

IMivaxag 11 I'ovidwa wov £xovv cvoyetiotei pe LVNC [15]

[a-Cardiac Actin = a-kopdioxn axtivy, Cardiac Calsequestrin = kopolaxn Kaioekoveotpivi,
Dystrobrevin = ovotpounpefivy, Dystrophin = ovatpopivy, a-Galactosidase = o —
yokaktooioaoy, LIM-domain binding-3 = mpwrteivy 3 mov ovvdéetou ue tov touéa LIM, Lamin
A/C = Joguvivy A/C, Myosin Binding Protein C = mpwrteivy C mov avvdéetar ue t pooaivy, f-
Myosin Heavy Chain = [-fopéa divoog uvoaivyg, Tafazzin = topalivy, Cardiac Troponin T

= koporoxn tporwovivy T] [Pi. keipevo]
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3.6 Awotapayég OLavAmY 1OVTOV

Otv pvokoapotomadeleg ¢ katnyopiog avtig (katdtaén wata AHA PA. 2.1.3)
yopaxktnpilovion omd v mapovcio petaArdemv oe yovidln To omoio. KMOIKOTOl00V
TPOTEIVEG TOV EUTAEKOVTIOL OTH UETAPOPA WOVI®V 018 TV KVTTOPIKOV HEUPpavav (Kupimg

vatpiov, acPeotiov kot KoAiov).

To cOvdpopo poakpod QT (Long QT syndrome — LQTS) anoteAet v wo cuyvn and
TIc dratapayéc Stwrmv 1vtov. ‘Exovv meptypapel petaAraéelg oe 20 dapopetikd yovidia
mov odnyobv oe eawvotvmo LQTS. Xoapaxtmpileton amd v mapdtacn Tov xpovov Tng
KotMakng eravamodimong kot Tov QT dwwotiuatog oto HKI (dtopbmpévou yia tnv kopdiakn
oLYVOTNTA), TNV TOPOVCiO. TOAVHOPPNG KOWAMOKNG  TOLKAPOING  YOPOKTNPLOTIKNG
popeoioyiag (torsade des pointes) Kot tov avénuévov Kivovvov £KONAMONG GUYKOTNG Kot
a1pvidiov Bavdrov. 25-50% tov tpocPePfAnpévov atopwv epeavifovv oplakd maboroykd M
akopo kot euowroyikd QT dwdotnua. Mo to LQTS é€yxovv meprypagel 2 popeég
KANPOVOLUKOTNTOG: IO GTAVIO, OUTOCMUIKY VTOAEITOUEVY] OV OYETI(ETOL HE KOO®ON
(oOvdpopa Jervell koaw Lange-Nielsen) kot ogeidetor o€ dtaTapayés 6TOVS aPyovs S1AOVS
KaA{OL, Kot pio TOAD O GLYVI GVTOCMMUIKT ETKPOTHG TOL oyetileton pe petarrdéelg oe 13
dwpopetikd yovidlwe. To 80-90% tov mepmtdcemv opeihetor oe peTaALAEE 3 YoVidimv
(KCNQI, KCNH, SCNS5A), ot omoieg 00nyovv og datapoyn TOV SWA®V KOAIOL Kot
vatpiov [3,249-251].

To ovvopopo Brugada yoapaxtnpiletor nAekTpokapdloypoeiKd omd KupTn ovACTAoN
tov Swotnuatoc ST otic mpdcbieg mpokdpdleg amaywyés Vi-Vi kot amokAEopod deE100
oKEAOVG, KAOMG Kol amd EMPPENEDL OTNV EUPAVIOT] KOIAIKAOV appLOUidV Kol oevidiov
Bavdatov. H popen tov HKI' pmopel va eivarl dadeimovsa kot vo amokaivedel petd amd
YOPNYNON OVUGTOAE®V SLOAWMV VOTPiOV, OTMG TPOKAIVOUION Kot QAekaivion. MetaAldéelg
o€ 25 SlopopeTIKA Yovidlo £X0VV GUOYETIOTEL £0C CNUEPA LE TNV EUPAVIOT] TOV GLVIPOLOV
(18 xk®O1KOTO100V LTOPOVADES TV SVAMY 1OVTOV Kot 7 puOuioTiKéG TpmTeivec). Mdvo 20-
30% tov achevav £QouV avayvVOPIoUEVN YOVIOLoKT HETAAAAEN. H mAéov cuyvn petdAladn
agopd to yovidlo SCNSA (kmokomolel TNV 0-LTOHOVASX TOL SWAOL VATPIOL) Kot
napotnpeitar oto 20-25% tov mepmtdcewv yevetwkd emiPeforopévovr  cuvopdpov. O
Baowog TpOMOg KANPOVOUIKOTNTOG VOl O OVTOCOMKOS EMIKPOTAS (Exel meprypapel Ko
QLAOCHVOETY KANpOVOLIKOTNTO TTOL apopd petdAraén oto yovioro KCNES). O Baocikdg
LUNYOVIGHOG NAEKTPOPLGIOAOYIKNG aotdbelag kot mpdkAnong appubuiog sivor n dwotapoym
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NG 100PPOTIAG TOV PEVUATOV €10000V Kol €£0dov katd v ¢@daon I g exmOAmong
(duvapikd evepyeilag). Avayvopiopévol TOPAYOVIEC TOV WUTOPEL Vo, TLPOSOTHGOLY TNV
EUPAVIOT KOIMOKOV appLOUidV, cuykomng kot aipvidiov Bavdtov elval o mUPETOG KoL 1
KATAVAAWGON HEYAA®V YELUATOV (€)Xl 0modoBel TNV €KKPLON VGOLAIVIG TTOL GUVIEETAL LU

avdéonaon tov ST) [3,249-252].

H xateyolapvepyikn moAvpopen kothakn toyvkapdio (CPVT) yapaktmpiletonr amod
™V €KONAMOTN GLYKOTNG, alEVIdiov Bovatov, TOAVHOPENG KOWMOKNG  TOyLKApOiog
TVPOOOTOVUEVNG A0 EVTOVN GOUATIKY doknon 1 ofeio cuvansOnuatikny edption (Kupiog o
moudld  Kor  veapovg evilikeg), ¢@uoworoywkd HKI mpeplog kor  amovcio  SOUKNg
kapolomdbelog. O mo YopoKINPIOTIKOS TOTOG appvOuiag eivor 1 oUEIOPOUT KOLAMOKT
tayvkopoio pe evorldaocoopevo adéova QRS. H CPVT éyet ovoyetiotel xvpiog pe
petaAlaéelg oe 2 yovidwn: to RyR2 (kmdkomotel tov vmodoyéa g puovodivng), 1o omoio
oxeTileTOl LE TNV OVTOCOUIKY] €MKPOT popen g vocov (50-55%), wxor 1o CASQ2
(Kmdkomotlel TNV TPOTEIVN KOACEKOVEGTPIV), TO OTOl0 OYETILETOL LE TNV CLTOCMMUIKN
VROAEMOUEVT] HOPPN TG VOoOoL (2-5%). O vmodoyéag g pvavodivig amotedel doukd
OTO(EL0 TV SVA®V aTEAELOEPOONG 0GPEGTION EVTOG TOV CAPKOTAAGHLOTIKOD OIKTOOV, EVHD
N KOAGEKOVESTPIVI] OECUEVTIKN TP®TEIVY ToL aocPeotiov. Tlabopucioloyikd, 1 vOG0G
yopoktnpileTon oamd JwTopoyn TG ameAELOEpwong TV 1WOvIov acPeotiov amd TO
COPKOTAOCUOTIKO OIKTLO MG OMAVINGY OTNV QOPEVEPYIKN OEYEPOT UE OMOTEAECUO TNV

appLOIoyovo dpdon (UNYOVIGHOG OYIUL®OV HETAOVVOUIKAOV Kot TUpoddtnong) [3,249-251].

To ovvdpopo tov Bpoayéog QT (SQTS) yapaxtnpileton amd v mapovsio otevod QT
oto HKI (<340 ms) kot vyn\n emintoon owpvidiov OBavdtov og amdToko KOIAMOKNG
ToLKopdiog 1 papprapvyns. To cOVOPOUO EYEL CLGYETIOTEL e TNV TAPOLGi0 LETOAAAEE®V GE
6 yovidll OV KMOOIKOTOOVV TPMOTEIVEG OOAWMV 1OVI®V, Ol OMOIEC KANPOVOUOLVTOL HE
OVTOCOKO eMIKpAT Yopaktipa. Tavtomoinon petdArlaéng, Opms, umopet va yiver uébvo oe
15% tov acBevaov. [TaBoevoioroyikd, 1 facikn datapayn Tov GuVEpOUoVL givar 1 Bpdyvvon

™G O18PKELONG TOV SLVOKOD gvepyeiag Tov pvokapdiov [3, 249-251].
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3.7 Mvokapdition

H pvokopditida amoterel pior Aeypovdon vOGO TOL HLOKAPOIov, TOL UTOpEl va
mpokAnOel amd moKiAMa AOHMI®V Kol PN Topoyovimv. Zuyxvotepa oeeiletal oe cuvnoelg
0yevelc AOMOEEG OAAG KOl GE OVOCOAOYIKY OTOKPLON TOV OPYOVIGHOD GE Oldpopo
epebdiopata. Me v avamtoén poplokdv texvikomv, onoc 1 PCR, 1o pdopa tov mAéov cuyvd
AVYVELGIUMV 1OV OTIC EVOOUVOKAPIIOKES Proyiec Exel petatomotel Ta TeAevTAlN YPOVIA OO
TOVG €VTEPOTOVG — adevoiovg otov mapPoio B19 (PVB19) ko tov gpmnroid 6 (HHVO).
AocBeveic pe Aolpwén HIV mapovcidlovv maboroyoavatopkd svpnuote coppatd pe

pvokapditda oe mocoostd >50% [13,30,31].

Mvoxkapditioa pmopel vo mpokAnbei — mupodotnBel kot amd un 10yeveic AOUOEEL,
omm¢ yo mopddetypa voco tov Lyme (Borrelia), d1pBepitidoa kot voco tov Chagas. TToAhd
QAPUOKO (OVTIETANTTIKA, OVTIYLYOOIKE, avTIPloTiKd) Umopel vo TuPOodOTHGOVY OvVTIOpaoT
vrepevoucinciog He OmMOTEAEGUO TNV EKONAWON NOGIWVOPIMKNG HvoKopditidog, o
Katdotoon 7mov, ocLvnbmg, &lval avaoTPEYIUN HE TNV OTOUAKPLVOT TOL LrevBvvov
TOPAYOVTE. XZVOGTNUOTIKA 0VTOAvVoce vVoonuota, Ontmg Tto cvvopopo Churg-Strauss 1 10
VIEPNOGIVOPIMKO GUVOPOUO, KOKONOEES, TOPACITIKEG N TPOTOLWIKEG AOUMEELS EYovv,

EMIONG, CLOYETIOTEL LE TNV EKONAMOT NOCIVOPIATKTG pvokapditidag [13,30].

H yryavtoxvttapikn pookopdition Kot 1 KapolaKy GopKoeidmaon amoteloby 2 6ivieg
Womabdeic ko 16ToloYIKA Tapopoteg ovtotntes. H yryaviokvttapikn pvokapditida Oempeitot
TOC OMOTEAEL TPOTOPYIKA OVTOAVOCT dtaTopay, KoODG €£xel cLOYETIOTEl e TOWKIAlL
OVTOAVOG®MY VOST|LAT®V, OTMG TNV TOPOLGI0 BUUMOUATOC Kot ovVTIOPACEDY VITEPEVAITONGING
and edppokxa. Ipoxertar v ofeia voco pe vynin Bvnrotrta Kot vYnAo Kivouvo avaykng
Y. LETOUOGYEVOT| KOPOLAG, 1 omolo KATOlEG POpES JtaKpiveTal amd TNV TOAD MO GLYVN
oVTOTNTO TNG UETAAOILADIOVS HLOKOPIITIONG AOY® TNG TOPOLGIOG KOIMOKNG TOXLKAPIiaG,
KOATOKOIAMOKOD  OTOKAEICHOD Kol TTOYNG KMVIKNAG mopeiog, mopd TNV  €Qopuroyn
evoedetypévov  Bepamevtikov  mopepPacemv. H  mapovoia  kapdloknig ocapkoeidwong
(koxKiopaT®mONg vocsog) eivar mbov oe acbevel mov moapovoldlovv ewdva ypOVIaG
SLTOTIKNG LVOKOPIOTADELNG e VEOEUPOVILONEVES KOIMOKES appLuBpieg Kot vynAol Pabpon
KOATOKOIMOKO amOKAEIGHO, 01 0Toiot emiong 0ev avtamokpivovion atny Oepameia [13,30]. Ot
aTloAoY1Kol Tapdyovteg mov oyetilovtol pe TV TPOKANGT| LLOKAPIITIONS OvVapEPOVTOL KOl

otV mopdypapo 2.2.
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e 6,11 apopd otnv Taboyévela TG 10YEVODS LVOKAPITTIONG, PaiveTat OTL 01 EviEPOiot
KOl Ol 00EVOTIOl E1GEPYOVTOL OTO KAPOUKA HLOKOTTOPA UECH €0IKMOV Vrodoyéwv (human
Coxsackie adenovirus receptor — CAR), ot onoiot amoteloOv dopKkéG TPMTEIVEG KUTTAPIKNG
ovlevénc. O 1ikdg mOALUTAACIAGUOS EVIOC TV 2 TPOT®OV EROOUAdMOV HETA TN AolpmEn
o0MNYel € ONUOVTIKN KLTTAPOTOEIKOTNTO, UE OMOTEAEGUO TNV OVOGOAOYIKY OTAVTNON
(KLTTOPIKN KOl YOLUIKT) TOL OVOGOEMAPKOVS TPOSPEPANUEVOL  OpPYOVIGHOD Kol TNV
KOTATOAEUNGY], TOL  AOWUOYOVOL TOPAYOVTO. X& TEPOUOTIKG HOVIEAN (yopida) e
e€ovoetépmaon tov vrodoyéa CAR éyxetl emtevybel 0 TANPNG ATOKAEIGHOG TG HLOKOPIIOKNG
TPOGPOANG amd 100G KoL 1 emMKeipevn eAeypovn tov pooxkapdiov. H elcodog tov 100 evtog
TOV KLTTAP®V Kol O TOAMATAAGIAGHOG 0vToD Oem®povvTonl amopoitnTo GTOlXElD Yoo TV

exdniwon pvokapditdag [5,6,30,31].

Y opyoviopoOG UE  YEVETIK TPOJIAOEST], OVETMAPKENS TOL  OLVOGOTOUTIKOV
OLOTAWOTOG (OTOV OMANON 1) OVOCOAOYIKN OTOKPLoN 0dLVOTEL VO KOTOTOAEUNGEL KOl VoL
eCapavioel Tov AOHoYOVO TapayovTo) TOPATPEITOL TOUPATEWVOUEVT] PAEYLOVMONG OMOKPIOoN)
(umopet va ouveyiletar Yoo TOLAAYIGTOV OPKETEG EPOOUAOES) LE TAVTOYPOVN TOPALOVY] TOV
KOV YEVETIKOL VAIKOD oto pvokdpdto. H cuveylldpevn avt) Aoipwén kot n ovtictoym
QAEYLOVAOING OTAVTNOT TLPOSOTOVV AVOCEG OVTIOPAGEIS GTO HLOKAPIO MG ATOTELECLO
HLOKVLTTOPIKNG VEKPOONG Kol ETaKOA0VONG amelevfépmong avto-avtyovav (to omoio péypt
TOTE 08V NTOV eKTEDEUEVA GTO AVOGOAOYIKO GUGTNUO). € TEIPOUOTIKE HOVIEAQ LE TVOIKA
yopidia £xet Ppebel 0TL oTEAEYN HE advVapia KOTOTOAEUN OGNS TOV AOHOYOVOL TAPAYOVTa KOt
ovveyllopevn @Aeypov, HETA omd eE@YEV YOPNYNON KAPSOIKADV OVTOOVTICOUATOV (T.Y.
KOpOlKN TPOTOVIVN)) 1 OKOUO KOl OVTOHOTE OVOTTOUGCOVV OUTOAVOCT] AEUPOKVLTTAPIKN 1)
YLYOVTOKVLTTOPIKN pvokapditida. H mapovoio yevetikng mpodidbeong ivor onuavtikn yio tnyv
avAmTLEN — EKONAMOT 10YEVOVG / OTOAVOOTG HVOKOPIITIONS KO TNG UETATTMOONG OWTNG CE
dwatotikn pookopdionddela. H petdntoon gaivetor va emovpfaivel, kupiog oe acbeveig pe
16TOAOYIKA emPefotpévn xpovia AEYHOVT HE OOVVOUIN KOTOTOAEUNONG TOV AOLOYOVAOV
TOPAYOVTOV 1| 0€ EKEIVOVE TOL £XOVV AVATTOEEL ALTOAVTICMOUATO EVAVTL OOUKMOV GTOLYEIMV

TOL HVOKOPSTOL (T.Y. TPOTEIVES TOL GUPKOTAUGLATIKOV d1KTOOV) [5,6,30].

H g&éMEn g pookapditdag amotekel Eva cuvexEg Paopo 3 S10KPITdV TAHOAOYIKOV
dlepyacidv, or omoieg eEediocovtar €v GePd pe TEPLOOOVG OAANAOETIKAALYNG. TNV
TAEIOVOTNTO TOV TEPMTMOGE®V, 1| TPUPACIKN 0VTH OAANAovYia gvepyomoteital and 10yevelg
AOWMEELG e TPOOOEVTIKY HETATTMOT OO TNV OPYIKT AOILDON GAGT GTNV 0LTOAVOCT] PAoM

Kol aKoAoVBmg oe dlatatikny pookapdtonddeta. Tlap’ Ola avtd, 1 aAiniovyio avt) umopel
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va gvepyomom el kot and dAla epedicpata (cvotnuotikd voonuota, toéiveg ktA.) [12,30]. H
TpOTN @dorn yopaktnpiletor omd dueon pvokapdlakn PAEPn, m omoio ogeileton otV
npocPoin amd tov 16. H pdon avt cuvifwg mepvaetl amapatipnTto — adldyvmaotn (eKTog amd
TEPIMTMOCEL KEPAVVOBOAOL VOGOV) HE TNV EKONA®ON KOPSIOKNG OVETAPKEWNG Vo, givorl
acvvnOne. Katd 1n devtepn o¢domn, mopatnpeitor pookoapdtokn PAAN  avtodvocov
UNYOVIoHOD, e TNV EKONAMOT] GLUEOPNTIKNG KOPOLOKNG AVETAPKELNG Vo eivan cvuviong. H
Tpitn  @Aaon yopoktnpiletor oamd TNV EUPAVICT] TOL  QOWVOTUIOL TNG  OLOTOTIKNG

pvoKapdtomddeLng, apov Exovv mapéAbet ol 2 mpdteg pdoeig [12,30].

I. ®aon I: apyucn pookapdaxt) BAPN (o&eia 10yeviic)

2y TAEOVOTNTA TOV TEPMTOGE®V, 1 GACT 0VTH TLPOJSOTEITAL Omd 10YeVElQ
Aoméelc. Ot hopdéelg avtég pmopel va opeilovtor oe ofelon TPooPoin amd dvuvnTikd
mo0oyOVo OTEAEYXOG (Y. EVTIEPOIO) 1| GE EMOVOOPACTNPLOTOINGTN adpavovs maboydvou (m.y.
nmopPoiog B19). O 1ikdg ToALATANGIAGHOC EVIOC TOV HVOKVTTAPWOV UTOPEL VO, 00N Y1OEL GE
dpeon otikn PAEPN Ko kataotpon). [TapdAinia, EveEpyomol0VVTOL AVOGOAOYIK( GUGTHLLOTOL
deVTEPOL oNUATOG (0TS Y. TNG KWVAGNS TVPOGivng pS6), Ta 0moio 001 YOUV GE HETAPOAES
TOV KVTTOPOCKEAETOV TOV EEVIOTN WE AMOTEAEGUA TNV TEPUTEP® €10000 Tadoydvmv evtog
TOV KVTTAPWV, OAALL KOl TV EVEPYOTOINGT KLTTAP®MY TOV OVOCOTOUTIKOD GLGTHHOTOG (Ta
omoio €£0pTMOVTAL, Y0l TOPASELYUO, OO TOLG HOPLOKOVG UNYOVIGHOVG EVEPYOTOINONG NG

Kvaong tvpooivng pSo6) [6].

Ot eplocOTEPEG MEPWTMOOELS €Vl VIOKAMVIKEG, €KTOG omd TNV omdvio ekONAmon
KEPOLVOPOAOL pVOKOPOITIONG, M Oomoilo oPeileTon otV Gupeon AVON TOV  KAPOUKOV
HLOKLTTAP®V €VIOG TV Omoimv TOAAATAACIALOVTaL Ol 101, €V TN Omovcio EO01KNG
OVOGOAOYIKNG amokplong. H mAnpng avdppwon katd 1 @don avt) eaptdror and v
EMOPKELDL TNG OVOGOAOYIKNG OTAVINONG, HE OmOPOITNTO GTOWEl TNV amovsio. aviamTuéng
e€eMooleVNG aVTOAVOOoTG dlEPYasiog Kol 1GTIKNG Topapovic tov 100. Emmpdcheta, n
OMOTEAECUOTIKOTNTO TOV OLVOGOTTOMTIKOD GLOTHUOTOC KaBopilel TV évtoon Kot TV €KTaom
™¢ pvokapolakng PAaPnc. Kvpiapyo poio mailovv ta xvtrapotolikda T-kottapa (CD4+
ko] CD8+), ta omoila &ivar vmevBuva 1000 Yoo TNV OVIHETOMION Kot KAOBapon Tov
Aowoydvov mapdyovia, 000 Kol ywo. TNV TPOKANoT Aueong pvokapdiokng PAdpnc. H
TOPOVGio dPOPOV KLTTAPOKIVAOV TOavOV va Toilel pOAO oIV OTOTTOCN TOV KLTTAPOV

OaAAG Ko TV TPOKANGT LvoKapdlakne PAAPNC.
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H adpavoroinon tov T-KuTtdpov Kol TOV avVIIGTOI(®V KUTTAPOKIVOV HETE TNV UK
KkéBapon eivor omapaitnn yoo v TANpn avappoon. H amotvyio adpavomoinong tovg, N
TOPAYOYN OVIICOUATOV HE OVATTUEN O106TAVPOVUEVOV OVOGOAOYIKADV OVTIOPAGE®V KOl 1
HOPlOKY  UIUNOT OOTEAOLV PNYOVICHOVS TOL UTOpel Vo 0dNYHGOLV GTNV EUUEVOVCH

KLTTOPIKN PAGPN AdY® dvoong avtidpaong [12].

II. ®aon II: avtodvoon pvokaporoki LAY

KoBopiotikng onuociog mapdyovia oyetikd pe v €kBoacn tov acbevov avtodv
amotelel M emitevén 1ooppomiag TG AvocoAOYIKNG amokplone. H dvoorn ambvinon etvai
OTOPOITNTI YO TV OVTILETOMION Kol TOV EAEYYX0 NG Aoipméng. [TapdAinia Opws, Tpémet va
pvOoTel pe TéTolo TPOTO KO VO KOTACTOAEL OTav £xel TAEOV avTILETOMIOTEL 1| Aoiuwén,
KaODC M eppévovca EAEYHOVOONG amdvinon (n evepyomomuévn oniadn avtidpacr tov
OVOGOTOINTIKOD GLUOTNHOTOG) 0ONYEL GE 10TIKY] KATAOTPOPT KOl GUEST] OLGAELITOVPYID TV
Swpopwv opydvav [6,31]. H advvapio KataoToANG TG 0VOCOAOYIKNG AmAvVTNoNS (KUTTOPIKN
KOL YVUIKN 0vVOGia) HETA TOV EAEYYO TOL TOAAUTAOCIAGIOD TOL AOHOYOVOL TTAPAyOVTa KOt
NV KEOapcn Tov 100 PTopel Vo 00NYHGEL GTNV TVPOGATNGT AVTOAVOSHOV UNYOVIGHMY KoL TV
EVEPYOTOINGN TNG 0£VTEPNC AT TNG TPLPACIKNG oAAnAovyias. H @don avt motedeTon oti
mOavoV va d1adpapatilel onuovtikdtePo poOAo oty maboyévela TG VOGOV GE GYXECT LE TNV
TpoTOTadn Aoluwén. EZMUaVTIKOL UnYoviGpol TG KLTTOPIKNG ovociag mov mihavov vo

TLVPOSOTHGOLY CVTOAVOGCT] PAEYUOVAOIT HvoKapdtaKkn PAGPRN elvar ot akdAovbot:

= gvegpyomoinon and aAloavtiyovo (avdmtuén dactavpovevns avosiog Aoyw vapéng
EMTOTOV OLOAOYOL LE TNV KAPOOKY] LVOGTVI 1] AALES LVOKAPIIOKES TPOTEIVEG)

= qUENUEVT TTOPOVGINGT OVTOOVTLYOV®Y (1 PAEYLOVI Kot 1) ETaKOA0LON VEKp®ON TV
HLOKLTTAP®V 00NYel amehevbEépwon evioKLTTOPIOV OVTIYOVOV, LE OTOTEAEGUO TNV
gvepyomnoinon tov T-kuttdpwv)

" TopovLGIOoT  UEHOVOUEVOV  EVOOKLTTOPLOV — TEMTWOIOV —UE  OmOTEAECUO TNV
evepyomoinon T-kuttdpwv. O unyovicpuds avtdg Hmopel vo 00MyNoEL 6TV EKONAMON
dvoomng avtidpaons Evavil KOPOWKAOV OVIIYOVOV €V TN OloLcio  AOUMOOLS

TOPAYOVTAL.

O poélog TG YLUIKNG ovociag otnv maboyévelr TG vOoov mePAapPivel v

EVEPYOTOINGT AVTICOUATOV HEGH SLOGTAVPOVUEVNG avTidpaong (avTiomdpata dnAadr| Evavtt
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TOV AOU®IGV TopayOVI®V TOV TUPOSOTOVY TNV (Voo™ OvTidpacT avayvopilovv avityovo
TOL 0PYAVICUOD KOl KATELOVVOVTOL EVOVTL OVTMV, LE AMOTEAEGHO TV TPOKANOT OVTOAVOGTG
avTidpao™Ng) Kot TNV avATTLE GLTOOVTICOUATOV EvovTt TAN00VS Kapdlakmv avtydvev. H
TOPOVGIO TOV AVIICOUATOV OVTMOV GTOV 0pd TOV acHevdV He HLOKOPIITION / AEYLOVAOON
pvokapolonddeio dev paivetarl aueca vo mailel peilov maboyevetikd poro oty e£EMEN TG
vooov (mBavév va amotedel delkTn NG £KTOONS TG PAEYLOVMDOOLS PAAPNG 6TO HLOoKEPO10

Kot £vOEIEn pog tdong mpog avantuén awtoavooiag) [12].

Inueidvetor TG o aoBevelg pe pvokapditida / QASYHOVAOON pHvokKapdtomddeLn
(ovykprtikd pe vym atopo M pe oocBevelg pe un eAeypovodn DCM) avevpickovrton
oVYVOTEPU KLKAOPOPOUVTO OVOGOGULUTAEYUATO, 1) €vamobeon Tov omoiwv, OU®S, OV

eoaivetal va moilel mpotapykod poro oty maboyévela e vocsoo [12].

Adtevkpiviotn mopopével M onuocio g AavOAVOLCHS 10TIKNG TOPOVCING TOV
Aomdovg mapdyovra. TToAlamhaclocpdg avtod pe yoaunAovg puOuodg 1 avé dStocTr T
duvntikd Ba propovce va Tupodothioel ypdvia duect 1 avtodvoon BAAPN oto pvokdpdio. H
ocuvelopevn mopapovy] tov 100 oyetileton  pe  xewpotepn mpdyvoon  (avaykn  yio

HETOUOOYELON, APVidlog Bavatog, petdntmon oe DCM) [6,12].

III. ®daon III: dwwtatiki pvokaporordosila

H mopatetapévn oreypovddng omdkpion Umopel vo odNyNoeLl G€ ovOdOUNCT] TOVL
pvokapoiov (remodelling), pe omotéleocpo Vv TPOmOMOINGT TNG KAPOIKNG OOUNG Ko
Aertovpyiag Ko, TEMKA, TNV avamtuén dtoTatikng pvokapdtonddetas. H ypovia pAeypovn kot
N TOPAYOYN KVTTAPOKIVAOV 00NyoHV GTNV EVEPYOTOINOT| LETOALOTPOTEIVAC®V NG Oepédtog
ovciag, o1 omoieg amodopHoVV TO SIKTVO KOAAUYOVOL KOl EAOCTIVIG TOL SLAUECOV 1GTOV TOV
pookapdiov, cuUPBAALOVTOC TEPALTEP® GTNV OLOTPNON TG QPAEYUOVIG KOl TN O1dTOon TNG
Kapoldg (dmuovpyio aviov kvkAov). TTapdAinia, pécow g moapaywyns TNF kot g
oLVOEONG OVTOV WE TOLG VTOJOYELG TOV, EVEPYOTOLEITAL O KOTUPPAKTNG OELTEPOV OTNLOTOG
SMAD (okoyéveln TpmTEIVOV OV cuvdéovtal e Tov vrodoyéa Tov TNF kot gpumiékovton
oTn pOOUIoN TNG KLTTAPIKNG AVATTLENG), O OTOI0C, e TN CEPA TOL, EVEPYOTOLEL S10dIKOGTES
tvoong tov pvoxapdiov. To tedikd amotérespa ivar 1 EKONA®on Tov eawvotdmov g DCM,
Le GLOTOMKY| / SLOGTOMKY OLGAEITOVPYID TOV HVOKOPIIOV KoL OVATTLEN GLUEOPNTIKNG

KapOloKN G avemdpkelag [6].
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INUEIOVETOL TOG Ol 3 ovOTEP® (PACELS OV gival TAVTO SLOKPLTES, VM UTOPEL Vo
VIAPYEL  XPOVOAOYIKY] oAAnAoemikaALyM. Or 2 7podteg @doelg eivar dvvotdv  va
EMOVEUPAVIOTOOV UETA TNV  EUGAVIOT] QOIVOTOTTOV SLOTOTIKNG  HLOKOPOOTADENG, e

OTOTEAEGLOL TV TTOPOVGI0 KUKAIKNG ELPAVIONG TOV OVOTEP® PAGEMV.
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4 EINIAHMIOI'TIKA XTOIXEIA KAI TIPOI'NQXH
4.1 Mvokapdoromadereg

Ot yevetikég pookapdtondeleg amoteAodV Eva kPO TOGOOTO TOV oUTIV KAPOLOKNG
OVEMAPKELNG, LE TO TOGOCTO VO MOIKIAEL avAAoyo HE TNV MAKio Kot tov TANOLGHO TTov
peietdrol. e moudlotpikos acheveic pe KopdloKn AVETAPKELD YEVETIKNG OLTIOAOYING, VOGOG
avayvopiletal oe mocootd mepimov 40%. Néot evilkeg e KapdlokY| avendpkelo o€ AMota
petapdoyevons kapotds, emiong, mapovctdlovv VYNAO EMITOAACUO YEVETIKTG VOGOL (~26%
emPeforwpévn, emmiéov ~26% mbavn) [18]. [Hapdiinia, ot pLOKOPIIOTADEIEG OTOTEAOVV
TNV 7O GLYVN oltio Tov odnyel oe petapdoyevon kapdidg oe modd nikiog >1 €rovg. H
EKTIUOUEVN ETNOLN EMATOON TOV HVOKOPIOTAOEIDV GTOV ToudlaTplkd TANOBuoUO OTIg
Hvopuéveg TMoMteieg g Apepwkng (HITA) etvon 1.13 meputtoeic / 100.000 wondwd (<18
ETMV), VOOUEPO TOV €IVOL CLYKPIGULO LE TNV OVOPEPOUEVT EMIMTOON Kol GE GALEG YDPES
(Owhavdio, Avotparia). Ze Bpéon (<1 £tovg), n emoln enintwon elvar akdpo peyoAdTepn

(8.3/100.000) [32,39].

4.1.1 AwrtotiKi pvokaporonddsia

H DCM oanoteretl v mAéov cuyvn popen pookapdionddeiog (55% mepimov emi tov
ouvoAov TV Tepotatikov). H emown emintwon  wopaivetar petald  2-8/100.000
(0.57/100.000/¢étog oe moudlaTpikég oelpéc). O EKTIUMUEVOS EMIMOAACUOG TNG 1010mafohg
DCM mopovctdlel onpoavtikny dtokvpoven ovaioya pe tn perétn kou givon wepimov 1/250-
2.500 dtopa. H meputtdoelg wonabovg DCM mov €yovv yevetikn artiohoyio vwoloyileton
ot apopovv oto 30-50% tov cvVvorov. Ot TAEOVOTNTA TOV 0GHEVOV dOy1yVAOGKOVTOL GE
nAkieg petald tov 20 ko 50 eT®V, Tapd TO YEYOVOS TG 1 EKONAMGT TNG VOGOL UTOpEL vol
apopd oyeddv oe OAO TO MAIKIOKO QAopo. X1 W0omadn popen g vOcou amodidovtal
nepinov 10.000 Bdvartol etnoing otig HITA. H Semg emPiwon and ) otryun g ddyvoong
vroloyileton mepinov oto 50% [15,19,28,40,41].

H avaeepdpevn Bvntomra tov acbevav pe DCM og madaiég GEpEC KOUavOTaY GTO
25-30% ywo 0 Tp®dTO £T0G HETA TN Odyvmon Kot mepimov oto 50% otnv Setia. Nedtepeg
oelpég avapépovy Setn Bvnroémra mepimov 20%, KAt TOL pmopel vo AvTOVAKAG TPOUN
dyvoon g vooov kat Pedtioon g Oeponeioc. Zto mondid avapépetal Setng emPiwon 64-

84%, pe v kouplotepn artio Bovdtov va gival 11 TPoodevTIKY Kapdlakn oaverapkela [40].
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SVYKPITIKEG UEAETEC OVOPEPOLY CNUAVTIKY avEnon otnv emPioon pe Vv TEPodo Tov
YPOVOL, KATL TTOV OTOSIOETAL EV LEPEL BTN YPT|OT| OVOGTOAE®Y TOL UETATPETTIKOV VEOUOL TNG
ayyewotevoivng (MEA), avactodéov vmodoyéwv oAd0oTEPOVNG KOl  P-OTOKAEIGTOV

[149,152].

H dvoiertovpyion g aprotepng kowdiog (Om®G amOTUTMOVETAL OKTIVOAOYIKA GTOV
KapO100wPaKIKO OEIKTN Kol VIEPXOYPAUPIKA GTNV TEAOOINGTOAKT OLAUETPO TNG APIOTEPTG
Kowiag kot To KAdopo eEdOnong) amoteAdel aveaptro moapdyovta Kivovvov Kot oyetiletal
otevd pe v mpdyvoon [40,150]. Ewikd ywo tov moudwotpikd mAnBucopd, m ekdAmon
CULLQPOPNTIKNG KOPOIOKNG OVETAPKELNG Kol TO YopnAd KAAGpHo Bpdyvveng tng aplotepng
KOWMOG amoTELOVV OVEEAPTNTOVS TTAPAYOVTES KIvOUVOL oL oyeTilovion TG0 pe tov Bdavato
000 Kol e TV avaykn yio petapdoyevon. O e1olog Kivouvog yio petapdoyevon 1 Bdavarto
etvar 31%. Avrtictoyo yio v Setia eivan 46% [148,153]. H dwdtaon g de€idg kothiog,
emiong, oyetiCetar aveEdptnta pe TV mOPOLGia TTOYNG TPdYvmons. AAlol popeoroyukol
TOPAYOVTEG TOV GYETICOVTOL [LE TTOYN TPOYVMOT| Eival 0 EAATTOUEVOG AOYOG KOTMOKNG HAlag
/ 6YKO, M TOPOLGIO YEVIKELUEVNG TOPE TUNUOTIKNG VITOKIVNGIOG Kol 1 GQAIPIKT OTEIKOVION
™G KOWdTNTaG TG aplotepns Kothiog [40]. H wdromabng DCM éyxet kaAdtepn npodyvoon ond
E0IKEC LOPPES, OTI™G Yo Tapdostypa 1 devtepomadng DCM Adym vocov tov Chagas [151].
Y& moudlaTpkove TANOBVGUOVG, avaeEpETal TG aoBevelc pe evooyevelg Olatapayes Tov
petafoAlopnod mopovotdlovy Vv mo pokpd emPioon yopig aviykn yio HETAUOGYEVLOT).
Avtifeta, Toudid pe vevpopvikd voonpata EXouv T xEpotepT Tpdyvmon. H Asttovpywotnta
™G aploTepng Kowiag €xel mo moAAég mBavotnteg va Pedtimbel oe acbeveic pe DCM

amOTOKT LLOKAPIITIONG Tapd o€ ekEivoLg e 1010mabn voco [44,153].

AAlot mapdyovieg KivoLvov Tov oyetilovion pe mroyn mpoOyvoon elvar migon
evoprivoone >20 mm Hg, kapdiokdc Seiktng <2.5 L/min/m?, vmdtoot, TVELHOVIKY
VIEPTOAOT, OVENUEVT] KEVIPIKY OQAEPKN TieoTn, TOPOVGIN GLYKOMTIKOV ENEIGOOIMV,
popeoloyio amokAeicpov apiotepov okélovg (LBBB) oto HKI kot vwovatplopio. AcBeveig
pe péylotn mpoéoinyn o&vyovov <10-12 ml/kg/min oty epyocmipopeTpia. mTapovstalovy
emota Bvntomra >50%. O deiktng avtdc ypnoomoteital yo v avddelln towv aclevov
exetvov mov ypnlovv petapdoyevons. TEAOG, M 10TOAOYIKY €KOVO OTOAENS NG
(UOLOAOYIKNG HVOIVIOIIKNG Ooung emiong oyetileTon OLGUEVDG HE TNV  HOKPOYPOVIO
emPioon. H ovumtopatiky xotdtaén xotd NYHA <IV kot oyetikd veapn miwio

oyetiCovion e guvoikn mpodyvoon. Awpvidtog Bdvatog mapatnpeital o mepinov 12% tov
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acBevav pe DCM kon aroterel v artia yo 1o 25-30% tov Bovatov. Xta modd, n etole

enintmon Tov awpvidiov Bavérov Kupaivetar petald 3 ko 5% [40,44].

4.1.2 Yreptpo@ikn povokopolondadero

H HCM nopovoialetl exktipdpevo emmoracpud 1/500 otov yevikd minboopd. Kabog
vrdpyel eoptmdpevn omd ™V NAkio EKepacn Tov petaAldEemv mov oyetiloviotl pe Tov
eowvotuvro HCM, o emmolacpog sivar peyodvtepog oto mo nAkiopéva dropa (1/333). H
emola eminToon TG vooov oe madlatpkég oepég ot HITA extpdror 0.47/100.000.
Amotelel TNV O GLYVI KANPOVOUOVUEVT Kapdlakn TAONoN Kal TV Kupla orticn ogvidiov un
TPOLUOTIKOV BovAatov 6€ veapovs eVAAIKEG Kol aOANTEG avToy®VIGTIK®OV afANUdTomV oTIg
HITA. Ot gopeig maBoroyikdv yovidiov cuviiwg dev ekdnAdvovy T voco ptv Tnv epnPeia,
av kot o eowvotvrog HCM pmopet vo mopovotlactel akdpo Kot 6T VEOYVIKY MAkiol

[19,29,32].

e yevikéc ypoupés, 1 HCM mAéov Bewpeitor po wdOnon ocoppatm pe puoioAoyko
TPocdoKiLo emPimons Kot oo deiktn Bvmoomrag 0.5% ya ™ peydin misioynoeio tov
acevdv, mopd TIG 1OTOPIKEG avaEOpES Yo €tioto deiktn Ovnodtmrog €og kot 6%.
[Mopapével, Opmg, pio vOG0oG He ONUAVTIKEG KAVIKEG GUVETELEG Kol ovENUEVO Kivouvo
apvidiov Bavdtov oe pepikovg acbeveig [154-158,161]. Extog tov awpvidiov Bavatov, mov
ocLVNO®G aPOPE VEOLS ACLUTTOUATIKOVG acOeVelS Kol OPEIAETAL GTNV TOPOLGIN KOIAMOK®DV
TOYLAPPLOADY, Ol GAAEC OMUOVTIKEG KAWVIKEG GLVEMELEG TNG VOCOL &ivar 1 Kopdlok)
OVETAPKELD KOL 1 EUPAVIOT] KOATIKNG UOPUOPLYNG, N omoio oyeTileTon pe v eueavion
OpopPoepuporkng vocov. O ovidlog 0Odvatog, 1 KOPOWKN OVETAPKEW KOl TO

OpopPoepPorikd eme1cdO10 amoTEAOVV TIG KUPLEG autieg Oavdtov oe acOeveic pe HCM [47].

Ye Ot apopd Tov ToudlaTptkd TANBvouo, ot acBeveic pe evooyevry VOGHLOTO. TOV
petafoAlopod 1 SuopopPIKd cHVOPOLL, To 0Toia, GLVHOM®G, JLYIYVMOOKOVTOL GE LUKPOTEPT
niia, €govv younid mocootd S5etolg emiPimong (42 kot 74% oviiotoiymg). Avtibeta,
Toud1d e VELPOUVIKE VOSTILATO SL0y1yVAGKOVTAL, GLUVNOMG, o€ peyalutepn nAkia Kot £xovv
Set emPioon nepinov 98%. ol ta moudld pe Womadn popen g vocov, N Setng emPicoon
etvar 94% ebv 1 duyvoon yivel petd 10 mpdTO £T0G NG MAKiaGg, aAld povo 82% edv N
dyvoon yivel oto mpwto €tog ™ (one. AcbBeveig pe odvopopo Noonan mapovsidlovv

emota emPioon poig 74% [32]. O «kivdvvog Bavdtov 1 petapdoyevong Kopddg eivan
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HEYOADTEPOC Y10 0lG0eVELG OV TOPOVGLALOVY HEIKTO QPUVOTLTO (VTEPTPOPIKT) GE GLVOVOCUO
HE TEPLOPIOTIKN 1M OLOTATIKY] HLOKOPOOTADEID), CUUUETPIKT VREPTPOPIN TNG OPIOTEPNS
KotMag Katd ™ ddyvwon; ovvdpopo Noonan, yopmAd kAAcpo Bpdyvvong Kot pHeyoAdtepo
ndyoc omaBiov Torydpatog [159,160]. Aentopepnc S106TPOUATOON KIVOLVOL TOPOLGLAlETOL

otV BipMoypapikn avapopd [159].

AVeEAPTNTOVE TPOYVMOOTIKOVG TTapAyovieg Bvnolpndtrog yi toug acbeveig ue HCM
OAmOTEAODV 1 TPOYWPNUEVY] CLUTTOUOTOAOYIOL KOTE TN O1dyveon, M Toapovcio. KOATIKNG
HopUapOLYNG, N amd@paén Tov y®pov e£6dov pe KAion mieong >30 mm Hg kot to myog tov
TOLYMUOTOG TG 0PLoTEPAS KolAiag >25 mm [155]. H cofapn andepatn oto xdpo e£6d0v g
aplotepn| kowMag (Left Ventricular Outflow Tract Obstruction, LVOTO) ekt6¢ omod
aveEdptto mopdyovta kKwvovvov Bvnowdtroc otovg acBevelc avtovg amoteAel Ko
avedpmto mopdyovio TOL OYETIfETOL pHE TNV EUPAVIOT GUUTTOUOTIKNG KOPIIOKNG
avemdpkelog kol Bavatov amd guPoiikn véoco [162]. H tavtdypovn mapovcio otepaviaiog
vooov, emiong, avéavel Tov kivovvo Bavdtov oe acbeveig pe HCM [163], dnwg, emiong, ko n

TOPOVGi0 KOATIKNG popuopvyng [164].

Ot mapdyovteg KvoHvou yia tnv ekdAwon opvidiov Bavdtov oe acbeveic pe HCM

TEPLYPAPOVTOL AVAAVTIKA GTNV Topdypao 6.1.2.6.

4.1.3 TIleproproTiKi] pLOKOPOLOTAOELN

H RCM amoteAel omdvio vOGO Kot Tr GToviOTEPT Lopen pvokapotonadeiag [43]. Ze
TOLOLTPIKES GELPES, OvVaPEPETAL TMG amoTerel TO 2-5% Tov GLVOLOL TV pVoKAPILOTADELDY
(ue dvopevny Opmg Tpoyvoon kot 2-et emPioon <50%, kvpiog Aoy Toyelog epedviong
TVEVUOVIKNG ayyelakng vooov). To 30% twv mowdidv pe RCM mapovoidlovv Oetikd
01KOYEVELOKO 10TOPIKO [22]. Ot meP1ocdTEPEC MEPIMTMOGELS OPEILOVTAL GE EMIKTNTA OiTIO, UE
TOV EMTOAAGLO TNG VOGOV VO TOPOVGIALEL OLOKVUAVOELS AV YEOYPOPIKN TEPLOYY|, AVAAOYOL
pe v outia (7). vOopLOKOPIIOKY tvmon mapatnpeitol Kupiog 68 VITOCAYAPLES TEPLOYES).
Avaoeépetar 0Tt Tepinov 10 60-80% twv acbevav pe AL apviocidmon (Tapaymyn e appdv
OAVCEDV AVOGOGPALPIVAOV) TaPoLctdlel TPpooPoAr Tov pvoxkapdiov pe ekdniwon RCM. H
dwapeon emPioon Tov aclevdv avtov yopic aymyn elval poMg 6 unves. Avtifeto, otovg
aclevelg pe oapkoegidwon avaeépetor mPosPoAn Tov pvokopdiov oto 2.5-5% tov

TEPIMTMOCEWV (0V KOl GE VEKPOTOLKEG HEAETEG OVOPEPETAL GUUUETOYN TOL HLOKOPOIoV o€
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1060610 25% TV acbevodv He cvotnpatikn capkoegidwon). Xe acBeveic pe Kopolakn
ocapkoeidmon o Pabudg e dvohertovpyiag TG aploTEPNS KOOGS €ivol O TO GNUOVTIKOG

TPOYVOOTIKOG deiktng emPiwong [43].

H 5em¢ emPioon tov acBevav pe RCM esivar onpovtikd yopunAotepn cuyKpLtikd e
TV ovVOUEVOUEVT] Yoo TV MAkio kot to @OAo. [Mapdyovteg mov avédvovv Tov Kivouvo
Bavatov mepimov 6To0 2TAACI0 ATOTEAOVV TO AppeV VA0, 1 OAUETPOG TOV APLETEPOV KOATOL
>60 yriootd, n nAkio >70 etdv ko N foboio petdfocn o ETOUEVO GTASIO GTNV KAWVIKNY
katdroén katd NYHA [37]. H dvoiertovpyion g aprotepng kotdag (KAdopo eEmbnong

<50%), emiong, &xet avapepbel mg Tapdyovtag Kivdvvov yia ovénuévn Bvnopdtmra [165].

Ye 0,11 agopd otov TadTpikd TANOuopd avaeépetal 6Tl mepinmov 10 1/3 TV
MEPUITAOCE®V  EKONADVOVIOL HE HEIKTO QUIVOTUTO (TEPLOPIOTIKNG KOL  VITEPTPOPIKNG
pvokapolondderoc). To dbommua petald ddyvoong kot Bovatov 1 petapdoyevong eivor
HUIKPOTEPO Y10 TOVG 0oOeVELS e HEIKTO QPAIVOTUTO GULYKPITIKG UE EKEIVOVLE HE QUVOTLTTO
amokAeloTikd RCM. Ze 611 apopd tnv mpdyvmon, abpototikd ot 0cOeVEIG TOV TOPAUEVOVY EV
Com 1 yopic petapdoyevon o Pabog Setiog sivar povo 20% (n xepodtepn Tpdyvwon HeETaED
TV Kapdlopvorabeimy oto wodid). H exdiwon g vocov oe veapn nikio, 1 mwopovsio
KOPOLOKNG OVETAPKELNG, TO LEIWUEVO KAAGHO Bpayvvons TG aploTepns KotMag, 1 mopovsio
TAYVVONG TOL TOLYMUOTOG TNG OPLOTEPNS KOWALNG KOL 1) TOPOVGIO TVEVHOVIKNG VIEPTOONG

elvar mapdyovteg mov oyetiCovion e mtwym npdyvoon [32,39,166].

4.1.4 AppvOmoyovog dvomhacio Tig 0e€1dc Kotrhiog (appvOproydvog pvokaporondfeia)

O emumoracudg g ARVC extipdron mog eivon mepimov 1/2.000-5.000 dropa, evd og
optopéveg meployés (m.y. Nda&oc) eivarl apketd vyniotepoc. 30-50% twv nepmtdcewv gival
O1KOYEVELG. XTIG TEPIGGOTEPES TEPLOYES TOV KOGLOV, 1 patvoTLTikh EKepoon T ARVC sivan
O GLYVN OTOVG Gvdpeg o€ oyéon e Tig yuvaikes (2-3:1). Emiong, n vocog otoug dvopeg
napovotdlel kakonBéotepn eEEMEN, KATL TOV pmopel va avtavakAd GUECT EmMdOpAON TOV
YEVETIKOV  OPUOVAOV  GTOLG  UNYOVIGHOVG  QOVOTLTIKNG  £KQPACNG TNG VOcou 1N
SLUPOPOTOMNGELS GE OTL ALPOPA TNV TOGOTNTA, TOLOTNTO KOl EVINON TNG COUATIKNG AoKNong
peTaEy Tov 000 eUA®V. H vosoc cuviBme eKONAMVETOL KATA TNV TOOIKN 1 TNV €PNPIKN
niia, pmopel, OUMG, Vo ELPEAVICTEL Kol 6€ NAKIOUEVOVG. AvapépeTatl Twg mepimov 1o 1/5

TOV GLVOAOV TV TEPICTATIKOV €kONADVETOL HeTd TV NAkio Ttov 50 etdv pe Kdplo
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EKONAMOT TNV EUUEVOLGO KOTAMOKT ToyLKapdic. LTovg achevelg auTovg VITapyel LIKpOTEP
mOOVOTNTO 16TOPIKOD GLYKOTMTIKAOV €nelcodimv, owatapaydv HKI, éxktommv koltlokdv
OLGTOAMV N aviyvevong kamowog taboroyikng petddiaéne. H ARVC eivar avayvopiopévn
aitio. aipvidiov Bavatov oe veapovg evilkeg <35 etdv (éwg ko 20%) kot pmopel va
amoteAlel aitio BovaTov Kapdlayyelokng ortioAoyiog yia acbevelg <65 etdv 6€ mT0G00TO £1G

xkat 10% [15,19,27,169].

H mopovcio xhvikdv onueiov de&l0c n/Kot aplotepng Kopolokng OVETAPKELNG
amotedel mapdyovta Kvovvov Yoo Koapdtayyslokn Ovnowdmmra. Acbeveic pe cvvdvacud
KOPOWOKNG OVETOPKELNG Kol KOWMOKNG TOYLKOPOING OTOTEAOVV LTOOUAd0 e 1dtaiTepa
avénuévo kivovvo Bvnouomrtag [167]. Ta péAn owkoyeveudv oTic omoieg avayvopileton
UETAAAOEN TTapoLG1ALovY PEYAAVTEPES TIOUVOTNTEG VO TANPOVV TO OLALYVOGTIKE KPLTHplaL yio
ARVC [46], va epoavicovy eppévouceg KOtMaKkEG appubuies 1§ va katoaAn&ovv amd Kapdtokn

a1Tiol CLYKPLTIKA e HEAN OIKOYEVEIMV GTIG omoies Ogv avayvopiletor petdAiaén [168].

AocBeveic pe omAn etepoluymtios mopovctalovy CMUOVTIKA TPOLOTEPT EUEAVION
eupévovcsag kowakng appvduiog (VE/VF), youniotepo mocootd emiPimong eiedbepng
VT/VFE, ovyvotepn emintmon KOWMOKNG OLGAEITOLPYIONG, KOPOOKNG OVETAPKENS KOl
HETOUOOYELONG KOPALAG cLYKPITIKG pe acbevelg pe pio povo petdAraln. [HapdrAinia,, ot
Qopeic HETOAAAEE®MY GTO YOVISL0 K®MOKOTOINOoNG TNG deGHOTANKIVIG Tapovctalovy >4mhdcio
Kivouvo eueaviong dvoiettovpyiog TG aploTePNg KOOGS Kot KAPOOKNG OVETAPKELNG OF
oY£0M HE TOVG POPELG LETOAAAEEWDV GTO YOVIO0 KMOTKOTOINOMG TG TAOKOPUAAYNG-2. ATOpa
TOL APPEVOC PUAOL givar o mBovO va elval ot apywkol acBevelc oe o okoyévelo Kol vo
elval  ovumtOMOTIKOL, EVD, emiong, Tapovcldlovv  TPOIUOTEPEG KOl TO  GOPROPES
appuOpioroyikég ekonimoelg [170]. Ot mapdyovieg Kivobvov Yoo TV €KONAMOT opVIdiov

Bavartov oe acbeveic pe ARVC avorvovion otny mapdypago 6.1.4.1.

4.1.5 Mn ovpnayég pvokaporo (Left Ventricular non compaction — LVNC)

To pn ocvpmayég pookdpdio amoteAel pia apketd omdvia ovtotnTa. O EKTILOUEVOCS
EMUTOAIGUOC NG UEUOVOUEVNG VOGOV HETAEDL TV 00HEVOV TOV TOPOTEUTOVIOL Yol
vrEPMNOKAPIYPaPKO EAeyyo kvpoaiveror petacy 0.01-0.3%, evd petald tov acbevov pe
Kapdlokn overapkelo puetald 3-4% [192,197,198]. O emmoAiacudg givar vynAdTEPOS Yol TO
dppeva dropa (56-82%), ywpig va vrdpyetl erapkng eEnynon yuo to evpnua avtd [193,199].
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O yaunAdg emmoracpog kot 1 xapnAn enintwon (~0.05% yuo Tovg evidkeg) [201] g vocov
TOavOV vo 0peileTal 6 VITOOIAYVOGT, AOY® TNG OLGKOANS ATEIKOVIONG TV SOKIOMGEMY KOl
TOV EVIOU®MV 6T0 dtobmpokikd vrepnyokapdoypaenue [192]. H didpeon niwia didyveong
etvar 5-7 et@v yuo To Toudld ko 40-45 €1V yio toug evidkes [193,199]. X Ppepkn niiia,
N ekTiuopevn emota enintoon eivor 0.81 meputtdoelg / 100.000 Bpéon, evd otV Todikm
nikia 0.12 meputtddoelg / 100.000 moudd [196]. Zta moudd avaeépetor 6Tt 11 wéonon

amoterel <5% mg kot 10 9.5% TV TepmTOcE®V povokapdionddetag [32,202,215].

H ovtétmrta mov cuvovdletor pe TV Topovsioo GVYYEVOV KAPSOTAOELDOV avVOQEPETL
To¢ mopovotaletor oto 12% tov ovvorov TV acBevdv. Ot cuyvitepeg ocvyyevelg
Kapolomabeleg Tov GLVOLALOVTOL LE UT GLUTAYEG LVOKAPOLO0 ivan avTég Tov oyetilovton e
LVOTO (46%), avopoiio Ebstein (25%), tetpaioyio Fallot (8%), duthoéEodoc dekid Kotha
(4%). To un ovumayés pookdpdlo oyetiletor Kot pe Woitepo COUTAOKES KOPIOTADELES,
OGS pe GOVOPOLN IGOUEPELDG, EVD EMNPEALEL TO YEPOVPYIKO OMOTEAEGLO KOt TNV TPOYVOOT)

TV acBevav avtov [205].

Y& moudtatpikn oelpd (242 acbevelg pe ddpeon mapakorovonon didpkelog 4 eTmv),
AVOPEPETOL LVOKAPILOKT] duGAELTOVpYio 68 TOc0oTd 62%, mapovcia appvluidv oe 33%,
Odvatog oe 13%, aipvidiog Bdvatog oe 6.2% o petapdoyevon kapdds oe 5.4%. Qg
TapAyovTeG KIvOUVoy anEnpévng Bvntdtrag avaeépovtal 1 LuoKapdtaKkn duGAeitovpyia, ot
JTOPAYES EMAVOTOADONG Kol 1 TAPoLGio appLOOY (B1UTEP®S KOMOK®OV). AcOevelg e
(PUVGLOAOYIKEG OOTACELS KAPOLOK®Y KOILOTNT®V, PUGIOAOYIKY] AEITOVPYIKOTNTO KOl OTOVGToL
appLOdY Tapovstalovy TOAD YaunAd kivovvo aipvidiov Bavatov [213]. To ehattouévo
KMopa eEmBnong g aplotepng Koldag omotedel mpoyvmotikd mopdyovio Oavdtov n

petopooyevong [32].

Agdopéva evnMK®V ava@Epouy OTL 1 TOPOVCia KAVIKOV EKONAMCE®MY KATO TN
owyvowon (U OVTIPPOTOVHEVY] KOPOIOKY] OVETAPKELN, GULOTNUATIKY EUPOMKY VOOCOG,
eupévovoa kotlakn appvduio) kou n katdraén katd NYHA III-1V (kon og pikpdtepo Babuod
1 GLGTOAKT SVCAEITOLPYIRL KOt 1 SATOCT TNG OPLGTEPNS KOWMOG) OmoTEAOVY GNUOVTIKOVGS
napdyovteg Kivdohvou yia Odvato kat petapdoyevon kapdidg [214]. Emiong, avagpépetot 6TL n
€KTaoT TNG TPOSPOANG TOL HLOKAPOIOV KOl O AOYOG U1 CLUUTOYOVS / GUUTOYES LVOKAPOLO
amoTeAOVV  aveEApTnTovg MOPAYOoVTEG KIVOOVOL Yoo TNV €KONAMOT OVLGAEITOLPYIOG NG
apLoTEPNG KOG, VD TO KAAopa e£mOnoNg ¢ aplotepng Kotdiog Katd ) ddyvwon Kot

EPYOCTIPOUETPiDL KOTA TNV TEAEVLTOIO EMICKEYN OMOTEAOLV OVEEAPTNTOVS TPOYVOGTIKOVG
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mopdyovteg Bavatov [197]. Xe GAAN pelétn, emiong, avadElKVOETOL GTATIGTIKG OMUOVTIKTY
Swpopd petald tov acbevov mov emiPiowcov ko Tov Bavoéviov ce 6Tl apopd TNV
TEAOSLOGTOMKT] SAUETPO TNG APLoTEPNG KOLMaG Kot TG KatdtoEng kKatd NYHA (apeotepa
avENUEVA GTOVG BOVOVTEG), EVA TPOCTIBEVTAL KOt 1 TOPOVGIO XPOVING KOATIKNAG LOPLOPVLYNG
KOl OKEMKOVD OmOKAEIGHOV (owénuévn mapovsia otovg Bavovreg). H Bvnromra ot oepd
avt frav 35%, evo 12% tov acbevov petapooyedtnkov Adym KopOLKNG OVETAPKELNS
TeMK0D otadiov (Stpesog ypovog mapakorovnong 44 unveg) [194]. Avtictoyo, oe dAAn
oelpd acBevav avaeépetal mTocootd mepimov 60% yio mTeyd amotélecua (BAvotog 1M

HETOUOOYELON) O€ TEPI000 TapakorlovOnong 6 etmv [193].

4.1.6 AwTtopoyés oraOAMY IOVTOV

Ot dtopoyés OWA®V 1OVIOV OTOTEAOVV ONUOVIIKO OLTIOAOYIKO Topdyovia
alpvidiov Bavdrtov Wwitepa ce veapovg eviiikes (€mg kKot 30% TV TEPTOCEOV Yo

evnlkeg <35 etdv) [253,254].

O emmoAacudg tov ocvyyevovg LQTS €xel vmoroyiotel mepimov 1/2.000 {dvrta vym
veoyvd (agopd veoyvd pe mopdtacn tov QT SwoTHOTOC Kol Ofl GLYKEKAALUUEVO
ovvopouo, OMAadN acbevelg pe petdAroén oAdd euooloywd QT) [255,256]. Av kot ot
nePLoc0TEPOL 0cbevelc mapapévovv acvpmtopatikol, to 36% €& avtov pmopst va
EKONADOCOVY GLYKOTTIKA €mecOd kot 10 13% aepvidlo Bdvato €émg v nikia tov 40 etdv
epocov Tapapeivouy yopig aywyn. To 80-90% tov tepittdcewv opeiletor oe petaAraéels 3
yovidiov (KCNQ1, KCNH2, SCN5A), ot onoieg 0dnyobv o€ datopoyn TV StadA®V KaAiov
ka1 voarpiov (avtiotorya LQTI, LQT2, LQT3) [250]. H mapovcia cuyKekpipévoy TOT®V TOV
ovvopopov (my. ovvopopa Jervell ko Lange-Nielsen, LQTSS8) oyetileton pe dwitepa
KakonOn mopeia (mpdyn ekdNAwon pellovov appLOUIOAOYIKOV GLUPOUATOV, TTOYN
avtondkpion oy Oepamneia). H mpodyvoon, eniong, ennpedletor Kot omd ToV YEVETIKO TOTO
0AAG KOl TOV TOmO NG MeTOAAaENG. EmmAéov, duvopevelg mpoyvawotikohs mapdyovieg

amoteAovv [249,255]:

= 7 rapdatacn Tov QTc >500 ms (ko Wwitepa >600 ms)

= 7 mapovsia evaAlaymv Tov kopatog T oto HKI (évoeién nhextpikng aotdbeiog)
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= 1 eKOMNA®OT GLYKOTTIKAOV EMEICOSIMV M KAPOOKNG OVOKOTNG o€ nAkio <7 €10V
(VyMAOTEPOC KIVOLVOC ETAVELPAVIONS aPpPLOUIDY Tapd TNV ay®YN HE B-avaoToAElS)
Kot 101mg Katd to Tp®dTo £T0¢ TG NAKioag (avénuévog Kivouvog yia awpvioto 6avoto)

= 1 ekdNA®OT appLOUIGV Tapd TN HEYLOTY dvvaTH BEPATELTIKN YWY

" 70 YUVOIKEIO PUAO

O emumolacpodg tov cuvdpopov Brugada (BrS) vmoloyiletar mepimov 1/2.000 dropa,
ov Kol pmopel vo VTOEKTIHATAL AGY® 1TNG TOPOVGING CGLUYKEKOAVUUEVOV HOPPOV TOL
oLvopOLoV. YYNnAOTEPOG emmolacidg mapatnpeitar otnv Acio (cuykpitikd pe tig HITA 7
¢ Evpdnn). To BrS éxet evoyomomBel yia 4-12% tov cuvorov tov arpvidiov Bavatov (ot
g 20% tov ampvidiov Bavdtov oe acBeveic yopic dopkn kapdomdbewn). 17-42% tov
acfevov  mopovctdlovy CLYKOTTIKE €melcdOlr 1| a1pvidlo Bdavato Ady®m KOIMOK®V
appuOidy, av Kot cuvnBwg ol mePLesoTEPOL aobevels mapapévouy acvuntopatikoi. H
ETNO EMMTOON KOPOIKNG OVOKOTNG oTOvG Thoyovieg ektipdrtor petasd 1-2%. To
oOvdpouo, cuvibwe, ekdnidvetar kotd v 3" ko 4" dexaetio g (ofc. Ta dppevo dropa
nmopovotalovy 8-10 gopéc peyaddtepo Kivouvo va EREAVICOVY TO GUVOPOLO, EVD £YOLV KOl
YeWPOTEPN TPOYveon (5.5 @opég peyaivtepog kivouvog yioo SCD). AAAol mopdyovteg mov
€YOUV GULGYETIOTEL HE TNV €UPAVIOT dLVNTIKA Boavoatnedpwv appubuidy Kot opvidiov
Bavatov gival To 16TOPIKO CLYKOTTIKOV EMEIGOSIMV, 1 LTOUATN (OYL TPOKANTY) EUPAVION
HKT tomov 1, n mpdkinon KoMakodv appubuidv kotd T StdpKelo NAEKTPOPUGIOAOYIKNG
perétng. Ta appvButoroyucd copufdpata TopaTnpovvIaL, Kupiws, KAtd TV ovATovo™n 1 Tov
omvo (Wiadtepo petald 12-6 mp) kot omdvie kotd T owdpke g nuépag. O mupetdg
amotedel onuavtikd mopdyovta ekonAwong HKI  Swrtapoydv oAhd kol KOUMOKNG
HOPLOPVYTG. ZNUEIDVETOL O CNUOVTIKA 0LENUEVOS ETUTOAAGLOC TOV GUVOPOUOV GE ACHEVEIC
pe oyloppéveln, kdtt mov Oo umopovoe va eénynoer tov avénuévo kivovvo apvidiov

Bavdarov otovg acbeveig avtovg [249,250,252,255,257].

O emmoloopog g CPVT extypdton ~1/10.000 dropo. H ocvpmtopatoroyio
napovctaletal, cuVNOWC, Katd TNV Toudkn nAkia (7-9 etdv), evod £wg kot 80% twv acbevov
puéxpt 40 etmv mov dev AouPdvovv aymyn Ba ekdnidcovv Kamowag popeng appvduia. O

kivovvog aupvidiov Bavdrtov avépyetar oto 30% [249-251].

O emmoloopog tov SQTS extipdror oe <2% (6pro ta 360 ms). Exovv meprypapel
nepinov 200 mepiotatikd (50 mpoosPePfinuéveg owoyéveleg). Ot cupmTOUATIKOL 060gVElg

tetvouv va mapovsialovv Bpoyvtepo dtdotnua QT. Eved apykd siye meprypopel g mepimov
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60% tov acBevov gkdnidvovv cvykomtikd enecod kot 30% SCD, mo mpdoeata

dedopéva detyvouv 011 >50% tov acbevav tapapévouy acvuntopotikot [249,250].

4.2 Mvokapditioa

H mpaypatikn emintoon g vocov dev glvol yvootn. Xe modloTpikéc oelpés,
avaeépetorl etota enintwon <1/100.000 [39,69]. O emo10¢ emMmOAAGHOG TG LVOKOPIITIONG
vroloyiCeton og 22/100.000. Iotodoywd dstypoto amd vekpoTopés veapav evniikwv (<40
ETMV) HE opVidlo BAvaTto VITOINAM®VOLY TV TaPOoVCit LLOKAPSITIONG GE TOGOOTO €M Kol
20% otov mAnbvopd avtd. H pvokapditoa Bewpeitar n tpitn otio awpvidiov Bavdtov oe
abAntéc avtayovioTikov abinudtov [12,31]. Xe acBeveic pe Aoluwén omd HIV,
pvokapditda €xel mapoammpndel oe >50% tov detypdtwv avtoyiog [30]. Ostikn Proyia
pvokapdiov €xel avaeepbel oe 9-16% evniikov acBevav pe DCM pn woyoykng attoloyiog
Kat 610 46% tov mawdwv pe DCM [5]. Avagépetat Toc, oyeddv, 1o 50% tov achevov pe
KAMVIKY] O1dyveon SlTaTiknG Huokapdlomdoelag mapovcstdlel avoooioToynUiKd suprjpota
ocoppatd pe  pookapditida  (emopéveg pmopel  vo  katatoybel g  AEyHovOOMG

pvokapdtomddeta) [33].

Ye acbeveic pe Khvikr] vmoyio pvokapditdag (PA. dayveoTtiky mTpocéyyion) 1
evepyo pvokapditda emPePoropévn pe Poyia, aveEdptnToug TPOYVMOOTIKOVS TAPAYOVTES
Y petapdoyevon kopdlde M/xor 0dvato amotelovv n mapdrtacn tov QRS (>120 ms), n
TAPOVGI0 GKEMKOD OMOKAEIGHOD, TO 1OTOPIKO GLYKOTTIKOV €MEC0diV, N Katdtaln katd
NYHA oc¢ otdoo II-IV, n mopovcio avocoictoynuikdv onueiov eAeypovig ot Proyia
pvokapdiov, n amovoio Oepameiog pe P-amokAelotég Kot 11 SvsAertovpyio TG OEI0C KOG
N N apewollokn ovoAiertovpyion [77,171-173,177]. Emiong, oe acbBeveig pe o&ela M
KEPOUVOPOAO HVOKOPIITION TPOYVAOOTIKOVG Oeikteg TTmyNg €£EMENG (o€ OTL agopd TNV
ATOKOTAGTAOT) TNG AEITOVPYIKOTNTAG TG OPLOTEPNG KOLMOG Kot TNV MPimon) anoteAodv ta
avénpéva eminedo vtepievkivng-10 ko tov cvumidkov Fas (FasL) [o vmodoyéag Fas (1)
CD95) amoterel péhog g owkoyévewng vmodoyéwv TNF kor exkepdleton petd v
evepyomoinon tov B-kuttdpwv. H obvoeon tov pe 10 ocvpmioko FasL (to omoio ekppdletan
oe evepyomompéva T-k0TTOpa) TOPOSOTEL TNV OAMOMTOON TOV KLTTAPOV (KLTTAUPIKOG
0avarog)] [174-176]. Avtictoryo, oe acbevelg pe ypovia PAEYHLOV®OT pvokopdlonddelo kot
apvntikd Eleyyo pe PCR yia v mapovacia 1ikod yovVIOIOUOTOS, 1] OViXVELST TEPPOPIVIG OTNV

pookapolokn Proyio amotedel apvnTiKO TPOYVOOTIKO OEIKTN YO0 TNV AEITOVPYIKOTNTO TNG
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aplotepng kotriag [187]. Téhog, N TapovGio KOPSOKOV OLTOAVIICOUATOV (Kol EWOIKOTEPA
EVavTL TNG LOGivNG) oYeTILETOL LE TTOYT AEITTOVPYIKOTNTA TNG OPLOTEPNC KOIMAG (CLUGTOAIKY

Kot S106TOAIKN) o€ acBeveig pe ypdvia pvokapditida [188].

H npdyvoon tov acBevav pe pookapditida oyetileton, eniong, He v KAMVIKY KOV
Katd 1t owdyvoon. Ot acBevelg pe oelo pvokopdiTido Kot KOAY AELTOVPYIKOTNTO TNG
aplotepg Kowiag (Omme ekepdletal amd 1o Satnpnuévo KAAoHo eEmOnong) £xovv mOAD
KOAN TTPOYVOON WE TANPY OvVAPP®OT OTIC TEPLoGOTEPES mepimtwoelg [178]. AcbBeveig pe
KEPALVOPOLO pvokapditida pmopel vo ypelaotodV eTBETIKY VITOCTNPIKTIKY Oepameio Katd
v ogla paon (PapUOKOAOYIKN /KoL UNYOVIKY] DTOGTHPIEN THG KUKAOQOPIaG), X0V OUMG
eCapeTIKn  HokpompdOecUn TPOYVOON Kol TEPIGGOTEPEG TOAVOTNTEG VO OVOPPHDCOLV
TMPOS cVYKPVOUEVOL e Toug acBevelc pe ofelo pooxapditidoa [179]. H mpdyvmon ava

KAMvikd ovvdpopo tapovstalietor otov Hivaxa 12 [13].

Ot aoBeveic pe yyavtoKLTTOPIKY] HLOKOPJITION EXouv TN TPOYvoon (didpeon
emPioon <6 unvov) ko, covibog, ypedlovtal petopdoyevon kopdlds. H emiPimon diywg
LETAPOGYELON Vol KOADTEPT Y10 TOVG a0OEVELS P KApOlOKY GOPKOEId®ON, e TNV Setn
emPioon va kvpaivetar mepimov oto 70% [180]. Ov mepiocdtepor acBeveic pe voco tov
Lyme avappdvovv tAnpwg [178]. H noctvoeilkn pookopditida, enions, EXel GYETIKA TTOYN
TPOYVAOOT], WOUTEPWOS OTOV GLVOOEVETOL OO VEKPOTIKEG OALOIDGELS TOL HLOKOPOioV, OTOTE

K0l 01 TAEOVOTNTO TOV TEPUTTMOGEMV OloylyvdokovTol ot vekpotoun [181,182].

Evdwpépov ototyeio amotelel to yeyovog TG 1O1TEPO GLYVNG OVIYVELONG KOV
YEVETIKOL VAKOVD otn Proyio pookoapdiov oe acbeveig pe dwotatikn pvokopdlomddeia, mn
omoia £xel yapoakmprotel wg Womadne [183-184]. Me dedouévo 10 YEYovOg TS OPIGUEVOL
101 6mwg o mapPoioc B19 aviyvedetor apketd cuyva 6€ VY1 ATOUO LE PUCIOAOYIKY] KOPILOKT
Aertovpyia [185], n mpoyvowotikn a&io Tov €VPNUATOG VTOD dev Umopel va kaboploTel pe
axkpifela [33]. e khmoteg PEAETEG, M AveDPEST 1ikoD YOVIOIOUOTOG PoiveTon vo, oyetiletal
apynrtikd pe v tpodyvoon [77], ka1t mov dev emPePfordvetal amd AALEC, TOLAAYIOTOV GE OTL
aQOPA TNV AELTOVPYIKOTNTO TG OPLOTEPNG KOIAIAG, TNV AELTOVPYIKY KoTdoTaon Katd NYHA,
™V avdykn yw petapdoyevon kot v emPioon [171,184]. Zmmv oautiomaboyévela g
10YEVOUE HVOKOPSITIONG KOl PAEYLOVMOIOVS HLOKAPIOTADEINS, EKTOC OO TNV TOPOVGIN TOV
1ikoh YOVIOI®OUOTOG LITAPYOVV Kol BAAOL TOPAYOVTIES TTOV EMNPEALOVV KOl TPOTOTOLOVV TOV
aITIOAOYIKO pOAO TOV 1OV og OTL agopd v ékPacn, OT®mg 1o 1iKd (optio, 0 evepyog

TOAAOTAQGLOGLOG TOV 100, 1| GLALOTU®EN e AAAOVS 100G Kot TO YeveTkO vtoPabpo [33,78].
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H mopopov tov 1ikod yovididpatog oe emavoAnmtikn Poyia €xel ovoyetiotel e

TPOOOEVTIKG EMIOEWVOVUEVT AELTOVPYIKOTNTO TNG OPLOTEPNG KOWiog, avtifeta n eEdheym

avtov oyetileton pe onuavtikn Pertioon [186].

KAINIKO XENAPIO ATAPKEIA MNPOI'NQXH
NOXOY
Y0Ovopopo opowdfov pe o&v otepoviaio | Qpeg— pnépeg Ko ev 1 Poyia  avadeiget
GUVOPOLO LLE PUOIOAOYIKE GTEPAVIOin aryyeio AELPOKLTTOPIKY LLOKOPIITION
Kapdiokn avemdpkelon pe  @uooroywol | <2 gfdopdadeg Kol oe kepavvoBoOro AEL@OKLTTOPIKN

peyéBoug 1 olateTapévn oploTeP KOkia Kot

QLLOSVVOLLIKT 0oTAOELL

pookopditida;  umopel  vo  ypelootel
wOTPOT 1 UNYOVIKY] VTOoTAPIEN  TNG

KUKAOQOPiogG

Kapdiokn avemdpkelo pe dtdtacn apiotepng

Afyeg efdopadeg

I[Mtoyn; vynAn mbavotnto Bavdtov 1

KOWMoG Kot EUOAVIOT  VE®V  KOWMOK®OV | — UVES petapooyevong Kopdas €av n Poyic
appviidv, vyniov Baduov K-K arnokieispon avadeifel mv Tapovsio
N oamovcia avtamdkpiong oI cvvidn ayoyn YLYOVTOKLTTAPIKNG LLOKOPOiTIdaG

&vtoc 1-2 gfdopddwv

Kapdiokn avemdpkelo pe didraon apiotepng | Atyeg efdonddes | Kain ta mpdta ypovia, aArd e avénpévo
KowMog yoplg epedvion VvEOV  KOMOK®AV | — UVEG K{vOUVO TPOOSEVTIKNG HLOKOPIOTADELNG
appuBuioy - 1 vyniod  Pobpod  K-K KoL KOPOLOKNG OVETAPKELOG

ATOKAEIGLOD

Kapdiokn avendpiela pe nootvopiiio Onow MMroym

Kapdiokn avemdpkelo pe didtaon apiotepng | [TAéov TV | AvEnpuévog Kivouvog avaykng Prnpotoddtn

KOWMOG KOt EUOAVIOT)  VEOV  KOIMOK®OV
appvOadv, vymiot Paduod K-K amoxieicpot
N amovoia avtomdkpiong ot cuvnon aywyn

&vtoc 1-2 gfdopddwv

HEPIKAV UNVOV

N ICD e&év emPeParwdel n mopovcio

copkoeidwong oty Proyia

Kapdiokn ovemdpkelo pe dtdtacn apiotepng
KowMog yoplg epedavion vEOV  KOWMOK®OV
Babpod  K-K

appuBidy - M LYNAOL

ATOKAEIGLOD

ITAéov TV

HLEPIKAOV PUNVOV

E&aptator amd v Aettovpyikn katdraén
katd NYHA; 1o khdopo €£dOnong Kot
TNV TOPOLGio 1 OMOVGIN EAEYLOVIG Kot

1ikoV yovididpotog ot froyia

Mivakag 12 Mpoyveoon puokapditTidons ava KAVIKO covopopo [13]

e 0Tl 0popd TOVG TOdLATPIKOVS acBeveig pe pooxapditida, dedouéva amd tic HITA

delyvouv OtL 1 TPOYvon etvar kaAdtepn o’ 6TL 6TOVG EVIAMKEG, Le emiPimon mov Eemepva TO

90%. Ot mAelovotnta TV acbevav ypnlovv voonieiog o€ povdda evIaTikng Bepameiag, Evad
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nepinov 10 20% AapPaver kdmolag popeNg €EMOMUATIKY LVTOSTAPEN TNG KLKAoPopiog
(extracorporeal membrane oxygenation - ECMO, ventricular assist device - VAD 1 ko ta 2).
[Tepimov 4% twv acBevodv katoAnyovv vo pHeTapooyevBovy. AveEaptnTovg mapdyovteg
KIVOUVOL Yol LETOUOGYELOT Kapdlds 1 BoavaTov amotedlodv 1 e£®GOUATIKY VTOGTNPIEN TNG
KuKAOQOpiOG Kot M ypnon oyyeodpactikdv eoapuakwv [189]. Ot mepiocdtepol amd TOLG
emPuooavteg (1W0witepa avTol pe 0&eio AEUPOKVTTAPIKT HVOKOPIITION) OVOPPDOVOLY TANPWG
LE QULGLOAOYIKY] KOPSOKY AETOLPYiD, OTOVGIOL CNUOVTIKOV — appLOUIdV, SlOKOTY|
(QOPUOKEVTIKNG OY®YNS KOl PUGIOA0YIKY dpactnpotnto [190]. Aneikoviotikd ctoyeio amd
TNV LOYVNTIKT TOROYPAQiot KapOldg Tov £X0VV GUGYETICTEL OPVNTIKA e TV TPOYVMOT| givarl
N STOYMUATIKT] CLUUUETOYN] TOV HLOKApPdiov, N KABOAKN LITOKIVNGIO TOV HLOKAPSioV, M
ddtaon TG aplotepng Kotdiag, KAdopa eEmbnong g apiotepng Kotkiog <30%, xkidopo
Bpdyvvong <15% ko pétpoa — coPopr| avendpkelo prpoedovg [34]. H aviyvevon tikod
YOVIOLOHOTOG 6T Broyio puokapdiov TadtoTpik®dv acevay pe ofeio Kapdlokn avemdpKelo
(newtdg TANBLo UGG acbevdv e puokapditida Kol Tpdceatns Evapéing DCM daympilopeva
pe Baon v 10T0A0YIKN E1KOVA) amotelel BeTIKO TPOYVOGTIKO Tapdyovia 6g O,TL APopd STV

avaKopy™n TG AEITOLPYIKOTNTAG TNG 0PLoTEPNS KOIAlaG Kot TV emPioon [191].
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5 KAINIKH EIKONA
5.1 Mvokaporoma0eieg

H xhwvikn ewcdva otic pookopdtonadeieg eivor pn €01k Kot Topovctalel eacuo
eCopetikd peydov gvpove. Ilapovoidlovtal, EVOEIKTIKA, Ol TEPUTTMGELS TOV KUPLOTEPWOV
LOPO®V HVOKAPIIOTAOELNG. AVOQEPOVTAL Ol EKONAMGELS €K TNG TPOGPOANS TOV pvokapdiov
Kol Oyt TOOVOV CLOTNUOTIKOV VOOTUAT®V 7OV €KONADVOVIOL HE TOVG OVTIOTOL(OLG

QoVOTOTTOLG pVokapdlomddelog (evotnta 3).

5.1.1 Awrtotiki pvokaporondosia

H DCM rtoumikd 0dnyel o€ EAATTOUEVT] OUEIKOTAOKT] GUCTOATIKOTNTO KOl EKONAMGELS
CUUPOPNTIKNG KAPOIIKNG OVETAPKELNS (SVOTVOLN, TVELLOVIKY] GUUPOPNOT — TVELLOVIKO
oidnua, gVKoAN KOT®ON, oidnua, aoKitn, nratopeyaiio). e acbeveic pe younAn TpoOGANYN
dAatog 1 Lo drovpnTikn Bepameia, akdpo Kot onpovtikod Pabuod cueTtoAikn dvciettovpyia
UTOPEL VO UMV GLVOOEVETOL ATO GLGTNUATIKY 1 TVELUOVIKT] GLUPOPNGT KO VO, EKONADVETAL
uovo pe e0KoAN kOmmon kot petwuévn avroyn [38]. Ot exdniwoelg g vooov, emiong,
TEPLOUPEVOLY JATAPUYEG TOV CLGTNLUOTOG AYMYILOTNTAS (KUPIMG VITEPKOIALAKEG OAAL KOt

KotMakég appubuieg), Opoppoepporikd avopeva Kot oigpvidlo Bdavaro [15,18].

H mielovomta tov aclevav pe wionadn DCM dayryvooketor petacd 20 ot 50
et®v. H kapdlokr] avemdpKelo omoTeAel TNV cLYVOTEPN TPOTAPYIKY EKONA®OT (TEPimov 61O
75-85% 1ov acBevav). To 90% twv acbevov exovv averdpkelo katd NYHA taéng II-IV
ot edon ¢ odyvoons. Kvplapyodvv 1o copntdpote ek e TpocPoAng e aploTepNns
kotMag. H dvonvola mpoornabeiog (86%), to aicOnua moipmv (30%) kot to oidnua (29%)
AVOQEPOVTOL MG TA GLYVOTEPO GUUTTMOUATO TOL TOPOVCIALOVTOL PYKO GTNV TOPEid NG
voocov. Ilaveo amd 10 >95% tov acBevov mapovoidlovv KMVIK ocupmtopaToloyio
KApOLOKTG AVETAPKELNS GTNV Topeia TG vOcov. Owpakikd dryog mapatnpeitor 6to 8%-20%
TV acfevav o¢ apyikd cOHUTTOUL Kot 6T0 35% TV 0cbevodv Katd TV Topeia TG vOGOoV.
OpopPoepforikd emelcdd0 (GLOTNUOTIKNAG 1 TVELLOVIKNG KUKAOQOPIOG) TOpOTNPOVVTIOL MG
apykn ekdniwon oe 1,5-4% tov acBevov kot wWiaitepa o eketvoug pe Popld kapdlokm
avemdprelo kot Kapdopeyorio. KoAmkn pappapoyn mopatnpeitor og <25% tov acBevav pe
Opoppospporikn véco. H mapovsio kotAok®dv appuduidv eival cuyvi, OLOS 1 GLYKOTN Kot

0 0pVidlog Bdvatog amotelohv oTavies apykKés ekOMADCEL TNG vooov [40,41].
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5.1.2 Yaeptpo@ikn pookaporomwadera,

Ot TAe10vOTNTO TOV 0GOEVAOV EIVOL ACVUTTOUOTIKOL 1] £(OVV N0 GUUTTMOUATOAOYIA.

Ta kOpla evoyAuata eivor 1 dvomvoln, 10 Owpakikd GAyoc, To aicOnuo TOAUOV Kot,

MyOTEPO GUYVE, TO. GUYKOTTIKA EMEIGOSL0. TVUTTOUATOAOYIO KAPOIOKNG OVETAPKELG gfvat

ovyvn Kot opeiietal, Kuplog, oe doTOMKY dvsAettovpyio TG APLGTEPNG KOO Zuyvd, 1

TPAOTN EKONAMOT TNG VOO0V givar 0 apvidlog Bavatog aitepa oe véoug eviiiike. H HCM

amotedel TV wpdT crtio owpvidiov Bovatov oe AOANTEC avVTOYOVICTIKGOV aOANUATOV

[20,36].

H mapovsio copntopdtov arodidetor oe 4 kupiog mafoPueIoAoYIKES KOTACTAGELS:

pvokapdtakn dctoAikn dvciertovpyio, LVOTO, mapovsio appuduidv Kot dtotapoyn e

16oppomiag LETAED TPOoPOPAS Kat KoTavdilmong o&vyovou [20,29,36]:

N doToMKkn dvoAertovpyion odnyel oe avEnom NG TELOJIGTOMKNG Mieong otV
apiotep] kolioo (LVEDP). Q¢ amotélecua avEdvoviar ol MEGES GTOV OPLoTEPO
KOATIO, TIG TVELUOVIKEG OAEPEG Kan Ta wvevpovikd Tpryoedn). H LVEDP av&dveton
Wuitepa KOt TNV AOKN G, 00NYDOVTOG GTNV ELPAVICT] OVGTVOLNS, EVKOANG KOTMOT|G,
0pBOTVOL0G, TEPLPEPIKOL OLONATOS, ONAAON KAPOLOKNG OVETAPKELOS LE JLOTNPNUEVO
KAAopatog eEdOnong

ot acBeveic pe LVOTO, ocvvbwg, £govv avénuévn LVEDP «kat dvonvola xatd tnv
doxnon, evod kdmotol eneaviouv Kot EKONAT KapOloK OVETAPKELDL. ZVYKOTN KOTA M
apESMG HETA TNV doknomn uropel va opsihetar oe coPapn amdepaln aveaptnto and
TNV TOPOLGIN KOTAOKNG TOYLKAPOTOG

N dwtapoyn TG 16oppomiag LETAED TG TPOSPOPES Kol TG KOTAVAA®mONG 0&uydvou
0TO0 HVOKAPS10 odnyel otV gueavion Bwpakikod GAyovg, To omoio pmopel va €xet
yopoktnpa otbayyns. H avicopporia avtr mpokaieitor Aoy TG vTOAPIELONG TOV
TEMOYVOUEVOL LVOKAPOTOV (VITAPYEL YOUNAT PO GIUATOC GTOVG EVOOTOUYMUATIKOVG
oTEPAVIAIONS KAAOOVG AOY® GLUTIESNC TOVG OO TO LIEPTPOPIKO HLOKAPO10) TOPd
TIG AVENUEVES AVAYKES 0VTOD GE 0EVLYOVO

N Topovsio appLOUIOV Kol WOUTEPO KOATIKNG HOPUOPVYNG KOl U1 EUUEVOVCOG
KOwtMakng tayvkapdiog etvar oyetwcd cvyvn. Iepimov 5% twv acBevov gppavilet
ovvopopo WPW. Ot ekdnidoelg mov oyetiCovror pe v mapovoio appuduimv
neptlopfdvouy aicOnua TOAUDV, TPOGLYKOMTIKA KOl GLYKOTTIKA £TEIGOOL0, KAOMDC

Kot a1pvidlo Bdvarto. Mn gppévovsa kotlakn toyvkapdio mapatnpeitor oto 20-30%
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TV acbevav kot anotelel peilov mapdyovia Kivovvou yio oaevidlo Bavarto (pmopet
v 00MYNOEL 0 KOWALOKY poappoapvyr). H mapovsio KOATKNG poppapvyng oev sivon
KoAG avekt) amd tovg acbeveic pe HCM, kobBdg M am®AED TOV KOATIKOV
AOKTIGHOTOC OtV TTANpOOT NG oploteprg kowdiag (n omola €xet  younAn
EVOOTIKOTNTA  AOY® VREPTPOPING), OE OLVOLAGUO UE TNV TO)Eld KOIWMOKY
avVTOmOKPIoN, 00Nyovv oe mepattépw dvodo g LVEDP kot oe euedvion (1
emdeivoon) kapdiokng avemdpkelog. H mopovcio KOATKNAG poppopuyng omoteiet
petlov mapdyovra KwvdbHvov yio Opoppogpupforikd @ovopeva (IGYOLUIKO ayyelokd
eyKeQaAkd enelc6010). H mapovsio didtaong tov apiotepod kéAmov kou 1 LVOTO

OmOTEAODV  ONUOVTIKOUS  TOPAYOVTEG KIVOUVOL Yoo TNV EUQAVION  KOATIKNG

HOPHOPVYNG.

H extipopevn emota Bvntémmra g voécov kvpaivetor amd 0.7% £€og ko 6%.
[Tapdyovteg mov dvvnrtikd oyetiCovral pe avénuévo kivovvo aevidiov Bavdtov eivar to
BeTiKd owkoyevelokd 16TOPIKO Yoo aupvidlo Bavato 1 Bdvato oe veapn nlkio, N Tapovcia
CLYKOTTIK®V EMEIGONIMV, 1 TOPOVGIO OVOKOTNG, 1 £KTOOT) TNG LAEPTPOPIOG TNG APLOTEPAS
KOWMag pe omdepasn tov yodpov €£0d0v, M EKTOON TNG HVOKAPONKNG aToSiog Kot Tng
duapeong tvomong, n Evapén g vOGov 6 veapr NAkio, 1 TOPOLGIN LLOKAPOLOKNG 1GYOUING
oTNV TOMOYPOQia. OUATOONS, N TPOKANGN VROTOoNG KOTd TN JOKIHacio KOmwong, 1M
TOPOVGIo U1 EUUEVOVGOG KOTMOKNG TAXVKOPIIOC, 1) TOPOLGIN CUYKEKPIUEVOV UETOALAEEDV

K0l 01 TOPOVGI0 TPOTOTOMTIKAV TNG VOsov yovidiwv [20,29,36].

5.1.3 IlgproproTikn pvokaporondfsia

H vocog oonyel oe Owatopayr NG OGTOMKNG TANPOONG TOV KOOV e
QLOOAOYIKO M EAOTTOUEVO OGTOMKO OYKO o€ pio M kot Ti¢ 2 kothieg. H ovotohkn
Aertovpyio, TOLAGYIGTOV GTO OPYIKA GTASIO TG VOGOV, S10TNPEITOL GE PLGLOAOYIKA EMITESAL.
H ehattopévn evootikdétnta tov pvokapdiov odnyel oe dvcavdioyn avénon Tov

EVOOKOIAOTIKAOV TEGEMV GE GYEON LE TIG LETAPOAEC TOV EVOOKOIAOTIKOV dykov [21].

2uyva, TNV KAWVIKT EIKOVO, ETIKPATOVY TOL CUUTTMOUATO O TNV TPOSPoAN TG 0e€1dg
KowMag, Omwg Oykwon oeayrtidowv (Adywm avénong g KevIpKng QAEPkng mieonc),

TEPLPEPIKO 0ldNpa, NmaTopeyorio Kot ackitng. H mposPoin g apiotepdc kotkiag oonyel
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otV €KONA®O™N OVOTVOLC KOl TVELHOVIKOD OONUOTOC HE KopdloBmpakikd Oeiktn €vidg
QLGLOAOYIKAOV opiwv. [TapdAinia, VTAPYOVY Kot YEVIKA U1 E101KE GUUTTOUOTO, OTMS EVKOAN
KOmwon kot advvapio. Oa mpémel va tiBetan voévola g vooov oe acbeveic pe Kapdtokn
aVETMAPKELD, YOPIS OU®G KopIOPEYOAo 1 EMMPEACUO TNG CLOTOMKNG Aettovpyiag. H
exONAmon Bwpakikol dAlyovg otndayyucod THmov lval acvviOng, £KTOG amd TV TepinTmon
™G apvAoEidmong 6mov pmopet va gival kot 1o kupiapyo countopa. H oepd epepdviong tov
COUTTOUATOV KOTA cvyvotnta eivor dvomvown (71%), oldnua (46%), aicOnupo molpodv
(33%), xomwon (32%), opbBomvola (22%) [21,37,43]. Avtictoya n oepd gpedviong TV
KMviKov onueiov xkotd coyxvotnta eivor didtaon ceayitidov (52%), cvotolkd @uonua
(49%), tpitog kopdlakdg TOvog (27%), vypol poyyot (18%), ackitng (15%) kot oionpa (15%).
H Aerrovpyucn ta&vounon katd NYHA eivar: taén 1 (19%), t6én I (53%) o taén M-IV
(28%) [37].

[Tepimov 10 1/3 10V 0acBevov pe wWwrab) RCM ekdniovovv Opopfoepfoiucd
encoodwn.  [dwitepa cvyvég elval ol daTapoy€c TOL CLOTHUOTOS OYWYOTNTOS TOL
pvokapdiov otV apviogidmon kot ) capkogidwon. H mapovsio KOATIKNG HOpUapLYNG

etvan emiong ovyvn oty W1omadn Lopen g vOGou Kot otV apviogidwon [21,37].

5.1.4 AppvOmoyovog dvomhacio g 6eS1ds Kotrhiog (appvOproyévog pvokaporonddsia)

H vocog tuomikd ekonldvetor oe veapovg dppeveg eviMkes Kot yiveton KAk
eneavng, cuvibwe, peta&d tng 2" ko 4" dekaetiog e (ong. TovAdyiotov to 80% TV
TEPIMTMOCEWV OlAYLYVAOCKOVTOL TPV TNV NAkia tov 40 etov. Yroyio ARVC 0a mpénel va
tiBetan o€ véoug acBevelc mov TaPOVGIALOVY GLYKOMTIKA EMEIGOSLN, KOIMOKY ToyvKopdia,
KOPOLOKN OVOKOTN 1) 6€ EVNAMKOVG e GUUPOPTIKN KOPILOKT avemdpkela. Ot TAEov cuyvEg
KAMVIKEG ekdnAdoelg elval To aicOnua TpoKapSIwV TOAU®OV Kol 1) EKONAMOT), oXETILOUEVOV
Le AOKN O, CLYKOTTIKMOV ENELGOJIMV G€ EPNPOVG 1 VEaPOoHS EVIIAKEG, TO 0TOi0L GUVOIEVOVTAL
a6 avactpop] Tov T emoappdtov otig 6e51€g mpokdpdies amaywyEg N Kotk appuduio pe
HLOPPOAOYiQ aPIOTEPOV GKEAMKOD ATOKAEIGHOD 1 dlaTapoy] TNG AELTOLPYIKOTNTOG TNG OEEIHG
KoWiag oe omewoviotikég pebodovg. Ilepiotaciaxkd m vocog pmopel vo  exdnAmBOel
opotdovtog pe o&ela pookapditida (Bopakikd dAyog, NAEKTPOKAPIIOYPUPIKES SLOTAPAYES

Tov Staotnpatog ST kat Tov endppatog T, abénon towv pookapdiokadv eviouwv) [25,27,42].
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H popeolroyio tg xothakng toyvkapdiog oe acbeveic pe ARVC, ocvvbwmg, eivor
TUTTOV OTOKAEIGHOV TOL OPLOTEPOD OKEAOLS (OVTOVOKAMVTOS TNV TPOEAELGT TNG €K NG
de€ldg xowiag). H mapovsio wolmddovg 1otov odnyet ot onuovpyic KVKA®OUATOV
EMOVEIGOO0V, T OTTOI0 ATOTEAOVV KOl TO VTOGTPOUL EUPAVIONG KOPIUKDV appuidy Kot
apvidiov Bavdtov. Ov appuBuieg Tvmikd exidovion PeTd amd SEYEPSCT] TOL AOPEVEPYIKOV
ovoTnHaTog N TNV doknon. H kotmakn tayvkapdia oty ARVC, tomikd, sivon povopopen. H
ARVC amotelel onuovtikn attia aipvidiov Bavatov og veapovg eviiiikeg mov abrovvtat. O
UNYOVIGHOG TOL a1pvidiov Bovatov eival, OTIS TEPICCOTEPES MEPITTAOCELS, EMITOYLVOUEVT
KOWAOKY] Toryvukopdio Kol HETATTMOT 6 KOIAMOKN pappopvyrn. Meillwv mopdyovta Kivovvov
Y EKONA®on a1pvidiov Bavatov amotedel N OOUKN Kot AEITOVPYIKN emdeivwon g 0e&1dg

KowMoag [25,27,42].

Kopdiokn avendpketo (0e£14¢ KOWING 1 OUOIKOIALNKT) TUTTIKA ep@avileTon Katd tnv
4" 5" dexoetio g Long. H ARVC pnopei va mpokarécel eE10 kKapdlokn avemdpkela yopig
™V avdmrtuén mvevpovikng vaéptaons. H de&ld kapdaxn avemdpkeio cuvibwng eppavileton

4-8 £ petd Vv gpedvion TAnpovg 6e&lov amokieiopod oto HKI [25,27].

H Ak mopeia g Khaoowkng ARVC (npocsfoin g de&ldg kotMag) pmopei va
dwakpel ota akolovba otadwn: 1. cvykekaAvupéEVN vocog (amovaio 1 Tapovsio AotV
dopk®mv aAloiwoewv G 0eldg koldag, amovsio 1 mapovsios EAUCCOHVOV KOIMOK®OV
appLOdV). Alpvidtog Bavatog pmopel vo Tapovslactel 68 aVTO TO aPYIKO GTASI0 MG TPMTN
EKONAMGT NG VOCOV. 2. TOPOLGio KOIMOKOV appuButdy Tpogpyduevov and ™ 6e€1d Koo
HE OLVOOEG OOUIKEG KO AEITOLPYIKEG OAAOIDGEIS. 3. dlaTapayn NG AEtovpykdTTOg -
OLOTOATIKOTNTOG TNG O0efldg KOWMOG pHe EKONAMOEIS KOPOOKNG OVETAPKELNS. 4. TEAMKOD

oTOoOl0V OUEIKOIAOKT KapdlaKn averdpkela [42].

5.1.5 Mn ovpnayéc pvokapowo (Left Ventricular non compaction — LVNC)

H ovuntopoatikn vécog pmopel va ekdnimbel pe Bopaxikd dhyoc, dbomvola, aicOnuo
TOAUADV, GUYKOTTIKG €melcOOln, ownuHoTa, KOT®Mon Kotd v doknom, Opopfosupfoiikd
EMELGOON, 1oYaLpio puokapdiov Kot EUepakto, owpvidto Odvaro. [TiBavoév v cuvurdpyovv
KOl CUUTTOUOTO €K TOL HLOCKEAETIKOD GLOTNUATOS OTAV 1 VOCOG GLVOLALETOL WE

vevpopvikd vooruota. To kupldtepa KAVIKE cOVOpoHa HE To Omoiol EKONAMVETOL TO UM
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OLUTOYEC HLOKAPOO €lval 1 KOPOWOKN ovemdpkew, ot appvbuieg, ta OBpouPoepupforikd

EMELGOOL Kal 0 opVviotog Bdvartog [192]:

N Kopdlokn Oovemdpkelo, pmopel vo apopd €ite OLOTOMKN &€ite  O10GTOAKN
duodettovpyia Tov pvokapdiov (M cvvdvaoud kot twv 2). H custolkn duciettovpyia
eoivetor va givol amoTEAESUO TG VTOAPOELONG TG VTOEVOOKAPIINKNG GTOPAdNG,
EVA 1 OIOTOAIKT] duGAEITOLPYiO TNG dlaTaPAYUEVNG XAAAGN S TOL HVOoKaPSiov, AdY®
NG TOPOLGIOG T®V EKTETAUEVOV OOKIOMOE®MY, HE OMOTEAEGUO TNV OVATTLEN
TEPLOPIOTIKNG PLGIOAOYIOG. LVOTOAIKN duGAELTOVpYia Tapatnpeital oto 58-76% TV
evnAlkov kot to 60-83% tov moduwv, eved OlacTtoAkn] ducsiertovpyion oto 50%
TEPIMOL TOV 0GOEVAOV. ZVUTTOUATOAOYIO KOPOLOKNG AVETAPKELNG TAPOVSIALeL TO 53-
73% tov evniikov kat 1o 30-63% tov madatpikedv acBevov [192-194,202].
Avaeépetar mog mepimov t0 70% TV evnAlk®v acBevdv KATOTAGGOVIOL OTIG
katnyopieg /I katd NYHA [198]

ot appvBuieg umopel va givor vIEPKOIMOKEG 1| KOUMOKES. AVOQEPETOL GLYVOTNTA
KOWMakdV appuluidv g taéng tov 18-47% otovg evijlikeg ko 0-38% ota moudid,
evd M ovyvotmta Tov oevidiov Bavatov eivar 18% ko 0-13%, avrictoya
[193,199,203]. KoAmikn HOpHOpLYN oVOQEPETOL 0 TOGO0TO 5-29% (ombvia oto
moo1d), cuvdpopo WPW og 0-15% (mo ouyvd ota modid), okeAMkOg amoKAEIGUOC G
15-56% (xvpimg og eviihikeg) [194,199,203]

t0 OpopPoepforikd emeicddla mBavov vo oyetiCovtor pe tn onpovpyia OpouPov
evtog ¢ kowomtag ¢ LV (oe mepimtoon  ONUOVTIKNG  HVOKOPIIOKNG
dvoAertovpyiag 1 SLUTACTG TOV KOWMOV), EVTOS TV Padidv evioudv mov dtaywpilovv
TIC HVOKOPIOKEG OOKIOMOEL, €VTOG TOV KOAT®MV O TEPIMTOON Ol0GTOAKNG
SVOAELTOVPYIOG TOV KOIAMMY KOl OVATTUENG TEPLOPLOTIKNG PLGLOAOYING 1] TOPOVGING
KOATIKNG UOPUOPVYNG, €VIOS TOV OeE100 GLOTAUOTOG TNG KOPOAG o€ TEPIMTMOON
TAPOVGIOG EVOOKAPIIOKNG EMKOWVMVING (LEGOKOATIKN 1| LECOKOIAOKY ETKOVOVIOL)
[192]. Avagépetal cuyvotnta Opopufoeppforikav eneicodiov oe mocootd 13-24% twv
evniikov pe LVNC xor oe 0-38% tov modwwv avtictoyya [193,194,204]. Ta
Opoppospuporikd emeicoolr pmopel va ekdNA®OOVV  ®C 1GYOUKE  EYKEPAAKA
EMECO010, TOPOSIKG  IOYOUIKE, EUEPOKTO HECEVTEPIOL aptnpiag, EUEPAYLLO

HLOKaPOIOV Ko TEPLPEPIKT ELPOAN.
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5.2 Mvokapditioeg

H xAvikn ewcova tov achevov pe pookapditido mopovstdlel onuavIikotato eHpog
OV eKTElVETOL OO TNV TOPOLGIN VTOKMVIKNG (ACLUMTOUOTIKNG) VOGOL £mM¢ Kol TNV
eKONA®OT KEPALVOBOLOL KOPIIOKNG AVETAPKELNG GLVOOEVOUEVNS ad Kakon0glg appuOpies.
Kdamoleg @opé,g m eppdvion owpvidiov Bavdtov amotelel v TpdOTN (KOL HOVAOIKY])
EKONAMGT NG VOOOL GE ATOUO TO, OOl HEYPL EKELVN TN OTIYU] NTOV ATOAVTOC LYU|. M
eWKd ovuntopate (Omwg TUPETOS, HVLOAYIEG, YOOTPEVIEPIKE EVOYANULOTO) KOl EKOVA
10YevoOGg AOTUMENG TOV OVATTVELGTIKOL TTaPOVGLAlovToL GLYVA. ZVGYETIGHOT KAVIKNG E1KOVAG

Kot TaBOAOYOVATOLIK®Y VPN UAT®V Tapovstalovtal oty mapdaypago 2.2 [13,33].

H gpodvion kAvik@v ekONADOCEDV Kapdlakng avendpkelog eival cuvnOng o acbeveic
pe pookapditida. H ekdva pmopet va apopd o€ KAVIKT] GUVOPOUT LE OTAOLUKT ELPAVIOT] KOt
N0 COUTTOUATOAOYIO EMG KoL TNV parydoio YKATACTOON KaPI0YEVOLG KaTanAn&iag, e v
EQOPUOYT] UNYOVIKNG VTOGTNPIENG N TNV KOTETEIYOVOO UETAUOCYELGT] VO OTOTEAOVV TIG
povodikég Bepamentikég emhoyég mpokeévov va datnpndei ev {on o acbevic. Tomikd, ot
acBevelg epgaviCouv edKoAn KOTW®ON, HEIOUEVN OVIOY) OTNV ACKNGY, Mrotopeyoiio —
OOKNTN — TEPIPEPIKA ownuota — O01dykmon oeayitidwv (mpocPoir] kvpimg g 0elldg
Kowiag), ovomvola — opBdmvola — vYpolvg POYXOVG — 0EDL KLYEMOIKO TVELHOVIKO Oidnuo
(mpooPoin kuvpiwg g aprotepdg koiog) [13,33]. Tvmkd, otv acBeveic mapovsialovv
QovOTLTO dlatatikig puokapdlonddetag. Iepiotaciaxd prnopet va mapatnpndel earvdtuvmog
VIEPTPOPIKNG N TEPLOPIOTIKNG VOoOL (M vmeptpo@ia. €ivor To amotéAecpo TG evepyol

QAEYLOVIG Kat, cuVIOmG, vpieTon evidg Alymv efdopnddmv) [6].

H mopovoio Bwpakucod diyovg eivar, emiong, ovyvil. To Bwpakikd aAyog, cuyvd,
opotdlet pe otnBayym Kot Tlavov va opeiletan o€ TPOoPoin (emvéunon g AEYLOVIG) TOV
TEPIKOPIIOV (Tapovsio TEPULOKAPIITIONG) 1), TEPIOTAGIOKE, GE GMUCUO TOV GTEPAVIOI®OY
ayyelrov. Ot acBeveig avtol, Wwitepa €4v cLVLTAPYEL AVOOOS TOV PLOKOPIAKAOV EVIOLMV,
oLYVE KOTOANYOLV OTO OUOOVVOUIKO EPYOCTAPLO Yo OMOKAEIGUO 0EEOC GTEQAVIOIOV

ouvopopov [6,13,33].

Emniéov tov avotépw, ot acbevelc pe pookapditido cuyvd TopATovVIOLVTIOL Y10
oLuUTTOUATO TOL oYeTilovVTal pe TV Tapovasio appLOUIdV (.. COAN, CLYKOTTIKG EMEIGOOIN).
Ot appoBpuieg pmopet va gtval 1660 LIEPKOIMOKEG OGO Kot KOIAKEG. Xy vo givat To aicOnua
TOALOV AOY® TOPOLGIaG £KTOKT®MV KOATIK®V 1 (Mo ovyvd) KOWWK®OV cvotoldv. H

TOPOVCi0 KOIMOKOV appuiidy 1 dtotapoy®dv ay®ydmtog (.Y, TANPNG KOATOKOIAMOKOG
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OMOKAEWGMOC)  €yelpel TNV LAOVOLXL  YLYOVTOKVTTOPIKNG — MLOKAPOITIONG,  KOPOLOKNG
ocapkoeidmong 1 voocov tov Lyme. H mapovcio pvokapditidag oyetilOUEVNE HE KOTAMOKN
TayvKopdio ypetdleTor dopopikn ddyvoon amd v appubuioydovo dvomiacio g de€idg
kotMag. H gppdvion aigpvidiov Bavdatov dev givatl omdvia (TBoavotota 6To TANICIO TopoVsiag
KOWMOKTG TOYLKOPOTOG 1 HOPLOPVYNG), UE TNV TOPOVLGIN HLOKOPOITIONG VO TIGTOMOLEITON
16ToAOYIKA o¢ mepinov 20% TV VEKPOTOUKAOV JelYPATOV veapdv evnAikov <40 etdv ue

a1pvidlo Bdvaro [6,13,33].

Ewdkd yia Tov modatpikd tAnbucpod, 1060 10 £100G TV KAMVIKGOV EKONADCEDY OGO
Kot 1 PBapdro ovtdv eéoptodvtal and v niikio Tov acbevovg. Ta veoyvd kot To pkpd
Bpépn eivar mo mBavd vo mapovoidoovy Paputepn KAWVIKY €KOVO UE KLKAOPOPIKN
katomAn&io Kou eikova ofeiog dlatotikng pvokapdtonddelas. Zuvnbwmg, kotd v Evapén g
VOGOV TOPOLGLALOVY PN E0IKA GUUTTOUOT, OT®G TLPETO, AvNoVYie, TTOYN Oitior, aALd
Kol amvolwn, Kvdvoon 1 epidpworn. H pvokapditida, emiong, amotelel oution opvidiov
Bpepuwov Bovatov, Omm¢ &xer kotadeyfel omd 1oToAoyKd Oeiypota pvokopdiov oe
VEKPOTOUIKEG UEAETEG. XTOL PEYOALTEPO TOOE Kot TOvg €pnfPovg, emiong, maportnpeiton
HEYOAO €0POC N EWOIKMOV GUUTTOUATOV KOTA TNV EKONAMOT THG VOGOL, LE TO, TAEOV GUYVE
va gtvor 1 dvorvola (69%), o epetdc (48%) ko  ttoyn oition (40%). H drtomn avth ewcova
oV EKONAMGON NG Hvokapditidag odnyel oe anotvyio ddyvoong g vocov oto 83% tov

MEPIMTOCEDY KATA TNV TPATN ETAPT UE 10TPIKO Tpocwmiko [34,35].
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6

ATATNQXTIKH ITPOXEITIZH
6.1 Baou] dwoyvooTiki) TpooLyyion Yo acdeveic pe pookoporondosia

H duwyvoon tov xopdopvomabeidy  yivetalr HE TOV  GLVOLOCUO KAMVIK®OV,

OTEIKOVIOTIKMY, €PYOCTNPLOK®OV Kpurmpiov kal pe 1n Pondeia tov yevetikod eAéyyov (o€

oplopéveg mepimtdoelg). Lo opiopéveg amd T pvokapdomdbeieg €xovv Oeomiotel

SYVOOTIKG KPUTNPLo, OTMG Yo Tapadetypa yioo v appubuioyovo dvomiacio g 0e&ldg

Kowiag [46] kot v vepTpoPikn pvokapdlonddeia [47,48]. Alyvomotikd Kputipla, Eniong,

&yovv Beomiotel Yo T1G dratapayEs OlHA®Y 1OvVToV [255].

6.1.1 Hiexktpoxkapowoypaenpoe (HKI)

To HKI' e&ivar mabBoloyikd omnv mAEOVOTNTO TOV TEPIMTOCE®Y, YOPIG OU®OS Vo

nmopovotdlel Taboyvouovikég datapayss. Kdamown mapadeiypato maboAoyik®dv eupnuitov

oT1G 018POPEG KaTNyopieg Luokapdlondielog amotelovV To KATOTEP®:

a)

b)

d)

JLOTATIKY) LVOKOPIOTAOELD: VITEPTPOPIO TNG APLoTEPNC KOIMaAG, Taboloyikd kopota Q,

napdTocn tov dtotrotog PR, koAmokotMoakog omokAEIoHd, OTOKAEICUOG OPLOTEPOD
okéhovg (MANpng 1 mPOcHog MUOKEAKOG), dlatapoyés emavamdAmong, mTaboroyikd
Kopata R otic mpokdpdieg amaywyég [44]

VIEPTPOQPIKN HVOKOPOOTdBen: €kOVA LIEPTPOPIOG TNG OPLoTEPNS KOWMag (Vynid

duvapukd), dratapoyés Tov daotnuatog ST, dutapayés emavamoimong Tov kopatog T,
Babéa kopata Q (AOY® emMOVATOAMONG TOL VIEPTPOPIKOV LECOKOIAAKOD S10LPPAYIATOC),
EIKOVOL VIEPTPOPIOG TOV 0OPLOTEPOV KOATOL (droTapoyéc Tov kvuatog P), ewodva
pod€yepong (kopato 6 — ocvvopopo WPWx) (ov acbeveigc pe HCM mopovoialovv
naBoroyikd HKI 6g mocootd >90-95% ratd ™ didyvoon) [29]

TEPLOPLOTIKY pvokopdiondleta: dwutapayés tov daotnuatog ST kot tov kopatog T,

KOATIKY]  HOPUOPVYT, EKTATEG KOATMIKEG KOl KOWMOKEG OLOTOAEC, KOATOKOIAMOKO
OTOKAEIGUO, eMPpaovven aymyuodtTag [45]

appLOUIOYOVOC LVOKOPIOTADELD: SLOTAPAYES EMAVATOAMONG LE apvnTiKomoinon twv T

oT1g mPokdpdies amaymyég (amd Vi émg Kot Ve avarloya pe TNV €KTACN TNG IGTOAOYIKNG
BAGPNG), TapdTaon TOL AVIOVTOG CKEAOVLS TOL KOUATOC S (= 55msec), omoKAEIGUAC TOV
de&ob okéhovg (cuvnbwg ateAng), mapovoio kKOpAToS €, mapdtacn Tov QRS, kotliokm
Tayvkapdio (maboroywd HKI napatmpeitarl oe mocootd 40-50% tov acbevav pe ARVC

KOTA TNV ap)IKn @aon g vocov) [42,46]
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€) U CLUTOYEC HVOKAPOLO: OMOKAEIGUOC OPIOTEPOD OKEAOVLG, SLOTAPOYEG OY®YILOTNTOG

CLUTEPIAOUPOVOLEVOD  KOATOKOIAIOKOD OOKAEIGHOV, Otatapayés oltaoctiuatog ST,
dTapayEs emavamdAmong, taboroykd kopata Q, Tapovsio appvOU®OY, VTEPTPOPi TNG
aplotepng Kothiog 1 apgikotiokn [193,195,197]

f) dwrapayéc dwdrwv wviov: 1o HKI amotehel Pacikd doyvootikd epyaieio yo Tig

moONoES OVTNG NG KaTNyopiag. AETTOUEPT] MAEKTPOKOPIIOYPOPIKE  SLoyVOOTIKA

Kprrplo. avaivovtot oty Pploypapikn avagopd [255]

6.1.2 Yraepnyoxkapowoypaenpo

To vrepnyoypdoenua Kapddg amoterel T Pociky] anelkovioTikn PEB0SO ddyvwong
TOV HVOKOPIOTOOEIDV, apOoV UITOPEL VO OMGEL TANPOPOPIES GYETIKA LE TNV KAPOLUKT dOUN
KOl AELITOLPYIKOTNTA, TO HEYEDOC TOV KOPIOKDOV KOIAOTHTMV, TNV GUGTOAIKT] Kol O10.GTOAIKT
Aertovpyia, TNV EMAPKELN TOV KOATOKOIMOK®OV Kol UNVOEW®OV PBaABidmV, TIC EVOOKOIAOTIKESG
TEGELS, TIG TIEGELS TNG TVEVUOVIKNG 0PTNPLOG, TOV OYKO TOALUOD KOl TNV KOPOKN Topoyn,
K.Q. Ot noxapdloypagikés Texvikés teptiapfavovv mAnboc pedddmv, dmwg v diodidotat
amewovion, to tissue Doppler imaging (ektipnomn tov ToLTHTOV KIiVong TOL KapOKo
HLOC KaTA TN SLIPKEWL TOV KOPOOKOV KVKAOV), To strain echo (mocotikn extipnon g
AELTOVPYIKOTNTOG TNG OPLOTEPNG KOWALNG), TNV TPLEOACTATY AMEIKOVIOT TG KOPAIS, K.4., O
oLVOLOCUOG TV OTOIMV UTOPEl Vo dMGEL TIG TEPICCOTEPES Kol TO aKpiPeic mAnpopopieg
[49]. H akpipng avaivon Kot Tepypoen TV avVOTEP® TEXVIKOV ival EKTOG TOL GKOTOV TOL

mopovtog. Ta kupla evpruata ava S1oyvooTikn Katnyopio cuvoyilovtol ota €ENG:

a) Jdwratikn pvokoapdomddela: ddtoon TG aplotepNg KOoG (TEAOSINGTOAKN OLAUETPOC

>117% 1ng mpoPremduevng TWNG Yoo TV NAKIO Kol TNV ETQAVEIDL GOWUOTOS TOL
0o0EVODC 1| ECOTEPIKY SIGUETPOC optoTepfic Kotkiog >2.7 ekatootd / m* empaveiog
OMUOTOG), PLGLOAOYIKO N EAUTTOUEVO TAYOG TOL UEGOKOIAMOKOD OpPAYUOTOS KOl TOV
erevBEPOL TOYYONOTOC, EAATTOUEVT] GLGTAATIKOTNTO (KAdGHa eE@ONoNg <45% 1 kAdopa
Bpdyvvong <25%), vmokivnoio TUnUatikn 1 KaBOAIKY, KOATIKY] S14T00N LE OVETAPKELD
TOV KOATOKOWAK®V BarBidwv, Tapovsio evookothotik®mv 0popfmv [40,41,44,49]

b) vrepTPOPIKT)  PVOKOPIOTADEID:  VIEPTPOPIKY] UN  OLOTETOUEVY]  OPLOTEPT]  KOIAlQ,

VIEPTPOPIO LEGOKOIMOKOV dta@pdypnatog (=15 ytlootd) (v 1N amovsio TapayOvVImV
OM®G OPTNPLOKT LILEPTOCT, OTEVMOOY AOPTIKNAG PaAPidag, LGLOAOYIKNG LIEPTPOPiOg

AOY® afANTIKNG dPacTNPLOTNTOS, POVOAVTLYPAP®YV), OTOPPAEn TOV Y®POL €£0d0VL NG
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apLoTEPTG KOWATOG, LETATOTION TG HTPOEWOoVS PBarPidag mpog Ta Tpdom Katd T @don
NG GLGTOANG; OLATACT] OPIGTEPOV KOATOV, (ULGLOAOYIKN 1| VIEPOVVOUIKT] GUOTOMKN
Aertovpyio ™G aplotepds Kothiag [29,47,48,49]

€) TMEPLOPIOTIKN  Pookapdlomddsl: KolMeg @uotoloywkod peyéBovg pe  dtatapoyn

SO TOMKNG TANP®oNG (aENUEV TaxHTNTO TPOIUNG OUITPOEIOIKNG PONG, EAATTMON
TOYOTNTOG OYIUNG OLOUITPOEIDIKNG PONG, EAATIMON TMOV TAYLTHTMOV TOV HTPOEOIKOV
JOKTLAIOV KOTd TN SGTOAN), QLGLOAOYIKT] GUOTOAIKY] Agltovpyio (TOVAGYIOTOV GTO
apykd otddle TG vOo0oV), youniol 1 GUOI0A0YIKOL d1OGTOAKOL OYKOL, O1ATACT KOAT®V.
Yreptpopia TomiKd Tapatnpeiton o OONTIKA Voo LaTa, EVE 0TOLGLALEL GTNV 10107001
popon [21,43,49]

d) appvOuoyévoc pvokapdtondBeta: dtdtacn tng 0e&ldg Kothag, 10img Tov Ydpov ££600V

LTS, EAOTTOUEVY] GCLOTOATIKOTNTO TNG O0efldc KOWIaG, TUNUOTIKEG OloTOpOyEG
OLOTOATIKOTNTOG / KIVNTIKOTNTOG TOV HLOKAPOiov (dvuokivnoia, akivnoia, avevpucsua),
HOPPOAOYIKES OvmUaAieS TNG 0e&1ag KOTMaG, OTwg dtaTapayés dokidmong [42,46,49]

€) ULEUOVOUEVO U GLUTOYEG LVOKAPJL0: Exovv Beomiotel Ta akdAovBa Kprtipla Kotd Jenni.

H exmqpoon 6lov tov kpunpiov mapovcstdlel peydin swdwodmro (>95%) yuo v
pepovopévn popen tov LVNC [206,207]:
O  amoLGiN GLVOSOV KAPIKNG VOGOV
o mapovcio 2 oToladwv, ping AETTNG GLUTOYOVS EMIKAPOIOKNG Kol Piog GOp®g
ToyOTEPNG W1 GUUTOYOVS EVOOKAPOIIOKNG, LE TOPOLGIN OKIOMOOVS SIKTLOL Ko
BaBéwv evoouLOKAPIAKDV YOP®V (EVIOUDOV)
O  TEANOCLGTOMKOG AOYOG U1 GLUTAYOVG / GUUTAYEG LLOKAPO10 >2: 1
o evtomon kat’ €foynv otV kopveaic, TNV HECT TAGYLD Kol PEST KATMOTEP
TEPLOYN TOL TOLYYMUOTOG TNG APLOTEPNG KOLAMOG
o amewkovion pe Eyypmpo Doppler g apdtwong tov fabémv eviopmv PeTaéd twv
JOKODCEMV
ENUEIDVETOL TG EYOVV TTEPLYPOPEL KOl GAAQ VTEPNXOYPAPIKA Kprthpla, Omws kotd Chin
[199] ko xotd Stollberger [208]. Ta xpumplo xotd Jenni givor avtd mwov, kvpiwg,

YPNGYLOTOLOVVTAL.
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6.1.3 Moayvntuc Topoypa@io kapowag (Cardiac Magnetic Resonance Imaging —
CMR)

H CMR oamotehel eEaipeTikd ypnolun OmEKOVIOTIKY €EETOGT Y10 TNV EKTIUNCT T®OV
KOPOOUVOTOOEL®V TOPEYOVTOS TOAMATAEG TANPOPOpleg, OMWG GYETIKA UE TOV OYKO, TIG
OOTACEL KOl TN  AETOVPYIKOTNTO TOV KOWIDV, TNV VRokeipevn ottio, mOavég
TPOTMOTOMOIUEG HETAPANTEG TG TaboyeveTikng Olepyaciog g vOoov, K.0. Xe YEVIKEG
ypoppéc, n xpnon Mg CMR emkevipdvetar otnv eKTIUNGCT NG AEITOLPYIKOTNTOG KO TNG
JOUNG TOV KOWMADV, GTNV TTEPLYPOUPY] KOL TOV YOPAUKTNPIGHO TOL HLOKAPIOKOD 16T00 (6mwg
Yl TOPASELY QL TV EKTIUNON Tapovsiog dmONTiKNg diepyaciag 1 tvwong) Kot 6Tnyv ekTiumon
™G mapovciag evookapdtokoy Opdupfov [49]. H avdédeiEn xobvotepnuévng evioyvong
yadoAviov (evOelkTiKn mopovsiog ivoong, OVLANG, Vékpwong 1M ombnomng) omotelel
aveapmto mapdyovto Kwduvov Yoo avénuévn Bvntétnrta, voonieion AGY® KoPIIOKNG
aveETAPKELNG Kot apvidiov Bavatov oe acBeveic pe pn woyotpikny pookapdonddeia [53]. H
TMPNS avaivor kot Teptypor] Tov texvikav CMR givon ek10¢ Tov 6KOTOV TOL TAPOVTOC.

Ta kKOpro gvprpata avé d1ayveoTiKY Kotnyopia cuvoyiloviol ota eENG:

a) JwTaTiKn Pwokapdlondhelo: S1dTact KOUMOV, AETTUVGT TOV HLOKAPOLOKOD TOTYDUOTOG,

OLOTOMKTN dvGAEITOLPYia, KaBvoTepnUEVN TPOSANYM YadoAwviov (og tvwon 1 véEkpwon),
oldnua Kot vepopio (oe EAEYHOVI] — HLOKOPSITION); TOPOLGIN TEPIKOPIIAKOD VYPOD
[44]

b) vrepTPOPIKT PLOKAPIIOTADELD: OVMDTEPNG TOLOTNTOS OVASEIEN TOV TEPLOYDV VIEPTPOPIOG

(T.(. LECOKOIMOKOD TOUYMUOTOS, EAEVOEPOV TOYMUATOS, KOPLENG, K.(.), AETTOUEPNS
(avdTePNG TOWOTNTOC OO TO VEEPNYOKAPIIOYPAPNUO) OTEIKOVIOT TOV OVOTOUK®OV
OLGYETIGEMV HETAED TOV PHECOKOIALKOD SLOPPAYUATOG, TNG TPOELDOVS ParPidag Kat Tng
VIONOPTIKNG TTEPLOYNG O ATOPPAEN TOL YOPOL 600V NG APIOTEPNC KOWATOG, EKTIUNON
NG GULVOMKNG OAAG KOl TUNUHOTIKNG AETOVPYIKOTNTOS TOV KOWM®OV (CLGTOMKNG Kol
OWOTOAKNG), €VTOMIOoN Kol £KTOOT TEPLOYDV IVOOMNG, EKTIUNON OUAT®OONG TOL
HLOKOPIAKOD 1GTOV, EKTIUNGT TOPOVGIOS OVEVPLGHLATMOV KOPLONG TNG Kopoldg [50-52]

€) TEPLOPIOTIKY UVOoKOPIoTadela: Kabvotepnpuévn TPOSANYN  YAOOAVIOU (EVOEIKTIKN

mopovoiog tvoong, VEKP®MOoNG, OVANG N dmMONoNG), YOPOKTNPIOTIKY OTEIKOVIOT] Yl TN
popikn ddyveon petald apvAoeid®wonc, capkoeidmongs, aoyp®udtowong K.a. [43]

d) appvOuoyévog Pokapdlomadelo: TUNUOTIKY STOPoy] KIVNTIKOTNTAG TOL TOL(MUOTOG

mg 0efldg  kowiog (axkwvnoio, Ovokvncio, OGVYYPOVN] GUGTOAN), OVENUEVOG

TENOSI00TOMKOC OYKOC TN dektdc kotkac (=110 ml/m? yio Tovg Gvtpec, >100ml/m? yio
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TIG yuvaikeg), eAdtTtOon Tov KAAoHoTOS €EDONMong g oeSuig Kowiag <40%,
OVTIKOTACTOON TOV (QUGIOAOYIKOD HLOKOPOIKOD 16TOV OO WVOAITMON, TUNUOTIKN
AETTUVOT] TOV HVOKOPLOKOD TotYDHOTOC [42,46]

€) UeuovOUEVO U cLUTAYES HVoKAPd10: Ta Kputiplo Katd Petersen mov ypnoiomolovvrol

meptiapPdvooy TV ameikdvion 2 Skprtdv  otolddwv  pvokapdiov  (cuumaymg
EMIKOPOLOKT] KOL U1 CLUTAYNG EVOOKAPOIOKT), TNV TOPOLGIN S0KIOMCEWV Kot Pabémv
EVIOU®OV €VTOG TNG U1 CLUTOYOVS €VOOKOPIIOKNG OTORASNS, TEAOSIAGTOAKO AdYO pUn
ooumayovg / ovumayég pookdpdio >2.3:1 [209]. TTapdAinia, €xet mpotabel kol o
vroAoYIoHoOG TG naloc g LV mov mapovstalel Tig 00KIOMGES CLYKPITIKA LE TNV OMKN
pala e LV. 'Exet Bpebel mmg Loyog >20% mapovoidlel evaichncio kot 01KOTNTO Y10
™ odyvoon 94% [210]. Ta vrepnyoypapikd kprmmpila kotd Stollberger, emiong, éxovv
npotadel va epaproctodv mg dtayvootikd kprmmple CMR, tapovoidlovv, Opme, youmAn
evonoOncio 47% [211]
6.1.4 Alleg OrayvmoTIKEG e€ETAOELS

Yrdpyer mTAN0dpa O10yVOOTIKOV €EETACEDMV TOV GLVETIKOVPOVV GTN OLOYVMOOTIKT
TPOCEYYION] TOV  KOPOOUVOTOOEIDY, OTNV  Tapokolovdnon Tov ocbevov Kot otnv
dtoTpopdtoon Kwvddvov. Iapakdtom avagépovial kdmota mapadelypota, xwpig ot evoeitelg
dtevépyelag Twv avaeepopevov egetdoemv va teplopiletar ota avaypaeopeva. O poAog ™G

evoopvokapdOlaKkng Proyiog avaivetal Eexmplotd oty Tapdypoapo 6.3.

6.1.4.1 Kopowokog Ka0eTpracpos — ctepavioypo@io

O KapdlaKOS KOOETNPLUGUOG KoL 1] GTEPOVIOYPAPIo. LTOPOLY VA YPNCUYLEVCOVY GTOV
OTOKAEIWGUO KOTOOTAGE®YV OM®MG 1 OTEQAVIOio. VOGOS KOl Vo TPOGPEPOVY  YPNOILES

TANPOPOPieg o€ O1PopES Katnyopieg TabNcemv Tov HVoKapdiov, OTMC Y10 TAPASELY LA

= HCM: extiunon kAong mieong yopov €£600V TG aploTeEPNg KOWOG, EKTIUNON TNG
OVOTOLIOG TOV GTEPAVIOI®V ayyei®V Kat TnG THAVIG TapoVGing GLVOSOL GTEPAVIOING
vooov N amdepaing otepaviaiov ayyeiowv, Poyio pookapdiov yuo didyvoon un
COPKOUEPIOKNG VOGOU [29]

=  ARVC: axwnoia, dvokivnoio 1 mopovsio avevpOGUATOS TNG OEEIIC KOOGS KATA TN

devépyeta deldg KotMoypapiag [46]
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6.1.4.2 Aoxkpocio KOTMGNG — EPYOCTIPONETPIO.

H odoxyocio koémmong mpoceépel mAnpogopie Kuvplwg oyetildpeves pe TV
SO TPOUATOON KIvduvoy Yo acbevelg pe pvokapdlomddeta. ITapadeiypoto amotehovv ot

aKoAovOeg kaTnyopieg:

= HCM - onuovtikd supnpoto Kot tn odpKelo g 00KIaciog KOTwong, to oroio
umopel vo 001N yNoovv oe TapPeUPAGELS 6 OTL POPE TNV OVTIUETOTION TOL 06OEVOVCS
nepiapBdvovv: Tapovcio countopdtov (etndyyn, dvonvola, aicOnua TpokdpdiwV
TOAL®OV, TPOCVYKOTTIKO EMEICOO10), avénon (M epedvion) g kMong mieong otov
Y®Opo €£OO0V NG aPILoTEPNG KOG, amoTtuyion avénong g aptnplokng mieons M
EULPAVIOT VTOTOONG; EUEAVICT] CNUOVTIKOV oppuOi®dv (T.y. KOATIKN HOpHOpLY,
KOWMOKY] ToyuKopdin) Katd Tn HEYIOTN AOKNON 1 OUECHS UETO TN OKOTN NG
doxnong, kotdoraon tov ST SGTAHUATOG, EMOEIVOCT TPOLHTAPYOVCAS 1| ELPAVIONG
VEOG IITPOEIDKNG avemapKelag [57-60].

= H gepyoompopetpio pmopel va mpoc@EPeL EMTAEOV TANPOPOPIES YIOL TV EKTIUNGT TNG
AETOVPYIKNG KoTdoTaong Tov achevovg pe Odpopeg HOpQES pvokopdlondOelog

[41,47]

6.1.4.3 B — vatprovpntikd nentioro BNP (1] teppotiké khdopa avtov NTpro-

BNP)

O1 Brodeixteg avtol pmopohv va YpNGIULEVGOVY TOGO Y10 TNV SLAYVOGCT T®V 0GHEVOV
pe duoAettovpyio Tov pLOKAPSioV (KLPIWS Yt TN JWPOPIKN SAYVOSON NG KOPIOKNG
avemapkelog omd dAleg artieg 0VOTVOLAG), OGO KoL Yio TNV TOPOKOA0VONGT TG TopEing TOvg
aAAG Ko TV TpdYyvoon avtdv. H ypnomn tovg yio ) dtdyvmon g KapOlokng oVETAPKELOG
mEPLYPAQeTal 6€ TPOSpates debveig oonyieg [64,65]. Ta emineda tovg oyetilovtol e TO
Babud g kapdlakng avemapKelog, eve Exel avoeepbel cvoyeTicndc tov emmédov BNP
(>300 pg/ml) pe tov xivévvo Oavdrtov, petapdoyevong 1 voonielog AOY® KoPIOKNG
averapkelog o€ moudld pe DCM [61]. Ta emimeda tov NTpro-BNP £yovv cvoyetiotel pe v
TOPOVGIO CUUTTOUATOV KOl OLGAEITOVPYING TNG OPLOTEPNC KOIAING O TTOdLd e KOPOLOKT
avemdpketla, T otiyu] mov Tée NTpro-BNP >1000 pg/ml €yovv cvoyetiotel pe v
napovcio. cvuntopdtov katnyopiag kotd NYHA II-IV [62]. [Hopdiinko, mpoteiveton
EMOVOAUUPOVOLEVT LETPNOT TOV OEIKTN ALTOV YOl TNV EKTIUNOT TNG TOPELNG TV AoHEVDV pE

KapOloKn ovendpkela [62].
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H ypnon tov BNP pmopet va amofel ypnoun kot otn d1apopikn otdyvmor UHeTasn

TMEPLOPIOTIKNG LLOKAPIOTADEING KOl CLUTIESTIKNG TTEPIKapOiTIdag [63].

6.1.4.4 Hiextpo@uororoyikog éheyyos (HPE)

O MAekTPOoPLGIOLOYIKOG EAEYXOG KOl 1| NAEKTPOAVATOULKY] XOPTOYPAPN O UTOPEL va.
OmOTEAECOVV UEPOG TOL JyvMoTIKoD eAEyyov acBevav pe ARVC [42]. TTwo swdikd, oe
acBevelg pe eUUEVOVGO KOTAOKT TOYLKOPOIL 1] TOPOVGIN EKTAKTOV KOIMOKOV GUGTOADY, O
HOE éheyyog 0o ovodeiEelr moAlamAég eotieg — pop@oAoyieg appubudv, evd n
YOPTOYPAPNON AVAOEIKVOEL TNV TAPOVGIM, TNV EVTOMION Kol TNV EKTACT| TNG TPOGPOANE TOV
pvokapoiov (0e€1dg ko aplotepne Kowiog) pe HEYOADTEPN gvaucHncio amd TG TEXVIKEG
poyvntkod ovvioviopov [68]. O HOE £tor fonbd ot dwwpopikny diyvowon ARVC amd
GAAEC OVTOTNTES, OTMG 1] KOIAMOKN TaXVKOPIio TPOEPYOUEVT AT TOV XDPO ££000V NG 0ELAg
Kowdag [66]. H moapovsio meploydv younAdv SLUVOIK®V €l TPOYVOOTIKN a&io Kabdhg

ovoyeTICETON LE TNV ELPAVIOTN LEAAOVTIKMOV KOTAMOK®MV appLuOidv [67].

6.1.4.5 Teyvikég TUPNVIKNG WO TPIKNS

O teyvikég topoypagiog ekmoumng povipovg ¢wtoviov (SPECT — aviyvevel
dwtapoyéc oty apdtmon) kot ekmopnng mwolitpoviov (PET — aviyvedel dwtapoyéc otov
10TIKO UETAPOMGHO) UTOPOVV EMKOVPIKA VO XPNOIUEVGOVV KOl VO ODCGOVV TANPOPOPIES

OYETIKA LE TN O1dyvmoT Kupimg TS KapdloKg ApLA0EId®ONS Kot copkoeidwong [49].

6.1.4.6 Afoviki] Topoypa@io KapoLag

H o&ovikn topoypagio kapdldg umopel va GUVEICQEPEL OTN Oldyvmorn Tov U
CLUTAYOVG HLOKOPIToL OTav 0 vITeEPNX0YPAPIKOC EAeyyog kot 1 CMR eivon un dayvootikd
(M un owbéoa). Exer Bpebel mwg Adyog un ovumayovg / cvumayég pvokdpdlo >2.3:1

napovctalel evatsnoio 88% kot ewdkdtTa 97% Yo tn ddyvemon g vocov [212].
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6.2 Avoyvootiki] TpooLyyion Yo acOeveic pe pookapditidoa (PA. ko 1.2;5 2.2)

Ot ovotaoelg ¢ Evponaikng Kapdoroyumg Etapiag (ESC) yia ) dwryvootiki
TPOGEYYIoN 0oOevOV He KAMVIKY €kovo cvpPatn pe pookopditioa (PA. kol 5.2) &xovv g

axolovlwg [5]:

= HKI 12 anayoydv mpémet va yivetalr 6€ OAOLS TOLG 00OEVEIG e KAVIKN €1KOVAL
ocvoppat pe pookapditida. Zovnoiopuéva evpLOTE OTOTEAOVV [N EOIKEG OALOIDGELS
tov daomuatev PQ kot ST (avdomaon 1 Katdomoon), lTapoyEs ETAVATOAOONG,
nmopovcio QRS coumieypdtov youniov dvvoptkol, Topovsio ToaBoA0YIKOV KUUATOV
Q, emymkovvon tov QRS, koAmokotlMokdg 1 OKEMKOC OTOKAEIGUAOC, TOPOVGIo UN
eWVIKOV  Tayvappubuidy 1 Ppadvappubuidv  [6,13,33,71]. TlaBoroywd HKI
avapépetol og 0cooto 93-100% o madratpikég oepég [79,801].

= Yrepnyokoapdtoypapnua (echo) mpémnel va yivetar e GAOVE TOVG aoOeVEIC e KAVIKN
vmoyio pookapditdag kot vo  emavorapPdvetor edv vmdpéer emdeivoon TV
ALLOSVVOUIK®OV TOpapéTpmv Tov acBevovs. To echo Bonbdetl otov amokielopd dAlmv
aItiov  Kopdwokng  dvchertovpyiog, Omwg  ParPidomdbeieg.  Xe  1GTOAOYIKA
emPeParopévo  TEPIOTATIKO HLOKOPOITIONS £YOVV  TEPLYPUPEL  VIEPNYOYPOPIKA
QOVOTLTTOL SLUTATIKNG, VITEPTPOPIKNG, TEPLOPLOTIKNG N IOYOLUIKNG HVOKOPIOTAOELNG.
AANo EDPMUATO, OTOTEAOVV 1) TUNUOTIKN 1 KAOOAMKN Slatapoyn TG GVCTOATIKOTNTAG
Kol M Topovsio mepkapdiakod vypov [6,13,33]. H kepavvoPorog pvokapditidon
mopovotalel aéNUéEvo TAYOG TGV  TOWYWUATOV Kol UKPOTEPT OlUTACT TV
KOWOTHTOV € oyéon pe v oeia [70].

=Yg opoduvapkd otabepovg acbeveic pmopel va dievepynei CMR mpv ) dievépyeia
evoopvokapolakng Poyiag. H CMR dev avtikabiotd tn Proyio Kot dev mpémel va
KkaBvotepel T SEVEPYELA TG O TEPWMTMOOELS ATEIANTIKEG Yo T (on). Aloyvemotikd

ypnopomrotovvral o kprrnpilo Lake-Louise (Hivakxag 13) [72].

H CMR 8idet moAd akpiPeic mAnpopopieg oxeTikd pe tn dopun kot T Asttovpyio TG Kopotdc.
[MopdArnia pe ™ ypnon ¢ pmopel va mocotkomombel t6G0 1 GLVOAKY, OGO Kot M
TUNUOTIKY AElTovpyion TV kKotMdv (0e€ldg kol aplotepng), aAAd kol va avaderybBovv ta
1OTIKA YOpOKTINPIOTIKA TOL pvokapdiov. To amotéreopa givor pe v CMR va areikoviotovy
TO  YOPOKTNPOTIKA NG o&elag @Aeypovhig, Ommg 1 dvoAerrovpyio (Ty. HEL®PEVN

CLGTOATIKOTNTA), TO OidNua Kot M VEkpwaon [74]. H ypnon okiaypagikod pécov (yadoiviov)
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elval wwitepa ypnown yw v avadeln moboloylk®v mEPLOY®Y GTO Mvokdpoto. [Ma
TOPAOELYIO 1] OTEIKOVIOTIKY avAdelsn mpoung evioyvong yaooiwviov (Early Gadolinium
Enhancement — EGE) avtovaxAd tv mopovcio vrepolpiog, GASYHOVAG KOl HOOKAPILoKoD
odnuatog, eved M Kabvotepnuévn evioyvon yadoAwviov (Late Gadolinium Enhancement —

LGE) oyetileton pe v mapovoio ivawong 1 pookapdlakng vékpmong [74-76].

Mivaxog 13 Kpimypro Lake-Louise yia T owayvoon g pvokapoditidoas pe CMR [72]

ATAI'NQXTIKA KPITHPIA CMR I'TA MYOKAPAITIAA (Lake Louise)

Ye mePWTMOOES e KAWVIKN vroyio pvokapditidoc, ta evpiuota s CMR Bsmpodvior copPoatd pe v
TOPOVGio PAEYHLOVIG TOL pvokapdiov @’ 6Gov TANpovvTaL TOLVAGYIGTOV 2 amd T akOAovBa Kpttplo:
i. Tunpatikn 1 KaBoAkn avénon g évtacng Tov onuatog otig T2 akolovbisg (Tapovoio 01dNUATOC)
ii. KaBolkn avénon tov Adyov tng mpoiung evioyvong yodoiwiov (early gadolinium enhancement)
peta&d pookopdiov Kot okeAETIK®Y podv otig T1 akolovdieg (vepatpio Tov pvokapdiov)
fii. Mapovoia > 1 gotiaxng PAAPNS (KoTavopun pn wyaytkod tomov) oe T1 axoAiovbieg mov Aappdvovral
He €10KéG TEXVIKEG (inversion recovery) Petd and yoprynon yadoiviov (late gadolinium enhancement)

(Vékpwon / 0VAN TOV HVOKOPSIIoV)

Yvotivetar exavainyn s CMR 1-2 gfdopdadec petd  dievépyeia TG apyikng e&€taong edv:
= Jev mANPOVTOL KOvEVE OO TO OVOTEP® KPP, M Evapén TOV CUUTTOUATOV OPmG €ivol TOAD
TPOCPUTY KOl VILAPYEL IGYVPTN KAVIKT vIOYia Yo TNV Topovcic puokapditidog

= mAnpovTon povo 1 amd ta aveTépm Kprtipla

H mopovcia dwatapayng g Asttovpyiog TG apltotepng KOWING 1| TEPIKAPIIOKNAG GVAAOYNG TOPEYEL EMTAEOV

otolyeia yio T S1dyveon (dev aviKovy OUMG GTO OTAPAiTHTO S0 YVOCTIKE KPITHpLol)

= O deikteg @Aeypovig (taydmmrta koabilnong epvbpdv oaoceapiov, avtidpOca
npwteivn C) kot ta emimedo Kopdlok®Y TPOTOVIVAOV TPETEL VO EAEYXOVTOL GE OAOVG
Tovg aobeveic. InueldveTal, MOTOG0, OTL 01 OEIKTEC PAEYHOVIG TapoLGLAloVV YapUnAn
EWOIKOTNTA YO0 TN OyVOOY TNG HLOKAPOITIONG, EVAO M TAPOLGIN (PLGLOAOYIK®V
emmédv Kapdokdv eviipwv dev amoxieier T owdyvoorn. Ta évivpo BNP ko
NTpro-BNP ypnoipuevovv o€ meEPWTOCE TOL 1 Odyvemon 1Tng KopSloKng
avemapkelog oev etvan BEPoun (.. dtpopikn odyvwon o€ acbevi pe dvomvola amod
VOGTLOLTO, TOL OVOTTVELGTIKOD).

= Agv tpoteivetal 0 10A0YIKOG EAEYYOG OVTICOUAT®V GTOVG AGBEVELS e KAMVIKNY VITOy i
pookapditdag, kobmg To OmOTEAESHOTO €5 AVTOV OV MOPOLGLALoVY KAmToln

OLOYETION UE TOL EVPNUATA TNG EVOopvokapdlakng Proyiog (PCR yia 100g) [73].
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= Eav sivon e@iktd mpémer vo yivetow €AEYYOG Yoo TNV TOPOLGIN  KOPIIOKDOV
QLTOOVTICOUATOV, KAO®G To. omoteAéopata Umopel vo amofodv ypfoiua 1060 6TV
TPOYV®OOoT OGO KOl OTNV OVTILETONION TV acevav (.. amd@aon yo yopnynon
OVOGOKOTOGTAUATIKNG 1) AVOGOTPOTOTOTIKNG OLyMYNG).

= H oevépyela anetkdviong Pe podloicOTONIKES TEYVIKEG OEV TPOTEIVETAL O EAEYYOG
poutivag otovg acbBevelg pe kAMvikh vmoyio pvoxkoapditidog, pe eEaipeon v
nepPinT®on mMOavOTNTAG KOPIOKNG GCOPKOELODGEWMG,.

= Y& Olovg tovg aobevelg pe vmoyio pLOKOPSITIONG TPEmMEL Vo dlevepyeitan
otePavVIoYpapia (Yio TOV OmOKAEIGUO oTeEPovVIoiog VOGOV) Kol €VOOLVOKOPOLOKN
Boyia (PA. 6.3). To 10TIKO VAIKO mpémel va eleyyOel 10TOAOYIKG KOl [E TEYVIKEG
avocoictoynueiog, eved mpénel va yivel kol €Aeyy0og HE TEYVIKN OALGLOOTNG
avtidpaong moAvpepdong (polymerase chain reaction, PCR) yw mopovcio ukov
VAMKOL (o€ 1oToTeUdylo Ko oto aipa). H Proyia pmopel va ypelaotel va emavainedet
YL TV TOPAKOAOVONGN TNG AVIOTOKPIONG GE GTOXEVUEVT] AY®YN 1] OTNV TEPIMTTOON
mov Bewpeitan TOAVO TO dEIYHATOANTTIKO GPAALN (oTNV TPp®OTN Proyic) oe achev pe

aveENynTn KopoloKn aVETAPKELQL.

H yprion mocotwikng PCR yia tov mpocdiopiopd tov 1ikov @optiov UTopel Vo TPOoOEPEL
TEPAUTEP® OYVOOTIKN Pondeia yioo T dtopopikn ddyvmon Hetald evepyol LLOKAPOITIONG
and moapPoio B19 kot AavOdvovoag Aoluwéng [78]. Axouo meplocdTEPO 1 EKTIUNGT TOV
evepyold molhamiactoopod tov B19  (texvikég aviyvevong mRNA, miRNA mpogid,
YOVIOLOKNG LETAYPAPNG) TOAVOV VO TPOCPEPEL OKOUA TEPIGGATEPEG TANPOPOPIES, KAODS M
aveLPEST TOPOVGiag 1ikod eoptiov c€ 16Tk PCR yopic Opme evepyotnta epunvedeTan amd
epeuvntéc pdAAov ¢ ‘innocent bystander’ mopd ®¢ OUTIOAOYIKOC TOPAYOVTOS TNG

pvokapolakng eAeypovig [33].

6.3 O poéiog TG evoopvokapolokns froyiog

H evoopvokapdioxn Proyia Bewpeiton ¢ n ‘gold standard’ e€€raon yia ) ddyvoon
™m¢  pvokapditwag.  [lpooepéper  onuovtikés kot €viote, HOVOOIKEG TANPOQOPiEg
CUVETIKOVPAOVTAG OTN OIyVOON KOl TNV OVIYETOMTION TOV TOONCEDMV TOL HLOKOPSioV
[6,30,33]. Aentopepng TEPLYPOON TNG IGTOAOYIKNG €KOVAG avd Kotnyopia mwhdnong dideton
omv moapdypago 3. T 1 devépyswn Proyiog mpémer va Anebodv v’ O6yn apketol

TOPAyoVTEG, OTMG M EUmEPior TOV KaBeTNplaoTn, 1| EUmEPio. TOV EpyaoTnpiov 6T1o omoio Oa
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oTaAoVV Ta detypata yio eneEepyacia, | Thavn odyvoon (dote vo kabopiotel | mhoavotnta
EMTLYOVG derypotoANyiag pe Pdon tnv pretest probability yio Tqv cuykekpiuévn ddyvoon),
n mbavétnro ANYng axotdAAniov Osiypotoc (o€ mepimTmon VOOOL LE  OVOUOLOYEVN
TPOocPoAn Tov pokapdiov), 1 dvvatdtnTa aglomoinong g TANpoeopiag mov Ba Anedel and
™ Broyia (w.y. n dmoapén Bepameiog yio v Thovn ddyvmon)), o Kivouvog emmAoKOV (Ommg
TPOON HVOKOPOTIOL KOl TPOKANGT KAPOIKOD EMIAOUATICHOV; TPOKANCT OKEAIKOV
OTOKAEIGUOV 1 appLOdVY, TpdKANon Tvevpobdpaka, TVELHOVIKNG EUPOANG, OyYELKOD
eYKePOAKoV emelcodiov, PAAPN TpryAdyvag PaAPidag, onpovpyio aptnplo@AePddovg

emkovoviag) [54].

Ta deiypota mov AapPavovtal VITOKEWTOL G EAEYYO WE OMTIKO WKPOGKOTIO (7.,
enefepyacio pe mapoeivn, xpOon OUOToELAMVNG — MOOIVIG), TEXVIKEC MAEKTPOVIKNG
LKPOGKOTNOTG SIEAELONG, TEXVIKEG POGLATOCKOTING Hal®OV, 0vOcOIGTOYXNUEIN KOt YOVIO10KO
éleyyo (v avedpeon yovididpotog wwv pe teyviky PCR, mocotikdg mpocsdlopiopdc tikov
Qoptiov, aviyvevon evepyol tikov moAllamiaciocpov). H eneéepyacio tov vAkov Proyiog
e€aptdron and v mbavn Odyvoon (Y. LoKapdiTIdo — EAEYHOVAOOING HvoKapdlonddela,

APLAOEId®ON, ONCAVPICUADGELS, KOPOL0TOEIKOTNTO amd avOpaKLKAivy, K.4.) [54].

H Poyioa emPefoidver ™ ddyvoon e pvokapditidos ovoyvopiloviag tnv
VTOKEIUEVT] OUTIOAOYID, TOPEYOVTOS UOVOOIKEG TANPOPOPIEG GE OTL APOPA TNV TPAYVOON
oAAG kot Tn otoyevuévn Oepoameion [11]. T mopdosypo, oe ocBevelg pe ewdva
KEPULVOPOAOV KapPILOKNG averapKeLag 1 Proyia amotedel TO LOVOOIKO SLOyVOOTIKO HEGO Yo
™ OEopkn Sdyveoon HETAD AEUQOKVLTTOPIKNG, YUYOVTOKLTTOPIKNG KOl VEKPWOTIKNG
pvokapditdag [74]. Emiong, amotelel v PéAtiomn e&€taon yuo tn Sopopikn Odyvmon
HeTall YryavToKLTTapIKNG pookapditdag kot capkoeidwong [31]. TlapdAinia, amoteAel
Bdon yo TNV AcQAAR YOPNYNOT AVOGOKOTAGTOANG (LLOKAPAITION 1] AOUDOOVS OLTIOA0YI0G)
KOl GTOYEVUEVIC vTIIKNG aywyng [77]. H dtayvootikn, tpoyveotiky kot Oepamevtiky (vmod
Vv €vvola Tng Katevbuvopevng Bepamevtikng aymyng) a&io g evéopvokapdtakng Proyiog
aLEAVEL KOTA TOAD €0V, €KTOG omd Ta 1oToAOYIKE Kprtnpia katd Dallas, ypnoiponomboiv kot
TEYVIKEG avoooioTOYNUElnG, OAAG Kol TEXVIKEG aviyvevong tikoh yevetikoh vAkov (PCR,

TOCOTIKOMOING™ 1IKOV POpTiov, aviyvevnor evepyol 1ikoy TOAAOTAOGLOGHOV) [5,74].

XOopupova pe mopovoeg oebveic oonyleg [54,55] n Oevépyela EVOOLVOKAPIIOKTG
Broyiag evoeikvotatl kKupimg oTig 2 akdlovbeg teputtooelg (Class I recommendation, Level of

evidence B):
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= kgPOVVOPOAOG  KapOlaK avemdpkel (oveENYNTN  vEOEUQOVICOUEVT  KapOLOKN
avemapkeln Olbpkelng <2 gROOUAOMV LLE PLGIOAOYIKMOV O0CTACEMY 1 SLUTETOUEVN
aplotepn Koo kot orpodvvapuky emPdpovorn). H Poyio 6o Pondnost ot
SPopIKn Odyvmon Kupimg HEeTaEd AEUPOKVLTTOPIKNG, HLOKOPIITIONG, VEKPOTIKNG
NOCWOPIAIKNG HVOKOPIITIONS KOl YIYOVTIOKLTTOPIKNG HLOKAPOITIONG (0OvIOTNTEG WE
OLLPOPETIKY TOPELQ, TPOYVMOCT KOl OVTILETMOTION). X& TEPITT®OT oL M Proyio etvon
un Soyveotiky] propel va emavainedel oe devtepo ypodvo (N va Anebei Proyia amd
™V aploTep] Kokio o€ mePimT®on mov apykd eEANEON uoévo amd t de€id) yuo v
TEPIMTOON, KLPIWG, TNS YLYOVTOKVTTOPIKNG LLoKapoiTdag [S6].

= veogpoviLopevn aveENynm Kopdlokn avemapkelo oldpkelag 2 eBoopdonv €wg 3
unvov  oxetilldpevn  pe  Odtacn TG OPIoTEPNG  KOWMOG KOl Topovsio
VEOEUPAVICOPEV®DY  KOIMOK®OV  0ppLOH®OY, KOATOKOIMOKOD OTOKAEIGUOD TOITOL
Mobitz II 7| 3 BaOpov 1 amovciog avIaTdKpIoNS 6TV GLVINPNTIKY oy®YY eviog 1-2

gPooUdOwV (Kupimg yio T ddyvmo™ YIyovTOKLTTOPIKNG HVOKOPIITIONG)

H owevépyelo pooxkapdiokne Proyiog mbavov vo  elvar ypiown (Class Ila

recommendation, Level of evidence C) otig akdAovbeg mepmtmdoels:

= aveNynTn KOPOIOKY OVETAPKEWD SLApKELNG >3 unvav oyetilopevn pe OdTaon g
aploTEPNG  KOWING Kol  Topovsios  VEOEUPOVILOUEVOV  KOWMOK®V  appuOidy,
KOATOKOWAMOKOV  amokAgiopoy tomov Mobitz II i 3ov Pabpod 1  amovciog
AVTOTOKPIONG OTNV CLVTNPNTIKN oywyn evtog 1-2 gfdopnddmv (dtapopikn didyvmon
HeETOEL  copkoeidmong,  W0wmafods  KOKKIOUOTOOOVS  Hvokapditidog M
YLYOVTOKVTTOPIKNG LLOKOPIITIONG)

= gkOve, JTaTIKNG  pHvokapdonadetog (aveEaptitomg dudpkelag) oyetillopevn un
mOov] aAAEPYIKN ovTIOpaon Kol Tapovsic. MoovoPiMag (dlopopikn Odyvoon
HETOED pvokapdiTdag €€’ vmepevaloctnciog, YryovTOKLTTAPIKNG HLOKOPOITIONG Kot
VEKPMOTIKNG NOCIVOPIAKNG LLOKOPIITIONG)

" g1KOVa S10TATIKAG LLOKOPIOTADELNG AOY® KOPIOTOEIKOTNTOG 0O avOpaKLKAIVEG

" gkOVOL  KOPOWOKNG  OVETAPKEWNS L€  TOPOVLGIO  QAVOTUTOV  TEPLOPLOTIKNG
pvokapdolomddelog ympic epEav] ortioAoyia (d1apopikn dtdyvmor HETaED 1010Tafovg

RCM, aporogidmong, copKoeidmons Kot aoyp®UAT®onS)
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TOPOVGI0 EVOOKAPIIOKADV OYK®V, €9’ dG0V 1| didyvmon 0ev umopel va tebel pe GALeC
puefooovg. v TMEPITT®OT TOPOLGING TLTIKOV ULEDUOTOC  (VITEPNYOYPAPT L,
aEOVIKN M HayvnTikn Topoypoeio) oev gvdgikvoton 1 dlevépyela Proyiog Ady® Tov
avENUEVOD KIvovvou eUPoAnG.

mapovcio aveényntg pookapdtonddelag oe modld (Kvpimg o kepavvoBoro 1 ofeia
KapolaKy avemdpkelo; Oomadeic popeég DCM, aveénynteg appubuiec, ektipmon
petd omd petapdoyevon ywo mbovhy amoppuyn, OAAGL Kot o GAAEC HOPPES
pvokapdtonddeiag 6ntwg HCM, ARVC, RCM). H Buooyia pmopei va Bondnoet ot

S1Ayvmon 10YevoLg LVOKAPITTIONG HECH EAEYYOV TOPOVGTOG 1iKOD YEVETIKOD VAKOD.

H dwevépyela pooxapdiokng Proyiag Bo umopodoe va ivor ypnoun oe emieypuéva

TEPLOTOTIKA TOV KATOTEP® KatnyopldVv (Class IIb recommendation, Level of evidence C):

VEOEUQOVICOUEVT] OVEENYNTY] KAPOLOKT GVETAPKELD SLApKeELnG 2 eROOHAdmOV EmC Kot
>3 unvov oxetillduevn pe OldToom TG 0ploTEPNG KOWiag ywpic moapovcio
VEOEUPAVILOUEVOV  KOIMOKOV  appLODY, KOATOKOIALOKOD OTOKAEIGHOD TUTOL
Mobitz I 7 3°° Babpov, n oroio avtamokpivetar 6TV cLVINPNTIKA ay®YN vtog 1-2
ePOOUAdWV.

KOPOLOKN OVETAPKELD LE EIKOVO VITEPTPOPIKNG LVOKOPIIOTAOELNS (Yo TV TTepimTmon
OTTOKAEIGLOV dMONTIKOV voonudtmv 01tmg voco tov Pompe 1 voco tov Fabry)
mBavi) ARVC

mopovoio.  avefnyntov  KolMokdv  oppubdv  (kuplog yio v mEpimTOON

HLOKOPOITIONG)

H ESC éyet Oeonicet Ta akdAovOa Kprtipila yio v tpocéyyion achevov pe (mbovn)

pvokapditda (Mivakas 14) [5].

H vroyia pookoapditidag tibeton pe v mopovoio:

> 1 KAvikov kpumpiov KAI > 1 mapakiivikod kpttnpiov (S1opopeTIKOV KOTYOPIDV)
0€ OOLUTTOUOTIKOVC oaobevels > 2 mopakAWVIKOV  kputnpiov  (O10QOPETIKOV

KATNYOPLOV)
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Xopupova pe tig odnyieg g ERC n devépyela evdopvokapdiakng Proyiog €xet
EvoelEn oe 6Aovg tovg acBeveic pe vroyia pvokapditoag [S]. IapdAinia wpoteivetal M
petagopd TV acbevov avtdv oe efedikevpéva kEvipa mov €yovv Tr duvoTdTNTA
devépyelag Proyiag, witepa €qv  vdpyovv arpodvvapuky  aotdbeln 1 appubuieg

ameANTIKEG Yo TN Con.

IMivakog 14 Aweyvootika kprtipro ESC yro kAviki] vroyio pookapoitioong [S]

ATAI'NQXTIKA KPITHPIA I'TA KAINIKH YITOYIA MYOKAPAITIAAX (ESC)

KAINIKH EIKONA
i. 0&S Bwpakikd ahyog (TepkapdioKod TOHTOL 1] YEVSO-IGYALUKOV)

ii. Neogppavilopevn (Muépeg €mg 3 pnveg) N emdeivoon: SVCTVOLNG kAU avIoyns, He N xopic onueia
de€16g M aplotepng KopSOKNG ovemdpKeLog

iii. Yro&eia/ypovio (>3 pnveg) M emdeivwon: dHomvolag Koy ovioyns, He M xopig onueio de&lac M
OpLoTEPNG KAPILOKNG OVETAPKELNG

iv. AioOnpa mpoxdpdimv TOAP®VY Ko aveERynTa COPTTONATO appLOpiag Koy CLYKOTH KauT enelcdd10
a1pvidiov kapdiakov Bavdatov e enttuy avalmoyovnon

v.  Ave&nynro kopdloyevég cok

ATAT'NQXTIKA ITAPAKAINIKA KPITHPIA
i HKT / Holter / dokipacio kémwong

ii. deikteg Momg Hookapdlakdv Kuttapmv (tponoviveg I/T)

fii. dopikég / Aertovpykég dlaTOpoyEC o€ AmMEKOVIOTIKO Kopdlohoyikd €ieyyo (ECHO / CMR /
KafeTnploacpog)

iv. Iotikég ardowwoelg tov pookapdiov oe éleyyo pe CMR (oldnpo koum kabvotepnuévn TpocAnym

yodoAviov)

6.4 I'evetikog £heyyoc — Owkoyevelakn copfovisvTiKi

Onwg avalvetar ekTeVdg otV Topdypaeo 3, ot pvokapdlonddeieg (avaroya pe tov
QoVOTLTTO) TOPOVGLALOVY HETAPANT TOAVOTNTO OUTIOAOYIKT|G GUGYETIONG UE GUYKEKPIUEVES
LOVOYOVIOLOKEG METOALAEELS, v €lval duvatdv va moapatnpniovy SlapopeTikd TPOTLTTQ
KANPOVOLIKOTNTOS (KUPIMG OVTOCOUIKY] ETKPOTIG KATPOVOUIKOTNTO, OAAY KOl TO GTAVIO
OLTOCMKT VIOAETOLEVT 1| PLAOGVUVIETN). [TapdAinAa, vdpyovy PETAAAAEELS Le AyvmaTn
oTNV TOpovoa PAoN KAWIK — TPOYVOOTIKY] ONUACio, €vEd mTopatnpeitor Kot ateAns (1

omoToTEPA €COPTAOUEVT Amd TNV MAKIA) OEIGOVTIKOTNTA (TOCOGTO TMV (QOPEMV UE L
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HETOAAOEN 7oL Tapovotdlovy kKMviKO @oawvotvmo 1 avopoiieg oto HKID 7/xor to
vrepnyoypaenua). Télog umopel va moapammpndel mowkido oty KAVIKY €KQPOCT HLOG
CLYKEKPIUEVNG UeTAANOEN G peTa&h TposPePAnuévev atOpmV viOg TG 101G OlKoyeveing
(mBavn emidpacn GAL®V PN OVOYVOPICUEVOV YEVETIKOV 1 TEPIPUALOVTIKOV TOPAyOVIOYV,

mopovcio SmANG etepolvymTiog).

O yevetkog Eleyyoc oe aobevelg e HLOKOPOOTADELN KOl GTOVS GLYYEVEIC AVTAOV £YEL
Bacwod okomd ™ dyvootikn emPefainon, TV SWGTPOUATOOT KIVOLVOL — TPOYV®OGCT, TN
Mym amopAceE®V OYETIKA pe OepamevTikég TOPEUPAGELS KoL TNV OVIXVELON GLYYEVIKAOV
ATOUMV TOV PEPOLV TNV aVTN HETAAANEY, emopévac Ppiokovial og Kivouvo va avoartuéovv
v660 610 pEALOV. Ot evdei&elc eAéyyov mapovatdloviot ekteTapéva e oonyieg toco g ESC
[81], 600 o g Apepwdvikng Etapiog Kapdiaxng Averdpkelog (HFSA) [82]. Baowkég

aPYEG TOL YEVETIKOV EAEYYOV ATOTELOVV:

i. Xeg Olovg Ttovg acbBevelg pe pvoxapdomdbel GLOTAVETOL ANYN TPOCEKTIKOV
OIKOYEVELKOVD 10TOPIKOV  ylo. >3 yeveég (M.). OvVOyvOPIoN Kol KOToypoen
TEPICTATIKMOV OLpVIdion Kopdlakod Bavdtov, adievkpivioTov Bavitov mov umopei va
oyetileton pe Kapdiokn voco, Bavatog epnfov).

ii. Xe Olovg otovg aovumtOpOTIKODS  ovyyeveic 1% Pabupod  acBevdv  pe
pvokapdtondela cuaTveTal KAVIKO screening, To omoio Oa mpénet va mepthapPdvet
GTOPIKO (CUUTTOUATO KOPIOKNG OVETAPKELNS, OPPLOUIES, TPOGVYKONY, GLYKOTY),
KAMvikny e&€taon, HKI, vmepnyokapdoypdonua, mpocsdiopiopd CK-MM, HKI
ovykepacpov (ce ARVC), Holter (ce HCM xor ARVC), doxipacio ké6nwong (oe
HCM), MRC (ce ARVC). H ocvyvétra mapoakorovdnong kabopiletar amd tnv
TOPOVGIO 1] U1 OVAYVOPIGUEVIC LETAAAAENG OTO TTAGYOV GTOMO KOl OO TNV TOPOVGio
N un mafoAoyikov screening.

ili. O yevetikdg €heyyog Oo mpémel va YiveTol 6To ATOHO TNG OIKOYEVEING TO 0010 TAGYEL
o eueoveg (avEdvovtar ot mbavotnteg aviyvevong KATOOV CYETIKA GTAVIOU
YoVidiov).

iv. Ot acbBeveig Kau o1 owkoyéveleg avtdv Bo Tpénetl vo Toponéumoviol o€ EE0KEVUEVDL
KEVTPO, TOL SLOBETOVY TOL amopaitnTa HEGA (). YEVETIOTEC, SLOYVMOOTIKO EEOTAIGLO,

TEXVOYVOGIN) Y10 TNV TLO APTLOL OVTLLETMTIGT TOVC.
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SNUEIOVETOL TOG VIAPYOLV EEYMPIGTEC OOMYIES Y10 CLYKEKPIUEVOLS (POLVOTOITOVG
HLOKAPOOTADELOG, OTTMG Y10 TAPAOELYLLOL TNV VIEPTPOPIKT Hvokapdtonddeia [47,48] ko v

ARVC [83].

H mepartépm avdivon tov e101KOV evOei&ewv d1eVEPYELOG YEVETIKOD EAEYYOL OVAAOYOL
HE TOV QOVOTLTO NG pvokoapdlonddelag, tov nedddwv mov axolovbovvtal, TV YoVidimv
mov aviyvevovial, K.0. Eepedyel omd TOV OKOMO TOL TOPOVTOS, KOOMC TPOKELTAL Y10

eEapeTiKa eEE10IKEVIEVO (TNULAL.
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7 OEPAIIEYTIKH ANTIMETQIIIZH
7.1 Mvokaporomadereg

7.1.1 Awrtotikn puokaporondosia

H avtyetomion tov acBevav pe datatikn pvokapdlonddeia eotidletor otovg &g
GEOVEC:  OVTIUETOTION TOV  CUUATOUATOV  CUUEOPNTIKNAG  KOPOWOKNG — OVETAPKELNG,
OVTILETOTIOTN OLGAELITOLPYING TNG OPLOTEPNG KOO Kol TOpOKOAOVONGT — OVIETOTION

TV appuoidv [28].

H ovuntopatiky DCM pe kopdtoky] avemdpkelo Kol EAATTOUEVO KAAouo eEdOMomNg
avtipetoniletal copeova e TG debveic odnyieg Yo v Kopdakn avendpkewa [64,65]. H
Baocwkr eoappakevtikny Oepomeion mepthapPdverl ™ yopnynon avoactorémv tov MEA, oeg
oLVOLACUO UE P-OmOKAEIOTEG KOl OVTAYOVIOTEG OASOCTEPOVNG. AVAAOYD HE TO KAWIKO
TPOPIA, TV avTomOKPIoN KoL TNV avoyn otnv Pacikn aymyn, mpdcbeteg Oepamevtikég
EMAOYEC  OMOTEAODY 1) YOPNynomn oOovpnTikKadv, TOV OVOGTOAED NG  VEMPIALGIVIG
caxovumTpidn (o€ cvvdvacud pe tov avactoréo MEA BaAcaptdvn), Tov ovactorléa TV
StAwv Iy 1Papmpadivy, avacToAé®V VTOSOYEMV  OYYEIOTEVGIVIG, OYYELOIOCTOATIKAOV

(voparalivn kat dviTpkog 16ocopPitng), oryo&ivng kot w3-Amapmv o&éwv [65].

H avtipetomion tov appubuidv yuo toug acbeveig pe DCM yivetar cOppova pe Tig
vrdpyovoeg debveic odnyiec [87-90]. ' acBeveic mov oM Ppickovior ot HEYIOTN AVEKTN
(QOPUOKEVTIKY AY®YT Kol Topovctdlovyv KAdoua eEmOnong g aplotepng Kotkiag <35% pe
devpuvon 1o QRS kot popeoroyia LBBB, vmbpyer oyvpny ovotoaon (Class 1
recommendation) yio e@appoyn Oepameiog KapdKOD ETAVACLYYPOVIGUOL (OUEUKOIAOKT
Bnuatoddton) [127]. H tomobétnon epputedoipov Pnuotoddt — anvidoty (Implantable
Cardioverter Defibrillator — ICD) emiong éxet woyvpn ovotaon (Class I) yio d6Aovg Tovg
acBeveig pe DCM, cvopntopatiky kopdiakn overdpkee (NYHA II-IIT), kAdopo eEdOnong
<35%, mov MOm Ppiokoviar o HEYIOTN QOPUAKELTIKN Oy®YN KOl £YOVV TPOGOOKILO
emPioong >1 étog [87]. H tomoBétnon epuputedoiov amvidwt o tpénel va aloloyeital
®¢ OepamevTiky] emAOYN Yoo TV TPOANYT aeVidiov Kapdlakoh Bavdatov otnv mEpinTmon

DCM nov oyetiCeton pe emiPePforopévn LMNA petdAraén [87].

Mo mv eldttoon tov kvdvvov BpopPoepforikng vOGoL VIAPYEL 1oYLPT GVGTOON
(Class I) ywo ™ yopiynon avimnktikng oyoyng oe acbeveic pe DCM ko kopdiokn

OVETAPKELD, TOV TAPOLGIALOVY KOAMIKY UOPLOPLYT Kot EQQAVICOVV EMITAEOV TOPAYOVTEG
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Kvdvvoug ekdnAmaong Bpopfoepnfoiikng vocou (VITEPTACT, GUKYAPMOING SLOPNTNG, 15TOPIKO

AYYELOKOD EYKEPOAMKOD ETL000{0V, NAkio >75 eTtdv) [64].

AocBeveig pe avlextikn omv cvuPatikn Oepameion KopdloKy AVETAPKELL UTOPEL Vol
YPEWCTOVY UNYOVIKT LooTNpEn g Kukhoeopiag (m.y. VAD) 1, tehkd, petapdoyevon
Kapduig [64,65].

H e&edikevpévn Oepamentiky] avTipet®dmon Yo TiG O1dQpopeg HOPPEG OLOTATIKNG
HLOKaPO10TADEING avAAOYOL LLE TNV OLTIOAOYiO (EKTOC dNAON omtd T cLVNOIGUEVT aywyn Yo
TNV OVTIUETOTION TNG KOPOLOKNG OVETAPKELNG KOl TOV appLOULDV) TEPLYPAPETAL AVAAVTIKA
oV PPloypapikn avagopd [55]. H avagopd otic €1d1kég avtég Bepameieg gival kTG TOV

GKOMOV TOV TAPOVTOC.

7.1.2  Yraeptpo@iki) pookaporomadera

AVOALTIKEG GLOTAGELS YL TNV OVTIUETOMION TOV 000EVOV e VREPTPOPIKN
pvokapdtomddela VAP oLV € avticTolyes debveic odnyieg [47,48]. Znuewdvetal | amovoio
LEYOA®MVY TUYOLOTOMUEVOV HEAETMV Yol TNV a&loAdynon TV Bepamevtik®dv tapeppdoemy. Ot

Baocukol dEoveg AVTILETOTIONG TOV AcOEVOV aVTOV Eivar:

"7 EUREPIKT YOPNYNON QOPUOKEVTIKNG ay®YNG (BEATI®ON TNG CLUMTOUATOAOYIOG KO
™G AEITOVPYIKOTNTOG TOL 060EVOVS, TPOANYN TEpaUTEP® EEEMENG TG VOGOD)

" 100 TOUVG ovunTepatikovg acbeveig pe LVOTO o otdyog elval 1 GOURTOUOTIKY
avaKoVELoN (POPUAKEVTIKY 0y®YN, YEPOVPYIKN HVEKTOUTY, KATAAVGT LECOKOIALAKOD
SUPPAYLOTOG LE AAKOOAN, PN ratodoTnon)

" yl0 TOVG CLUMTOUOTIKOVG acBeveic yopic LVOTO o otdyog givor o éheyyog twv
appLOdY, 1N EAATTOON TOV TMECEOV TANPOONG TNG OPLOTEPNG KOWAING Kot 1|
QVTILETOMION TG 6TNOdYYMS

* o1 oofeveic pe 7PoiohoO GCULOTOAMKN Kol  OCTOMKN — dvoAettovpyion  pUn
OVTOTTOKPIVOLEVT] GTNV EVOEIKVLOLEVT] ay®YN UTOPEL Vo ¥PEGTOVV UETAUOGYEVON

KOG

Inuetovetoan Tog cvuPatikd n LVOTO opiletan wg n mapovcio péylomg kAiong mieong otov
Y®dpo 600V G aprotepng Kothag (Létpnon pe Doppler) >30 mm Hg, pe 6pro Bepomevtikng
napéuPaong vo arotelobv cuvnbwg petpnoelg >50 mm Hg [48].
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7.1.2.1 Aocvpntopotikoi acOeveic

INa aocvpmtopatikovg acbeveig pe HCM vrdpyet 1oyvpn ovotaon (Class I) yia v
TPOTOTOINCT TOV TAPAYOVTIWV EKEIVAOV TOL 0ONYOVV — EMOEWVMOVOLV TNV KOPOLOYYELNKT VOGO
(m.x. opTNPlOKN VTEPTOOT, COUKYAPMOONG OWPNTNG, VIEPMMSUia) COUPOVE HE TIG
vapyovoeg odnyleg [128,129]. AgpoPia doknom yoapnAng €viaong eival amodekTy Yo TOV
minBoopd avtd. H yopnynon eapuoakobepaneiog (B-avactoreis; avactoreic acPfeotiov) gite
vrdpyer LVOTO eite 0y €xel ovotaon Class IIb. H dievépyeia enepfatikdv texvik®dv yio v
eEMATTOON NG amOPPAENG OV TPOKOAEL TO HECOKOIMOKO dtappaypa dev €xel EvOoelln o€

acBeveig pe euoloAoyIkn dokipacio KOTwong doyeta pe Tov Babud aroeppatng [47,91].

Inuewwveton g oe acBeveig pe LVOTO (npepiag 1 pe v KOT®OT) TPEMEL Vo
ATOPEVLYOVTOL Ol OYYELOOOOTAATIKOL Tapdyovteg (aptnplakod kot GAEPUKOD SkTdOoV), Ot
VYNAEG 0OCELS SLOLPNTIKMOY Ko 1 dryo&ivn, Kabmg umopel va ETOEWVMOCOVY TV OLVOLIKN
amoepaén  (eAdTTOON TPOPOPTION, EAATTOON UETAPOPTIOV, AHENCN GCLOTOATIKOTNTOG)

[47,48].

7.1.2.2 Topntopotikoi ac0eveic — popRoKELTIKY] ay®myN)

INa v eappokoroyikn Beponeio cvpntopoatikov acbevov pe HCM kot LVOTO
vapyovv ot akdiovbeg 1oyvpég ovotdoelg (Class I) xatd ESC (vmdpyovv pikpéc

JPOPOTOMNCELG e TIG 00Myieg kKatd AHA):

" QAPUOKO TTPOTNG EKAOYNG YO TNV OVTIUETOTION TOV CLUUTTOUATOV (oTnddyym,
dvonvoln) oe aocBeveic pe HCM pe LVOTO elvar otr B-amokieiotés (yopig
OYYELOOOGTOATIKEG 1010TNTEG, T.X. O-00pEVEPYIKN Opdon). [Ipocoyr ot yopnynon
anouteitoan o€ acBeveic pe pAefokopupikn Ppadvkapdio 1 dStOTOPOYES Oy®YILOTNTOG
[47,48,130]

* 7y oacbeveic mov Ogv  avromokpivovior o©Tovg P-omokAelotég 1 epeavilovv
TOPEVEPYELEG OO TN YOPNYNOYN TOLG N EYOLVV OAVTIEVOEIEEIS OTN YOPNYNON TOVG
ovotnveTal N yopnynon Pepamapiing (un otopomvpdivn). Ilpocoyn yperaleton oe
acBevelg pe vymdn KAhion mieong, mPOYWPMUEVN KOPOWKY OVETAPKELD KoL

eAeforopfikn PBpadvkapdio. Evarroktikd, pmopei va yopnynbei Sktialéun oe
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acOeveic TOV OeV aVEXOVTOL TNV PEPATALIAT. ZNUEWOVETOL 1) AVTEVOELEN Y10 YOPTYyNOoN
SWIPOTLPOVDV, OTTMOC M VIPEdTiv (ayyEl0dt0oTAATIKOL Tapdyovteg) [47,48,130]

" 1 xopnynon owsomvpapidng (mpochetikd otovg P-ovactoleig M v Pepamapiin)
EVOEIKVLTOL Y10 TNV CUUTTOUATIKY] OVILETOMTION TOV acHEVOV oVT®OV, EPOGOV deV

avtoamokpivovion otnv aywyn tpmg ypouung (Class I katd AHA) [47,48,130]

H yopriynon drovpntikdv oe acbeveig pe LVOTO mpénetl va yivetan pe mpocoyn Kot
HOVo Yoo TNV TEPIMTMOOT OOV TO, GLUMTAOUATO OV avakoveilovtal pe v yopnynon PB-
amoKAEIGTOV N/kont Pepamapiing. Ewdwn pveia yivetor yio v mepintmon mov acbeveic pe
HCM xor LVOTO epgpavicovv vrotacn, svorvoln Kot o&h Tvevpovikd oidnpa (KAvikn
eIKOva 0EE0C oTEPAVIOIOV EMEIGOOI0V). TNV TEPIMTMON ALTH, N XOPNYNON OoVPNTIKAOV, -
ayovioT®v  pe  Betik]  wotpomo  Opdomn (MY,  vtomapivr, VvIoumovtapivr) Kot
OYYELOOCTOATIKAOV UTOPEL VO ETPEPEL KATAGTPOPIKA amotedéspata. H aviyetdnion otnv
ofelo aon mepthapuPavel yopnynon vypav, P-0TOKAEIGTOV Kol OYYELOGLGTOCTIKAOV (7.

Qovoreppivn) [47,48].

Ot unyovicpol, HEG® TOV OTOI®MV Ol AVAOTEP® QUPUAUKEVTIKES EMAOYEC GLUPAALOVY
otV EAATT®OT ToL Babpod andepaéng tov ympov 600V TG OPLoTEPNS KOIAING GLUVOTTTIK(,

etvar o1 e€ng (130-134):

= gpVNTIKN WWOTPOTOG Opdion

= 01 B-amokAeloTEG Kal Ol avaoToAels acPeotiov (Un S1HdPoTLPISIVES) EAATTOVOVY TNV
KOPOlK oLUYVOTNTO KOl TOPATEIVOLV TOV YPOVO OlOGTOANG, UE OMOTEAEGLO VO
av&avel  TANPWOON TOV KOOV

" 01 B-amOKAEIOTEG LEUDVOLV TNV LVOKOPIIOKT KOTOAVAA®DGCT 0ELYOVOL

" 1 Bepamapiin mbavov va €xel BeTikn eMdPACT GTNV VIEVOOKOPIIOKT HVOKAPILOKT

LA TOOT)

Ot acBeveig pe kapdiakn avemdpkelo Tov daTnpovv Koo eE®mOnong >50% ko dev
nmopovotdlovy LVOTO (ce npepion 7 petd amd mpoOxAnom, my. He yepopd Valsava)
avtpetonilovror pe P-omoxielotéc, Pepomapiin 1 SATalEun Kot LE TPOGEKTIKY YOPNYNon
yopunAng doong oovpntik®dv (Class Ila) [47,48]. e avtiotoryoug acbeveig pe peltopévo

KMo eEndnong <50% umopet va tpoctefov avactoreic MEA (1] avactoleig vrodoyéwv
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AYYELOTEVGIVIG), aVTOY®VIOTEG VITOdoYE®V aAdootepovNg (Class Ila katd ESC; Class I xatd

AHA) 1 younAn 66on dryo&ivng oe mapovoio KoAmkne papuopvyng (Class I1b).

7.1.2.3 EngpPotikég pédodor ehdrroons tme LVOTO

Ynrdpyovv 2 enepPatikéc pébodor erdrtwong g LVOTO: 1 yepovpyikny poektoun
KOl 1 KOTAAVOT TOV HEGOKOIAIOKOV Oloppdypatoc pe ohkooAn. Ov puébodol avtéc €xovv
EVOELEN YO TNV OVTIUETAOTIOY] COUTTOUATIKOV acbevov pe HCM kot kiion mieong LVOT
>50 mm Hg, ot omoiot Bpickovror oe Asttovpywkd eminedo katd NYHA MI-IV mopd ™
yoprynon g MHEYoTNG avektg @oppakevtikng aywyns (Class I Recommendation ESC)
[48,135]. Omota ko amd T1g 2 pebddovg emdeyel mpémetl va. dievepyeitar omd eEe1dkevpévo
WOTPIKO TPOCHOTIKO GE KEVIPO HE E€10IKELON OTNV OVTIUETOTIOY acOevdV PE VIEPTPOPIKN
pvokapdtondBeta (Class I). H dievépyeia yelpovpytkng HLEKTOUNG TTPOTEIVETAL EVOVTL TNG
KataAvong tov dgpdynatog pe aakooin (Class I) ommv mepintwon acbevoids, o omoiog
ypeldleTon Kot GAAOL TOTOL YEWPOLPYIKEG TaPEUPECELS (T.y. OVIIKOTACTOON N TANCTIKN
tpoedots ParPidag). Zvotaor taéng Ila yia devépyela emepfatikng ehdttoong LVOTO
&xovv kot aoBevelg pe KAiion mieong >50 mm Hg kot vrotpomidovio cuyKonTIKd ETEIGOO10L

KOTG TNV AGKNOT TOPA TNV UEYLGTN OVEKTY] POPUOKEVLTIKT orymyn [48].

YNUEIDOVETAL, €K VEOV, TG 1) BEPATEVTIKN OVTN ETAOYT OEV OLPOPA OLGVUTTMOUATIKOVG

acBeveic N 060eveic TOV OTOIOV TOL GUUTTOUATO EAEYXOVTOL LE TN YOPYNON POPUAKEVTIKNG

aywyng [47].

Enepfoatikyy pébodo yu v avakoveion twv cvopuntopdtov arnd v LVOTO
amotelel Kt 1 yepovpyIKn 010pBwon g Tpoewovs ParPidag (1] N avTIKATAGTOCT QLTHG).
Tétowov eidovg yepovpyikn mapéuPoacn €xet £vOeiEn HOVO GE CUUTTMOUATIKOVG 00OEVELS e
KAMon wieong LVOT >50 mm Hg xon pétpro — coPapn HUITPOESIKY] OVETAPKELD, TOV OEV
OPEILETAL OMOKAEICTIKG GE TTPOG TO. TPOSH UETOTOMION TNG HTPOEWOVS PBarPidag kotd
@aomn ¢ ovotoc. H avtikatdotaon ptpoetdong ParPidag avievdeikvutol 6Ty mepinTmon

Tov 0 acBevng Exel évoelln yia eméppaom erdtToong Tov dtappdypatog [47,48].
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7.1.2.4 KoATokolAloK) — op@ikotAlokn fnpatoddtnon

H xolmokotiiok® Pnuoatoddtnon pmopel vo amoteAécel OepamevTiky] EMAOYY UE
OKOTO TOV KOADTEPO GLYYPOVIGUO TNG GVGTOANG HETAED KOATOL KOl KOOGS, TPOKEYEVOL V.
erattdel o fabuog LVOTO. Evdeikvoton (Class IIb) yio acBeveig pe LVOTO >50 mm Hg,
eAeforopPikd puOUO Kol GUUTTOUOTO TOL OeV EAEYYOVTIOL LE TNV QOPUOKELTIKN Oy®YN,
O0TOVG OTOiloVG €lTe VITAPYEL aVTEVOEIEN Yoo emepuPatikn péBodo erdttwong e LVOTO 7
vdpyel avénuévoc kivouvog TPOKANGNG TANPOVS KOATOKOIAOKOD OTOKAEIGHOD KATH TN

OLEVEPYELD TOV AVAOTEP® EMEUPATIKMOV TEYVIKDV.

H apoeiotiioxn Pnpotoddtmon (Bepameio emovacuyypovicpov) yia v Bedtioon tov
ocvpntopdtov &t €voelén (Class 1Ib) oe acbeveig pe péyiom xiion mieong <30 mm Hg,
CUUTTOUOTO, AVOEKTIKA GTNV QOPLOKELTIKY] aywyn, Aertovpyikn kotdotaon katd NYHA II-
IV, xhdopa eEnbnong <50% xor popeoroyio LBBB pe ebpog QRS >120 ms [48,136,137].
Mo aoBeveig pe Khdopa eEdbnong <35%, n tomoBEtnom apeuoiiokod Prnuatoddtn npénet

va akoAovBel Tig avtioTolyeg 0dMYieg Yo Tovg acbeveic pe Kapdtakn avemdpketa [127].

7.1.2.5 Metapdoygvon Kopowdg

H petapodoyevon kapdidg mpénet vo alloloyeitar o¢ emAoy o€ acbevelg pe teAkon
oTodlov KOPOKN OavemdpKelo kol un omo@poktikov tomov HCM, ot omoiot dev elvan
dwyepiool pe Tig vmorowmeg vrdpyovoeg Oepamevtikée mopepuPdosg (| mapovsialovv
avtévoeltn ywo kamoteg amd avtég) (Class I xatd AHA) [47]. Emiong, wg vmoymetot mpog
petopooyevon mpémel vo aglodoyovvror kot ot moidtotpikoi aocBeveic pe HCM ko
TEPLOPIOTIKY] PLGLOAOYID, Ol omoiot dev avtamokpivovtal otig dwbéoiueg BepamenTikég
neBddovg (1 dev Exovv Tic amapaitnteg evoei&elg ya v epappoyn toug) (Class I katd AHA)
[47].

7.1.2.6 AVTIHETOTION KOIALOKAV appuOmav Kot Tpoinyn argvidiov Bavarov

O evilikeg acbBeveic pe HCM mapovsialovv etoto kivouvo yia apvidto Bdvato g
té4éng tov 0.5%-2%, pe wvpotepn aitio v Kookt poppapoyn [29]. H yopnynon
VTP PLOUIKAOV 1o TV TPOANYT cpvidiov Bavatov dev vrootnpileTon amd v LVEGPYOVOO

Biproypapia [48]. Aemtopepeic 0dnyieg Yo TNV AVIYETMOMICT TOV KOMOKOV oppLOUIdY Kot
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mv mwpoOAYN ToL OEVISiov Bavdtov vmapyovv oTlg avrtiotoyeg Olebvelc oonyieg
[47,48,87,88]. Xe ka0e acBevi) pe HCM mpémel va yivetor 0100TpoUAT®GT KIVOUVOL GYETIKA
pe v mbavotta ekdNAmong awpvidiov Bavdtov (Sudden Cardiac Death — SCD) (Class ).
OMot o1 acbeveic pe HCM dgv mpémetl VoL GUUUIETEXOVY GE AVTOYOVIGTIKA 1] VYNANG £VTaoNg
abAnuata [91]. Ot mapdyovteg ekeivol mov €yovv cuoyetiotel pe avEnuévo kivovvo SCD

elvar ot €€ng [138-141]:

" EMTUYNG avAVNYN HETA OO OVOKOTN AOY® KOWMOKNG TOYLKOPOiog 1 KOIMOKNG
HOPHOPVYNG

" gUPEVOLGO KOIALOKT ToLKopdio Tov 0dnyel o€ EKONAMON GLYKOTNG 1 OLLOSVVOULKNG
aoTadelog

= owoyevewkod wotopikd SCD oyetilduevo pe v tapovcsio HCM

" TAY0G TOLYYMUOTOC 0ploTeEPNS KotAiag >30 mm Hg

= oveENyNTo GLYKOTTIKA EMEICOOL0

= un eppévovca kothokn toyvkapdic (NSVT) (=3 ocvumdéypata pe ovyvotnta
>120/ ento ddpretog <30 devtepdAemTa)

= aBoA0YIKN OTOKPIoN aPTNPLOKNG TTieEoNS Katd Tn didpKea TG Aoknong (TTMoT TG
nieong >20 mm Hg 1 advvopio adénong g cvotolkng mieong >20 mm Hg kotd )
dlapKel TG doknong)

" TapoLGia avEVPVGLATOG TNG KOPLONG TNG APLOTEPTS KOWALG

[Tapdyovteg mov Bewpovvtar 6Tl TpomOTOI0VV TTEPULTEP® TOV Kivouvo SCD (ywpig

OUMC N Tapovcio TOVg va. Exel aveEdpTnTa GVOYETIOTEL te TNV epupavion SCD) etvan ot €€NG:

= nAia <30 etov

= KMo mieong otov Ydpo ££000L NG aploTEPTG KotAlag >30 mm Hg

= kaBvotepnpévn evioyvon YOSOAVIOU GE LAYVITIKY TOLOYPOpio KOpILig
= oyotpio pookapdiov

" KOATTIKY] LOPUOPLYN

= ¢vtovn (OVTAY®OVIGTIKY]) AOANoN

" petaAAAEelg vYNAoD Kvovvov (m.y. B-pvocivng)
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H tomobétmonm epgutevoipov Prnuatoddtn-amvidwt) (ICD) €yet woyvpn cvotoon
(Class 1) yuu acBeveig mov éxovv emProoetl kapdiaxkng avakonnc Aoyw VT/VFE, kabnhg eniong
KoL Y10 EKEIVOVG TOV £Y0LV 16TOPIKO gppévovoag VT pe ekONA®OT GLYKOTTTIKOD EMEIGOOI0L N
apodvvapikng actdbelag. Extog amd avt) v opddo tov acbevav, n tomobétmon ICD
npoteiveton (Class 1) yio acOeveic pe HCM ko tovAdyiotov 1 omd to mapoakdtm: PEYIoTo
To0G TOYOUOTOG aplotepng Kotdag >30 mm Hg, SCD oe >1 mpotov Pabuod cvyyevn
oxetilopevo pe HCM, >1 ene1cdd10 aveEnyntov GUYKOTTIKOV €MEGOSI0V €vidg 6 unvav,
NSVT 71 maBoroyikr] amdkpion aptnplokng Tieong oty KOTMGN 6€ GLVOVAGUO LE KATOOV
OO TOVG TPOTOTOUTIKOVG TAPAYOVTIES TTOV AVAYPAPOVTOL aveTéP®. Idtaitepn pvela yivetan
v aoBevelg pe avevpovoua aprotepng kotkag kKot khdopo eEdbnong <50%. H évdeitn vy

tonofétnon ICD otovg acbeveic avtovg mpémetl va eEatopukedeton [88].

7.1.2.7 AvTutnKTIKY] 0yoY)

Ot acBeveic e HCM mov Bpiokovtarl og avénuévo kivovvo yia Opoppoepoiikn voco
elvar eketvol pe KOATIKY HOPHOPLYN 1N KOATIKO TTEPVYIGUO Kol OUTOl HE OVELPLGUA TG
aplotepng Kotkag. o avtode tovg acbevelg mpoteivetar | YopnyNoN OVIUTNKTIKAG Oy®YNS
(Class I) (m.y. Bapepapivn) [47,48,138]. O éreyyog TG KOWMOKNG avtomdkplong o€ acbeveig
HE EUPEVOVOO, KOATIIKT LLOPLLOPLYT] YIVETOL [E TN Yop1ynon PB-omokAelot®v, Pepamopiing Kot

duktaléung (Class 1) [47,48].

7.1.3 TlgproproTiki] pvokapolondOsia

Agv vrapyetl €101kn Bepameio yoo v 101071 TEPLOPIOTIKY] PVOKOPIIOTAOEIDL 0VTE
Kot 0leBvelg odmnyieg yio v avtpetonion e H avtipetodnion yivetar pe faon g apyés
OVTILETMOMIONG TNG KapdlokNg avendpkelog [64,65]. Edv avayvopiotel vrokeipevn artioloyio
(.. APLAOEIOWON, COPKOEIDMOT), QUOYPOUAT®ON KTA.) epapuoletor 1 aviictolyn Oepamneio.
H avdivon g e01kng Oepomeiog ova d1oyvooTiky] Katnyopio ivol EKTOC TOL GKOTOV TOV

ToPOVTOG.
Ot Baoikég apyéc g aviipetoniong teptiopupdvouv [43]:

= YOPNYNOTN SOLPNTIKOV YOl TNV OVOKOVPIOT TM®V GUUTTOUAT®V TVELHOVIKNG KOl

GLOTNUATIKNG SLHEOPNONG. Ot 3OGEIS TPEMEL VAL TITAOTOLOVVTOL TPOCEKTIKA, KOOMDG
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7.1.4

elval amoapaitntn 1 ST)PNoN GYETIKA LYNADV TECEDV TANPOONG TOV KOIAM®V Yo
™ OTNPNOo” ENAPKOVS KAPOIUKNG TOPOYNS, AOY® TG YOAUNANG €VEVOOTOTNTOS TOL
pvokapdiov

N yopnynon P-avactoAémv Kot ovacToAéwv Stavdlmv acPectiov (m.y. Pepamapiin)
umopel va &yovv evepyetikd poro. O unyaviopodg Opacmg Tovg mEPIAAUPAver
emPpdovvon TG Kapdlokng cuyvoTnTag, aENCT TOL ¥POVOL TANPOONG TOV KOIAMY
Kot BeATimon TG S10GTOAKTG SLGAEITOVPYING

n yopnynon avactoréov MEA kot avaotorémv vodoyéwv ayyeloteveiving Ba mpémet
Vo YPNOLUOTOOVVTOL e TPOCOYY], KOODG 0V VITAPYEL OTTOOEOEYIEVT] MPEAELD OE
a00eveic e O10TOMKT OVGAEITOVPYIO KOl PUGLOAOYIKT) GUCTOATIKOTNTO KOl pLEYe0og
aploTtePNG Kotiog

N xopnynon dtyo&ivng mpémet va yivetar pe Tpocoyn Kabmg avEAvel To EVOOKLTTAPLO
acPéatio (Lmopel Vo EMOEIVOGEL TN O1GTOAKT dSVGAEITOLPYINL)

acBeveic pe vynAod Pabuod  koAmokolokd omokAelcpd  ypnlovv  pOVIUNG
KOATTOKOWAMOKYG Pnuatoddtnong, Kabdg 1 otnpnon Tov KOATIKOD AOKTIGHOTOS
SLUPBAAAEL 6TV BEATIOTN TANPOOT) TOV KOIAMDV

acBeveic pe KOAmKN poppapvyn ¥pNLovV OVIUNKTIKAG Oy®YNG Kol EAEYYOL NG
KOWMOKTG avTamokplong (B-avactodéac 1 avacsTtoréns acPectiov)

acleveig pe KAPSLOKN OVETAPKED TEAIKOD OTOOIOL TOV OEV OVTATOKPIVETOL OTNV
aymyn TPEMEL Vo aE0A0YOUVTAL Y10, TOToBETon punyovikng vroompitng (VAD) wg
YEQLPO. TPOG PETAROGYEVOT (1 G TEMKT Oepomein) Kot, TEMKA, Y0 LETAUOCYELGN

KOPOHG

AppvOmoyovog dvomhacio Tng 0e1dc Kotrhiog (appvOpoydvog pvokaporomdosia)

Ot Baokoi Bepamevtikol dEoveg TG avtipet®miong Tov acbevav pe ARVC elvar n

wpodANY”M tov SCD, N TPOANYT TG ELPAVIONS CUUTTOUATIKOV appLOULOVY, 1| GUUTTOUOTIKN

avakovElon Kot 1 KaeBvotépnon g eEEMENG TS VOOV, AVOAVTIKEG GLGTAGELS TAPEXOVTOL

o€ avtiotolyeg Oebveic odnyieg [142].
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7.1.4.1 Awwotpopatoon Kivovvou yra SCD — [Ipoinyn awpvidiov Bavatov

Ot acBeveig pe dwyvoouévny ARVC mpémel va amo@edyovv To ovTOy®VIGTIKG

abAnuato Ko too abAnuatTa avioyns (opilovior oG abAUOTO LE OMOUTHGES KATOVAAWDGONG

o&uyovov >70% tov peyiotov), kabmg 1 evacyoAnon pe avtd arotedel mopdyovio Kivovvou

Yo TNV EKOMA®MOT KOIAMK®OV Tayvoppuduiov kot SCD [91,142,146].

Yg 0Tl aeopd TN OwoTpoUdt®mon Kwdbhvov, ot akdAovdeg mapdpeTpor £xovv

ovoyetiotel pe avénpévo kivovvo SCD oe acbeveic pe ARVC [142,143]:

nponyndeica KapdloK ovaKOT| 1} ELUEVOVGO. KOTAOKY] TayLKapdio

aveENYNTO GLYKOTTIKO EMEIGOO10

oA etepoluymrtia (o€ Yovidla TOV KOIIKOTOIOUV OEGUOCMUINKES TPMTEIVEG)
EKTTTOON NG AELTOVPYIKOTNTOS pE dtdtacT g 0e€1dg N TG 0PLoTEPNC KOWATOG 1 Ko
T®V 600

NAEKTPOPLVGLOAOYIKEG OALOLDOELS (avaoTpoPr] T o1 TPoKapdlEg amaymyég amd Vs
kot petd, NSVT, vymAn ocovyxyvoémta £KToKTOV KOWMOKOV GLOTOA®V, OeTikn
NAEKTPOPLGLOAOYIKY HEAETT, YoUnAO duvaptkd QRS, katakeppatiopndég QRS)

veopn NAkia kotd T ddyveon

Gppev pOAO

petdAAoén oto yovioro TMEMA43 (k®otkomotel pun 0EGLOGMUIOKY] TPOTEIVT)

H tomofBétnom ICD eivar n Bepamevtikn emAoyr mpdTg YPOUUNS o€ acbevelg pe

ARVC yuo v mpéAnyn tov SCD (mpwtoyeviy i devtepoyevn)). Ot Paocikég evoeitelg

tonofétnong ICD eivot ot €€ng [87,88,142]:

acBeveig petd amd emruynuévn avavnym Adyem VT/VF, acbeveic pe 1otopukd >1
eneicodiov VT pe apodvuvapkn aoctdbeia 1 VF (kivovvog >10% / étog) (Class I)
acBeveig [le onUOvVTIKY] GLGTOAKT dvoAsrtovpyia (KAdopa eEdBnong <35%) eite g
oe&l0c ite g aplotepng KotMag (1 kol Tov 0V0o), aveEaptnta amd TNV TAUPOLGia
appuOav (Class I)

acBeveig pe 1otopkd >1 eneicodiov eppévovsoc VT pe opodvvapiky] otabepotnta
(Class Ila)

acBeveic pe peiloveg mapayovieg Kivouvov (aveENynto cuYKonTiKd enelcdota, NSVT,

HETPLO CLGTOAIKN ducAelTtovpyia; BTk NAekTpopustoloykn peArén) (Class Ila)
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= aobevelg pe eAdoooveg Tapayovieg Kvovvou (m.y. appev eOA0, durhn etepolvymTia
o€ YOVIOll TOL KMOOIKOTOOLV OECUOCMOUINKEG TPMOTEIVES, EKTOKTEG KOUMOKEG
ovotoAég >1000/24 mdpeg, nhekTpopucioroyikés adrownaoels) (Class Ib)

* 1 tomoBéon ICD oe acBeveig pe vymAod Kvdvvov peTOAAGEES (T.). VOGOG NG
Né&ov, petdrraén TMEM43) npénet va yiveton e€atopkevuéva [144,145]

" 01 aovuntopoTikol acBevelc ywpic moapdyovteg Kivduvov Kot Ol LYLElS QOpEiC

petaArla&ewv dev ypnlovv tomobétnong ICD

7.1.4.2 B-amoxkierotég

Ot B-amokAelotég amoteAoVV TN PAON NS POPUAKEVTIKNG AY®OYNS o€ aoOevelc e
ARVC [42,87,88,142]. H ypnon 10vg Poociletor ommv  omodederypévn  tovg
OOTEAECUATIKOTNTO, OTNV TPOANYTN TV KOLMOK®V oppuludv mov oyetilovior pe v
GoKNOY, OTNV OMOTELEGUOTIKOTITA TOVG GTNV OVIIUETMOMTICN TNG KOPOIUKNG OVETAPKELNS KOl
otV SuvnTIKY (CAAG Un amodederyévn) Toug dpdomn va emPBpadtvouy v eEEMEN NG VOGOV,
eAaTTOVOVTOG TNV TAoM Tov ToldMaTOg NG 0efldg kotdiog. Ilpoteiveton m ypnon PB-
OTTOKAEIGTOV YOPIG AyYELOIACTOATIKES 1310TNTEG 68 OAOVG TOLG 0oOeVelG pe Sayvoopuévn
ARVC avegapmra and v mopovsio countopdtov 1 appuduoy (Class 11a), evad dwkd yio
™V vrooudda Twv aclevav pe vrotpomalovoeg VT, NSVT 1 cvyvég €ktokteg KOIMOKES
oLOTOALG (>760/24wpo), katdiinies ICD exkpopticelg (Ao0yw VT/VF) 1 akatdAinies (AOym
eAePoropuPikng tayvkapdiog, vrepkotitakng Toyvkapdiag (SVT) 1§ koAmukcoh ntepuyiopol pe
Taxelo KotMokn avtamdkpion) n ovotaon eivar Class 1. H yopnynon B-amoxAeictov dev

nmpoteiveton o€ vyleic popeic petadrdCewv (healthy carriers).

7.1.4.3 AvtwoppuOpikd @appoxo

Ta avtioppuOpKd edpprokae 0ev TPOCPEPOVY OMOTEAECUATIKTY TPOCTAGIO EVAVTL TOV
apvidiov Bavatov oe acbeveig pue ARVC [42]. H yopriynon avtioppubukodv @oprakmv
[142] éxeu

= oyvpn évoelEn (Class 1) oe acbeveig pe ICD kon ocvyvég katdaAAnieg eKPopTicels (Yo

NV EAATTOON TV ENEGOSIMV)
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= ¢voedn taéng Ila yio v cCLUTTOUOTIKY OVOKODEIoT AcOEVOV UE GLYVES EKTOTEG
KOWMoKEG oLGTOAEC T/kot NSVT
= ¢vdedn 1Ib ¢ copUTANPOUATIKY] Ay®YT] TOL BEPLOKOVTNPLOGHOD LE POSOCLYVOTNTES

og acbeveic yopic ICD pe vrotpomidlovoes VT pe ayproduvapikn otafepotnta

Ta papuaka mov xpnooTolovvToL GLVNOME eival 1 GOTAAOAN Kol | Ap®OAPOVY (WG
povobepomeio M1 oe ovvdvacud pe P-amoxkierot). H opuwdapdévn amotedel v o
OTOTEAEGUOTIKT] EMAOYT Y10 TNV TPOANYT CUUTTOUATIKOV KOIMOK®OV oppuOUL®dV [e GYETIKA
YOUNAO Tpooppuutoydvo kivovvo, akdua Kot o€ acbeveig e kolhakn dvoiettovpyia. Agv
VILAPYEL, OUMG, OTOOEOELYUEVO OPEAOG OO TNV YPNOT TNG OXETIKA pLe TV TPOANY™ Tov SCD
[142].

7.1.4.4 Ogppoxkovtnpracpog pe padtoocvyvotntoe (Radiofrequency Ablation — RF)

H ARVC, 6nwg exktevag avapepbel oty aitonaboyévela g vooov, oyetiletarl pe
TNV OVTIKOTAGTOGT TOV PUGLOAOYIKOD HVOKOPIIOKOD 16TOV UE voAmdon 1otd. H mapovsio
T00  moBoloywoh ovToh  16TOV  OMpovpyel  €0Tieg  EMAVEIGOO0L NG  MAEKTPIKNG
dpacTNPOTNTOG UE TNV TAPOdO TOV YPHVOL, 0dNYdVTag 6TV ekdnAmon appvbuidyv. O RF
elval YpNoYog Yo TNV KOTAAVOT TOV aVOTEP® TEPLOYMY Kol YPNOLUOTOIEITAL, GVVIOMG, GE
acBeveic pe povopopen Kook toyvkoapdio (eite AOyw oavtopotiopol gite Adyo®
EMOVEIGOO0V) Yo TNV eAdTTOON TV enelcodiov. H mpoonéhaon upmopel va elvan gite

evookapolok gite emkapdiokt (avirloya pe To mov Ppickovtal ot Taboroyikés eotieg) [42].

O RF £yet woyvpn évoeiln (Class 1) yio acBeveig pe ovveyxeig VT 1 ouyvég kKotdAANAeS
ICD ex@opticelg, mapd tn HEYIOTN QOPUOKELTIKN ay®Yn (cvpmeptiapfovopévng g
apwoapovnc). Edv dev €xel yopnynOel apiwdapovn n ovotaon yiverton Class Ila. Emiong, n
eMKOPOlOKY mpooméaon Exetl woyvpn €voeln (Class I) oe acbeveic otovg omoiovg Exovv
amotvyel >1 mpoondbeleg evookapdOIOKNG TPOCTEANCNG, EVAD GE KEVIPO LE EUTEIPIO LTOPEl

e€apymg va potunOei pikt tpoomélaon (emkapdiokn — evookapdiakn) (Class 1) [142].

Inuewwveton Twg o RF dev emapkn og kopla (1 povn) Bepameia ylo Ty ovILETOTION
KoKV appuluidv oe acBeveic pe ARVC ko dev pmopel vo amoTteAEGEL EVOAAOKTIKN

emaoyn tov ICD yw v mpdAnyn tov SCD [142].
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7.1.4.5 Ogponcio KOPOLUKNG UVETAPKELNG — LETAUROCYEVOT| KUPOLAS

I"a tovg acbeveic e ARVC mov mapovoidlovv kapdlokn avemdpkelo (gite 0e&1dg
elte aploTepnG KOWMOG €ITE QUOIKOIAIOKY]) €YEL 1OYXLPN EVOEIEN 1N YOPNYNON POPUAKEVTIKNG
aYOYNG COUE®OVO HE TIG 0OMYleg Yo TNV OVTIHETOTION TNG KOPOOKNAG OVETAPKELNS
(avaotoreic MEA, avactoAelg vmodoyéwv ayyelotevoivng, P-0mokAelotés, S10vpNTIKA)
(Class I). Edv dev vmtapyovv COURTOMOTO KOPOLOKNG avendpkelog (e dvoAettovpyio RV 1
LV), unopel va yopnynBovv euneipikd avaoctoreic MEA Bacilopevol oe pehéteg ac0evav e
SPOPETIKNG OLTIOAOYIOG KAPOLOKY] avendpKelo (CNUEWOVETAL 1 oovoia amodeifewv OTL TaL
QAPUOKE EVOVTL TNG KOPOLOKNG OVETAPKELNLG UTOPOVV VO, TPOTOTOMGovV TV e&€MEN NG
vooov) (Class IIb) [42,142]. H yopriynon avtimmktikaov €xel woyvpn évoeiEn (Class I) yw
devtepoyev TPOANYT o€ acBeveic pe emPeParwpévo evdokototikd Bpoupfo M erefikn /

ocvotnpatikny Opopupospporn [142].

H petopodoyevon xapdidg amoterel to teAevtaio Hepamevtikd péco Kot evogikvutal
eite og acbeveic pe kopdlokn avendpkelo TEMKOD oTadiov AVOEKTIKN GTNV QUPLOKEVTIKY
ayoyn eite oe acbeveic pe vrotpomidlovta enctcodla VI/VFE, mov dev edéyyovron pe ICD,

RF ko avtioppudua [142,147].

7.1.5 Mn ovpmayég pookdaporo s aprotepns korrhiog (LVNC)

H dwyeipion tov acbevov pe LVNC eotidletar oty aviigetodnion tov Pacikdv
EKONAMGE®MY NG VOoOL, dNANON TNG KAPOOKNG OVETAPKEWNS, TOV appLOUIOV KOl TV

OpopPoepuforikdv parvopEvmy.

Mo mv avtipetonion g KapOaKNnG AVETAPKELNS (CUGTOAKNG 1)/KOl SLOGTOAIKNG)
epappoloviar ot avtiotoweg odnyieg [64,65]. Tn Pdaon g Oepameiog amotelodv ot B-
OTTOKAEIGTEG, Ol avaoTOAElG ToL MEA, o1 0vaoTOAElG TV VTOJOYXEMV TNG OYYELOTEVGIVIG, Ol
AVIOYOVIOTEG TNG OAdOCTEPOVIIC Kol To dwvupntikd. AcBeveic pe avBektiky oy
(QOPUOKEVTIKN AY®YT KOPOIOKY] OVETAPKELD UTOPEL VO YPELGTOVV UNXAVIKT] DVITOCTHPIEN TG
KuKAogopiog Kot petapdcyevon Kapdldc. Acbevelg pe ovyyevelg kapdiomdbeleg pmopel va
w@eAnBovv and dopbwTikég eneuPaoeic, mTOAAES POpES OUMG Ol EMEUPACELS OMOTLYYAVOLY

axppag e€artiog g mapovoiog LVNC kot 6uvodod pookapdiakng dvsiettovpyiog [192].
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Ov appvBuieg avryetomiloviar ocouemvo pe T ovtiotoryeg odmyieg [87-90]. H
TOTOHETNON EUPLTEDGIUOV ATIVIOMTT Yo TNV TPOANYT TOL apvidiov Bavdatov (tpwtomadng /
devtepomadng mpoéAnym) PacileTor ota 1510, KPITHPLO TOV YPNGLOTOLOVVTOL Y10. TI OLOTOTIKNY
pvokapdtomddeta (BA. ko 6.1.1). H yprion Beppoxavtnprocpod €xel ypnoipwonombei pe
EMTLYI0L Y10 TNV AVTIUETOTION KOIAaK®V appuBuimv oe acBeveig pe LVNC [192]. Ot odmyieg

Y10 OTOPLYYT ACKNONG Eivan TapOUOLES e avTéG Tov divovion o€ acBeveic e HCM [201].

H yopiymon oaviumktikng oaymyng £xet £€voelln OTiC TEPUTMOOEL KOATIKNG
LLOPUOPVYNG, LOTOPIKOV EPPOAIKOD £mEIG0dI0V Kot avadelEng Opoupov evtog TV KopoloK®mv
KootV (KOATOL 1 Kotiec). H yopnynon aomipivng oto moudid ivar cuyvi Tpaktikn

[192].

7.1.6 Awtopoyis OLOA®V LOVTOV

Extevig avaeopd pe OAec TIG GLOTAGEIS Yoo TNV OEPATEVLTIKY] OVIUETOTION TOV
dltapoy®v SwAmV 1vTov didetar ot PipAoypagikn avaeopd [255]. Ot Bacikoi dEoveg

Oepameioc £xovv g ENG:

7.1.6.1 LQTS

H yopnynon Bepamevtikng aywyng €xel Pacikd otdoyo v tpoinym tov SCD Adyw
Kook appuBuiov. Ot Ogpamevtikéc mapeppdoeic pe oyvpn ovotaon (Class 1)

neptloppdvouv:

= TPOTOTOINCY TOPAYOVI®V TNG KOONUEPVOTNTOS, OTMG OTOPLYY| QUPUAK®OV TOL
napateivoov 10 Swommuo QT, avayvopion kot S0pBwon  MAEKTPOALTIK®OV
dlTopay®v, amoguyn €viovng dBinong kot wiaitepa koAvuPnong oe acbeveig pe
LQTSI

= yopnynomn P-omokAelcT®V o€ acvUnTOUoTIKOVS acbeveic pe QTc >470 ms M oe
acOevelg e EKONAWON GVYKOTTIKAOV EMEIGOSIMV 1 0€ 00OeVElG e KaToyEYPOUUEVL
emelcod VI/VF

= ovumadektouny oe  acbevelc vymiov kwddvov (PA. 4.1.6) otovg omoiovg
avtevoegikvoton 1 tomoBétmon ICD 1N n yopnynon P-amoxAelctdv - elval

AVOTOTELECLATIKY] (1] avTEVOEIKVLTAL)
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tomoBétnon ICD og acbevelg emPudoaveg amd Kapolokn avaKonN
SO TPOUATOGCT KIVOUVOL Y1o. OAOLG TOVG aoBeveic mov mBuUOVY VO GUUUETAGYOVV

0€ OVTAY®MVICTIKG aOApaTo

7.1.6.2 Xvvopopo Brugada

Onwc oto LQTS £to1 ko 010 BrS o Bacwkog otodyxog eivar n mpoAnyn tov SCD.

Oepamevtikég mopeppdoeig pe woyvpn ovotaon (Class 1) eivor ot akdlovbeg:

TPOTOTOINGT] TOPAYOVI®OV NG KOOMUEPWVOTNTOS, OTMMG OmOPLYN QUPUAK®OV TOL
TPoKoAOUV 1 emteivovv tnv avdomaoctn tov ST otic 6egiéc mpokdpdieg amaymyEs,
AmToPLYN VIEPPOMKNG KATAVAAM®ONG AAKOOA, AUESNS OVTILETOTIONG TOV TUPETOV UE
YOPNYNON OVTITVPETIKDOV

epnpvtevon ICD o acBeveig mov éxovv emPudoetl amd kopdloky avakomn 1 Exovv
KOTAYEYPOUUEVT  EUPEVOLGO  KOWMOKY  Tayvkapdio (pe 1M yoplg exkdAwmon

GLYKOTTIKOV EMELGOOI0V)

7.1.6.3 Kateyohopivepyki] TOAOHOPQO KOLAOKY] TOYVKAPIia

Mo tovg acBeveic pe CPVT Bepansvtikég mapepPacels pe woyvpn évoeln (Class 1)

elvat ot €€Ne:

TEPLOPICUOG 1 KOl ATOPVYT AVTOYOVIGTIK®OV 0OANUATOV Kot £VTOVNG GoKNoNG
TEPLOPIOUOG 1| Ko aropuyT| £kBeonc o€ TePPAALOV TOL TPOKAAEL GTPES

YopNYNoN P-amokAEIGTOV 6€ GAOVE TOLG CLUTTOUOTIKOVG 0cOEVEIQ

eppvtevon ICD oe 6Aovg Tovg acbeveic Tov £yovv eMPLOCEL OO KAPSIOKT CLVOKOT,
TAPoOLGLALOVY  GULYKOTTIKE €MEGOd0, TOPOVSIALoVY  aueidpoun 1 TOAVHOPON
KOOk toyvkoapdion mapd Vv PEATIOTN  QOPUOKELTIKY] Ooy®Y N/Kol NV

ovumofeKToun
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7.1.6.4 Hvopopo Bpayéoc QT

INa to SQTS Oepamevtiky mopépPacn pe woyvpn ovotaon (Class I) €xer 1
tomoBétnon ICD oe 6Aovg tovg acbevelc mov £xovv emPidCGEL KOPSOKNG OVOKOTNG /Kot

&xovv katayeypappéva enciooole VI/VFE (e 1 yopig ekONAOOT GUYKOTTIKOV ETEIGOOIMV).

7.2 Mvokapditido

Atebveig oonyieg yuo TV OepamevTIKN AVILETOTION 0cO0EVAOV LE PVOKOPOITION Elvan
dwbéoeg amd v ESC [5]. O Baocwkoi d&oveg g Oepomeiog eival N oVIHETOTION NG
KOPOWOKNG OVETAPKELNS, TOV OoppuOl®dV Kol Omov LRAPYOLV JedOUEVO, 1 XOPNYNoN

OTOYEVIEVNG AYWYNG OVAAOYOL LLE TO OITIO.
7.2.1 ZopfaTtikn avTIpHETOTION
7.2.1.1 Aypodvvapika actadeic acOeveic

Ot apodvvapukd aotabelg acbeveic mpémel va avTpneTOmIlovTol GOUEOVE LE TIC
oonyieg 1ig ESC yioo v avtpetdmion g Kapdiakng avendpkeog [65]. Ot facikol dEoveg

OVTILETOTIONG TEPIAAUPAVOLV:

" HETAQPOPE TOV acOEVOV HE OOOLVOLIKT aoTAOEl 08 €EEIOIKELIEVO KEVTIPOA TTOL
SlBETOVY KATAAANAES LOVAOES EVTATIKNG Oepameing, oIOOVVOUIKO EPYACTNPLO Kol
duVaTOHTNTO TPAYULATOTOINGONG EVOOLLOKAPIIOKNG Proyiog

*  og mepumtdcelg o&glag / kepavvoPforov vocov (kapdioyevig kataminéio pe cofapn
KapOlK  duoAsrtovpyia), UTOpPeEl Vo XPEWICTEL  UNYOVIKA VROGTPEN  TNG
kvkhopopiog (VAD, ECMO) wg mapodikd puéco vrootpiéng, €ite yia va d00ei 1o
ATOPOITNTO YPOVIKO O1AoTNO GTOV acBEVT] VoL avappAOCEL (GE TEPIMTMOON OV AVTO
etvat eQIKTO) N LE TEAIKO TTPOOPIGUO TNV UETAUOGYELGOT KAPILIS (OTNV TEPINTTOGT TOL
0 acBevng dev avappmoet) [84-86]

"1 UETOUOCYELGT KOPOIG TPEMEL Vo avadAietal oty ofglor daon, kabmg 1 TANPNG
avappwon etvor mBavny. Mmopel va a&lodoynbel og mbavy emdoyn mopd tovta oe
aclevig pe oupoduvopkn ootdbsio  (cvumepiiapfovopéveoy kKol eKeivov  pe
YUYOVTOKVTTOPIKY HLOKOPOITION) 7oL Ogv oTaHEPOTOIOVVTIONL UE TNV KATOAANAN

QOPUOKEVTIKT Oy®YT KOL UNYAVIKY] DTTOGTHPIEN TS KLKAOPOPLag
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7.2.1.2 Aypodvvopika otafepoi ao0eveig

Mo aovuntopatikods acbeveig (| acbevelc pe Mmoo GCLUTTOUOTO) HE VTOWYiK
pookapdiTdag cuoTiveTal voonieio kol Tapakolovdnon péypt va emPeParwbei n didyvoon,
KaBdc, dvvnTikd, Vdpyel Kivovvog Yo paydaio emdeivioon pe eKONADCELS ATEIANTIKES Yiol
™ (oM (my. TAPNG KOATOKOIMOKOG OMOKAEIGUOC;, KOWMOKY] appubuia), akOue Kot oTnv
TMEPIMTOGN OV 1) CLGTOAKT AELTOVPYia dlaTnpeiTon 6 tKavomomTikd emineda. AcBeveic pe
KOPOlKN OVETAPKELL YOPIG OpodVVApIKY aotdbea avtipetomilovtol cOUP®VE HE TIG
avtiotoryeg odnyieg [65]. Xvvomtkd, yopnyeitor egatopkevpévn OBepamneio, mov pmopel va
neptopfdaver dovpntikd, ovactolelc tov MEA, avtoyoviotés TV VTOS0XE®V  TNG

AYYEL0TEVOIVIG, PB-OmOKAEIGTEG KO OVTAYWOVIOTEG TG AAOOGTEPOVIC.

H yopfiynon un otePOEd®V avVIIPAEYHOVOOMDV OVTEVOEIKVLTAL GTN HVOKOPJITION,

KaBmg £xovv cvoyeTioTel pe avEnpévn Bvntotrta oe mepapatikd poviéda [93,94].

H yopnynon xoapdiok®dv yALKOCIO®V aVTEVOEIKVLTOL OTOVG a0OEVEIC e KOPILOKN
OVETAPKELDL AOY® 10YEVOVS HVOKOPIITIONG, KaOMG 01 YAVKOGIOES avEAVOLY TV HVOKOPIIOKT)
TOPAYOYT TPO-EAEYLOVOIDV TOPAYOVIWOV KOl ETOEVAOVOVV T GAEYLOVI] TOL HVOKAPSIOL GE

TEPAPOTIKA povtéda [92].

7.2.1.3 AppvBpieg

Agv vhpyovV E01KEG 00MYIES Y10 TNV OVTILETOTION TOV appLOL®OV 6e 0cOevelg e
pvokapditda. H avipetdmon tov achevdv avtdv mpémel vo yiveTol GOUQ®VOE HE TIG

debveig 0omyieg avipetdmiong twv appviudv [87-90]. Ot yevikéc apyég mepthapfavouv:

" VTIOPPLOIKTY oy®Y] OEV TPOTEIVETOL Y10 OIGVUTTOUATIKEG EKTOKTEG KOATIKES KO
KOIWMOKEG GLGTOAEC 1] Y10 CVUTTOUOTIKEG LT EUUEVOVCES appLOpLieg

= 4TV eVOEIKVLTOL OVTIOPPLOUIKT ay®YY|, TO QAPUOKO EKAOYNG Etvol 1 apmdapovn Kot
N S0QeTIAION (Kot T 2 elvar TpoappvOUoyova). Xe acOevels [Le KapIloKT OVETAPKELDL
1&g [-III xotd NYHA pmopodv va yopnynbovv pe mpocoyn P-amokAelstés 1,
avVOOoTOAELS LVTOJOYEWV aoPeatiov. Ady® mpoappLOUIOYOVOL KOl APVNTIKNG VOTPOTNG
dpdiong amoeevyeTol va yopnyobvtal aAla appvdutoydva eapuaka taéng I kot III oe

acBeveig pe o&eio pvokapdiTidn
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n mopovoio SVT pmopel va odnynoel 1 vo EMOEVOGEL MO LITAPYOVCA KOPILUKT
avemdpkewn. T eppévovoa ovuntopoatiky SVT 1 amokatdotocn — TOv
eAeforopfukod  pvOpod amotedel TV apykn Oepamevtiky mpooéyylon. H
vrotpomalovca gppévovoa SVT avtipetoniletor 1660 pe EAeyyo g ovuyvotTnTag
(¢ xotMmokNng avtamodkplong — rate control), 660 Kot pe ovVTIOPPLOUIKE PAPLOKOL
(popuaKeEVTIKY KOpOloovATAEN — ATOKATAGTACT) TOL PAEfOoKOUPIKOV pLOLOV)

N ovpntopatik] NSVT unopet vo avTipetomiotel pe avTioppuipkd gappoko

N €UUEVOLGO KOWMOKY Tayvkapdio mpémel va  oviipetomiletor pe  ensiyovoa
kapoloavataln. H vmotpomdlovoes appvbuieg mpémer va avtipetomilovior pe
avTIOPPLOUIKE Pdppako

n tomoBétnomn ICD mpémel va avaPdiieton Eog TV mapéievon Tov 0&€wg ene1c0dion
(kaBmg M vooog pmopel va wbet). H yprion popntod KopOoHETATPOTEN — OTIVIOWOTI
Oo umopovoe va amotelécel mpocswpivi) Abon o€ acbBeveig pe kivouvo SCD (m.y.
KOTALOKY] TOrYLKOPSio 1] LOPLLOPLYT])

n tomoBétnomn ICD pmopel va givor emmeeAng yia acbeveig pe kotMakég appodpieg
OV AQUPAVOLV TNV EVOESEIYUEV AY®YY| KOl GTOVG Omoiovg £xel mapéABel n oeia
@domn g vOooL

N CLUTTOUOTIKY BpaduKapdic Kot 0 TAPNG KOATOKOIMAKOG OMOKAEIGUOG ATOTEAODV
evoeilelg Pnuatodotnong oty o&ela edon g vocov pe tomobétnon mpocwptvol

fnuotodot

7.2.1.4 Amopuyn doknong

Yoppova pe tig odnyieg tg ESC [91] Ba mpémer vo vmdpyel meplopiopdg g

COUOTIKNG AoKNoNG Kot v oéela @domn ¢ vocov. 'Etot, vrdpyel chotaon yio. amopuyn
AVTOYOVICTIKOV aOANUATOV 0AAG Kol ACKNOMG OE EMIMEON EPAGITEYVIGLOV, TPOKEEVOD Vi,
ehattmbel to £pyo Tov pvokapdiov (kivovvog SCD). Metd v mapélevon g o&elag paong
™G VOGOU (TOLAGYIGTOV 6 UNVEG UETA TNV OPYIKT EKONAWGCT TOV CUUTTOUATOV) B0 TPETEL O
acBevig (aOAnmc M un) va emava&oroysitar (vepnyoypdaenuoe, Holter pvBupov, teot

KOT®ONG) TPV apyicel ek VEOU TNV AGKN o).
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7.2.2  Xopnynon €0k Oepaneiog
7.2.2.1 Avtiiikn Ogpaneia

Ov 1woyevelg Aoméelg amotehodv v TAEOV oLYVI ouTiol  AEUPOKVTTOPIKNG
HLOKOPOITIONG. XE YEVIKEG YPOUUES, TPOTEIVETAL 1] CLVEPYAGIN HE AOIUMEIOAOYO GYETIKA LE

TN YOPNYNOT OVTIIKNG OYWYNS YO TNV OVTILETMOTICT TG LVOKAPIITIONG.

H yopnynom wrepeepdvng kot prumafipiving Oa pmopodce vo wpeAncel acOevels e
AOTH®EN amd eviepoiong, 10img OTOV YopNYEITAL GTO TPAOTO GTASIO TNG VOGOV, OVOCTEALOVTOS
TOV TOAAOTAOGIOGHO TV 1OV Kot TepLopilovtag tov Babud tng HuoKapSIoKnG PAEYUOVIAG Kol
BAGPNG [95-97]. MTapdAinia 1 yopnynon wiepeepdvnc-p Exel Ppebel mwg eCareipet to 1ikd
YeVETIKO VAKO PBedtidvovtog T Asttovpyion TG oplotepns Koliag kot v mpdyvmon o€

aoBeveic pe pookapditidon amd eviepoiovg 1| adevoiong [98,99].

H Bepamevticég emioyéc acbevov pe pookapditida and epmnroiovg (n.y. HSV, HHV-
6) meprhapfavovy tn yopnynomn acvkiofipng, yovevkioPipng, Paryavovkiofipng, cidofovir
kol @ookapvétng [100-103]. Téhog, acbBevelg pe pvokopditoa amd mapPfoid B19 Oa
UTOPOLGOV VO OVIIUETOTIGTOOV HE TN YOpNynom wiepeepovns-f (avaotéAler tnv
EMOVEVEPYOTOINGTN TOV 100 Kol PEATIOVEL TNV AEITOLPYIKOTNTA TOL €VOOONAiov) Kot
tedumiBoudivng (Bertidvel T AettovpykdTnTa TOV €VOOONAioL, TNV AEITOLPYIKOTNTO TNG

ap1otePg KotMag Kot ta KAvikd cvpmtopota kotd NYHA) [104,105].
7.2.2.2 Xopnynon evoo@réprog y-coarpivng (IVIg)

H IVIg &yet avtiiucég kot ovocsoTpomomomTikés 1010t 1es. Ocmpnrikd o umopovoe vo
amoteAéoel BepamevTikn emA0YN Yo acbeveic pe pvokapditda, otov maboyevetikd g
omoiog EUMAEKETAL 1] TOPOVCIN AVTOAVIICMOUATOV, 10YEVN 1] avtodvoot). Evd 1 yopriynon mg
oe acbeveig e xpovia Kapdlokn avemTapKelo £xel CLGYETIOTEL pe Peltion Tov KAAGUHOTOG
eEwbnoemg g aplotepng kotiag [106], dev gaiveron va elval amotelecpatikn o o&eia (<6
unvov) DCM (1o 16% tov acBevov eiyav eikdva ereypovig ot Poyia) [107]. Ewiwkd ya
nodlatpkovs aocbevelg, m yopiynmon IVIg, evad €yer ovoyetiotel pe Peitioon g
AertovpykdTTOG TG OPLoTEPNG KOWMag, Oev ocuvelspépel oe PeAtimon g emiPioong

[125,126].

Kabog amovcidlovv tuyatomompéveg TOAVKEVIPIKEG HEAETEG OV Vo eEgTAloVV TO

aroteAéopata g yopnynons IVIg oe o&ela 1 ypovia pookopditidoa 1 DCM pe 16toroyikd
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emPeParopévn oyevn N awtodvoon artoroyio [108], dev pmopet va yivel kdmolo GOGTOOT

ylo. T xpron me.

7.2.2.3 Avocomtpocpopnon

Yrdpyovv mepmtmdoelg pookopditioag kot DCM (BA. kot cuttortaboyéveln) otig omoieg
aVVELOVTAL KUKAOPOPOLVTO auTOOVTICOMaTo. H amopdkpuvon towv ovTtoavIicOUITOV HE
TEYVIKEG OVOGOTTPOCPOPN NG TBavVOV va €xel Bepamevtikny Béon oe avTEG TIG KATOOTACELS,
aeolh éxel ovoyetiotel pe Peitioon ™G KopOKNG Asttovpyiog Kot EAATTOON NG
pookapolokng eieypovig [122,123]. Adyw amovsiog Tuyoomomuévey LEAETOV 08 UTopEl va
yivel kdmolo. cOGTOGN Yoo TN YPNON TNG OVOGOTPOCSPOPNONG OTNV OVTIUETOTICT TNG

pvoKapdiTIdag.

7.2.2.4 Xop11yNo1| 0VOGOKATUCTUATIKIG YOV

Yrmdpyovv  Oetikd  dgdopévo Yo TNV OMOTEAECUOTIKOTNTO  YOPNYNOMS
AvOGOKATAGTOANG (cuvivaouog TpedviLovne kot alabstompivig) o acbeveig pe AeyHOVAOIM
pvokapdtomddela Kot apvntikd 10Aoyikd €leyyo (PeAtimon tov kAdopatog eEmOnomng g
ap1oTEPNG KOG, EMATTOON TOV J0GTACE®V KOl TOV OYKOL TNG aplotepng kotiiog) [109],
evdd omd tovg acbevelg pe evepyd AePPOKVLTTOPIKN Hvokapditidn, ekeivol mov sivar mo
mhavd va oeeAnfodv (awénon tov KAAopoTog e€MONONG ™S aploTEPNG KOG, EKOVOL
wbeioag pvokapditidag oe  emovoinmriky] Proyia) elvar avtol pe  KLKAOPOPOVLVTQ

avtoavtioopata kot apvntiky PCR yia 1006 6to pooxdpdto [110].

Y& acbevelg e 16ToAOYIKN EIKOVA LLOKAPHITIONG YMPIG OUMG AITIOAOYIKT SLAyVmon M
YOPNYNON OVOGOKATUGTOATIKNG ay®wyns (mpedvilovn ko kukAoomopivn / alabelompivn) dev
elye xdmowo Betikd omotéleopo (KAdouo e£mbnong apiotepng Kowiag, emPimon) [111].
Avrtifeta, acbBeveic pe swdva ypoviag DCM (>6 punveg) kot ypoévia Aeypovn otn Proyia
eaivetal 6Tt OEEAOVVTOL OO TN XOPNYNOT CVOCOKAUTAGTOANG (oTEPoedN| kot alabelonpivn)
pe Bedtioon Tov KAAGHOTOG EEMONCEMC TNE OPIOTEPTG KOOGS KO TG KAVIKNG EIKOVAG KATA

NYHA [112].

H yopnynon xoptikootepoed®mv o€ acbevelg pe pookopditidon 10yevods oTloAoYiog

dev ehattmdvel T BvntdtnTo 0VTE PedTiddvEL TNV KAWVIKN €wcova [113].
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e 0,TL APOPA GTNV AVTILETMTIOT TNG YLYOVTOKVTTAPIKNG HVOKOPIITIONG, 1 Yoprynon
OVOGOKOTOOTOATIKNG Oy®YNG oaivetor mwg £xel Betikd amoteAéopata (PeAtimon g
IOTOAOYIKNG €KOVaG He eAdTTwon Ttov Pabuod @Aeypovig kot vékpmong, Peitioon
emPioong, adénon tov xpovikod SGTAUNTOS omd TV Evapén TOV CUUTTOUATOV £0G TN
LETOUOCYELOT) [114-117]. Toa Oepamevtikd oYNUOTO TOV  €£QOLV  YPNOLLOTOOEl
amoTEAOVVTOL OO O1APOPOVE GCLVOVAGLOVS GTEPOEWMVY, KuKAooTopivng, alabslonpivng kot

T0 LOVOKAWVIKO avTicopa muromonub-CD3 (katevBiveron evavtiov T-Aeppokvttdpwv).

H yopnynon otepocdmv (mpedviCoAdvng) £xel B€om Kol oMV OVTILETOTION NG
NOGWOPIAIKNG HLOKOPIITIONG, GE GUVOLAGUO UE TNV OVTLLETOTIOT TNG LIOKEILEVNS OTiog
(.. xopnynom OvTIEAUVOIKOV GE TOPUCITAOCELS, OTOUAKPLVOT LAELOLVOL EAPUAKOL CE

mePIMTOON avTidopaong vrepevatcnaciag, k.4.) [118].

H yopniynon avocokatoactoAng mbovov va €xel 0éon Kol 6TV OVTILETOTION NG
KapOlKkNg capkogidmonc. Tuyoomomuéves TOAVKEVTPIKEG LEAETES TPOOTTIKG GYEOIUOUEVES
mov va €€etdlovv TNV amOTEAECUATIKOTNTO TNG YOPNYNONG OTEPOEW®V  amovcldlouv.
Agdopéva amd pukpdtepeg PeALTEG delVOLV MG TO, 6TEPOELDN| TOAVOV va elvar mPépa og
OTL aPOpPA TNV AELTOLPYIKOTNTO KOL TNV ovodOUNon ¢ aptotepns Kowiag [119], addd kot
mv avénon g emPioong (10img dTav To GTEPOELON YOPNYOLVTOL GE TPOILO GTAOLO KOl TPV
™V ekOA®on cofapnc cuoToAkNg ducAettovpyiag) [120]. Mia GuoTNUATIKY OVOCKOTNON,
®OTHG0, GYETIKA LE TN YPNON CTEPOEWOMV GTNV KOPOKN copkoeidmor, eved £de1Ee mbavo
OPELOC OTNV OMOKOTAGTOCT OOTAPOYDOV TNG KOATOKOIAOKNG OY®YILOTNTOS, OMETVYE VO,
ByGAel GLUTEPACUOTO OGYETIKA UE TNV EMOPOCT TOV OTEPOEW®V otnv Bvntoémta, v

ducettovpyia TG aploTEPNG KOOGS Kot TV EUOAVIOT) KOIAMOKOV appuBcdy [121].

Téhog, mPOCEOTN HETAOVAAVLGN TLYOOTOMUEVEOV UEAETMV, TOL OPOPOVLGOAV TN
XOPNYNOY OVOGOKATOOTOANG o€ acbeveic pe pvokapditida, evd avédelle 6@elog oe OTL
aeopd TNV AEITOLPYIKOTNTO TNG OPLOTEPNG KOWMOG, OMETVYE VO AVAOEIEEL GTOTIOTIKG

ONUAVTIKN d1oopd o€ OTL apopd TN BvnTdTnTa Kot TNV avayKkn yio petapdoygvon [124].

Me Baon 1o avotépm o1 PactkéG GLGTAGELS Yo TN XOPNYNON OVOGOKATOGTAATIKNG

ay®yng otn pookapditda eivar [5]:

=1 YOPNYNON OVOCOKOTACTOANG TPEMEL VO YIVETOL HOVO OTNV TEPIMTOON TOV EYEL

amokAEloTEl 1 evepYds 107eVg AoipnméEn og Proyia pvokapdiov pe PCR
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N YOPNYNOYN OVOGOKATOGTOANG Wmopel vo amotehel Oepoamevtiky] emhoyn o€
MEPUITAOGEIS  ATOOEEYUEVNC VIOPENG awTodvoonG pvokapditidag (e apvntikd
ELeyyo AOIHMENG), EPOCOV dEV LVILAPYOVV AVTEVOEIEELS Yoo TNV YOPYNoN TNG. TNV
KOTNYopio 0T VTAYOVTOL KOl 1) YUYOVTOKLTTOPIKY HLOKApditidn, 1 KopOloKN
oOpPKOEId®ON, OALL Kot 1 pvokapditida mov oyeTileTon e TNV TOPOVGIN YVMOOTOV
GUGTNUOTIKOV QLTOAVOGOV VOGTLLOITOG

N XOPNYNON OTEPOEWDV £XEL EVOEIEN OTNV KOPILOKN capkoeidmon pe dusiettovpyio
T0V pvokapdiov kavn oppvbuies. Emiong, oe kdamoleg popeég un AoUddovg
NOGWOPIAIKNG 1] TOEIKNG LLOKAPITTIONG LE KOPILOKT OVETAPKELD Kau/M appuOuio

N amOPOCT Yol YOPYNOT| AVOGOKATUGTOANG TPEMEL VO EENTOLUKEVETAL GE AOOEVEIC e
Un AOLUMON AEUPOKVTTAPIKT LLOKOPIITION aVOEKTIKT OTN GUUPATIKY AY®YT, TOL OEV
EYOLV aVTEVOELEN Y10 TNV YOPNYNOT TG

eEMOVOANTTIKN Proyio pmopel va etvar amopaitnn yio v Ayn omoQacemy GYETIKA

pe v évtaon kot tn dapkKewn g Bepameiog
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B. H XPHXH THX AEBOXIMENAANHX XE AXOENEIX ME KAPAIAKH
ANEITAPKEIA

1 Ewoayoy

H xopdiox| avemdpkelor oto mondld amoTeAEl (o GYETIKA GTAVIO OVIOTNTA, 1) OToia
umopel va opeideton oe TAN00¢ mapaydvtwv. Ot BacikoOTePES aTieg KOPILOKNG OVETAPKELNG
oTOV TOLTPIKO TANBLGUO givar ot pvokapdlomabeleg Kot ot cuyyevelg kapdtomabeieg. H
emintoon Tov ocvyyevav kapdomabsiwv eivor mepimov 0.8% yuo ta {dvia veoyva (n
EMONUOAOYIO TOV KAPOLOHVOTOOEIDV avaAVETOL SIEE0OTKE GTNV TOpdypago 4 Tov pépovg I
T0V TOPOVTOG). AVOQEPETOL TG TO UEYOADTEPO moc0ootd (mepimov 87%) twv Véwv
TEPIMTMOCEDV TOLOIDV [E KAPILOKY| OVETAPKELD SLOYIYVOGKOVTOL GTO GTAO0 TNG coPapng Kot
U1 OVTIPPOTOVUEVNG ATOcTAOEPOTOINGNG, VD N S€TNG eMPiwon TOV TOONTPIKOV 0cOevdY

L& GLUMTOUATIKY] KOAPOLOKT) AVETAPKELD YOPIg pLeTapdoyevon Kapddg etvar <50% [216].

H oavtipetdmon ¢ KopdloKng OVETAPKELNS, OAAG 1 €0KY] OVIYETOTION TOV
KOPOOHVOTOOEIDV Kol NG Mvokopditdag pe Pdon TG vmdpyovoeg debveig oonyleg
avoAVETOL TNV TaPdypoeo 7 Tov pépoug I tov mapdvtog. ZuvomTikd, 1| QOPUUKOAOYIKN
OVTILETMOICT TOV TOOLOV HE KOPOLOKT avemdpkelo TEPIAAUPAVEL T XOPYNCT SLOVPNTIKAV,
mopayOovTov pe BeTikn wotponn dpdor, ayYEIOOUCTUATIKMOV TOPUYOVI®MV, OVOGTOAE®DY TOL
MEA, avootoléwv TOL LTOd0YEn NG OYYEOTEVGIVIG, P-0VOOTOAE®MV KOl OVIOY®VICTOV
VTOd0YEMV aAd0CTEPOVNG. Achevelg pe vOGO TOL OV OVTAMOKPIVETOL GTN) GLVTNPNTIKN
ay®YN UTOPEL Vo ¥PECTOLV UNYavikn vootnpiEn ¢ kukAogopioag (ECMO, VAD) 1 / kot
HETOUOOYEVLON KapOldg [216].

Ot oapupaxevtikoi mapdyovteg mov mapovotdlovv Oetikny wotpomn dpdorn (m.y.
Kateyolopvepyikoi B-oteyéptec, dryo&ivn, avaotorels poopodiestepdong 1) mapovoidlovv
HEV O1OPOPETIKO UNYAVICUO OpACNS, KATAANYOVV OUMC 6TO 1010 Ploymukd omoTtéAEGLO, TOV
etvar n advénon g evOOKLTTAPLOG CLYKEVTPMOTG aoPection. Méow avtig aoKovy T Pacikn
(QOPUOKOAOYIKT) TOVG OpAoT, MOV &ivar 1 aVENCT TNG CLOTUATIKOTNTOS TOV HLOKOPSioV
(BeTikn wotpomog Opaon). Ot Tapdyovieg aTol YPNCIUELOVY, KLPIMG, Yol TV LTOGTHPIEN
TV acbevdv pe apodvvapkn aotdbela, mapovstalovy, OUMS, Kol apKETEG avemBOUNTEG
EVEPYELEC, Ol Omoieg o€ PEYAAO Pabud €xovv va KAvouv pe Tov Pacikd punyoviopud dpdong

T0VG, dNAadn v adénon Tov evéokvTTaplov acPectiov. TEtoleg avemBOunTeS evépyeleg
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amoteAobV M avEnomn MG MLOKOPOKNG  Katovilwong ofvyovov, 1M TPOKANOM
TaYLOPPLOULDV, N TPOKANGT SLUGTOAKNG OVGAEITOLPYIOG KOL 1) EMLTAYLVOT TG OTOTTWONG
TV Kapdokdv kuttdpwv [217]. Hoapdiinia, vrdpyovv ava@opés mov cvoyetilovv
YOPNYNON PAPUAK®OV OVTHG TNG KATNYOopiaG, OT®MG Y10 TOPAOELYLO TNG VIOUTOVTAUIVIG Kot
TOV avaoToléwmv G ewogodieotepdons I, pe avénuévn Ovnmrommta oe acbevelg pe

Kapolokn avendprela [218,219].

H AePoowevodvn eivar  éva  @dppoko pe  Oetikny  wotpomo  dpdon Kot
aYYEL00100TOATIKES 1010TNTES. 'Exetl pedetn0el kot avamtuybel, Kupimg, yio TV OVTILETOTION
aclevdv pe pun avtippomoOUEVT KOpOloKN ovemdpkeld, Otav ol LIOAOWEG GLUPATIKES
Oepamevtikéc emAoyég amodeikvoovion un amoteAecpatikés [220]. TMoapd tavta £€yxet
ypnopomombel kol o€ OPOPETIKEG KAVIKEG TEPMTOGES, OM®G oe acbevelg petd amd
Kapdloyepovpykés enepPdoelg, oe aobevelg pe onmriky KotamAnéio kol oe acbevelg pe
TVEVLOVIKT VITEPTOOT] KOl dQuGAEITOVpYia TG 0e&ldc kotdiag [221,229,244]. Ackel T dpdon
™me aveapmra omd TOVG AOPEVEPYIKOVG VTOOOYEIS Kol TNV KLKAIKY HOVOP®GPOPIKN
adevooivn (AMP) «ot, dvvnTikd, mOPOVGLALEL  (QOPUOKOAOYIKA KOU  OULOSVVOUKEL

TAEOVEKTNLATO GE GYEOT] LLE TOVG VITOAOTOVG TTapdyovteg [220,222].

2 DoppoKorOYIKE YOPUKTPLOTIKA KOl pnyavicpos dpacng Aefooipuevodvng

H Aeooyevdavn mapovotdlel tovg €€Mg Pactkovg punyavicpovg dpaong [217,222,
225,226]:

= aoédvel Vv evaiotnoia g tpomovivng C o10 acPéotio (UnNyaviopog eEapTdIEVOC
amo v cvykévipwon acPeotiov). To amotéleoua eivol n enitacn g enidpaong TOL
acPeoTiov oTa LLOTVId TOL HVOKOPIIOV KOTA TN JIPKELN THG GVGTOANG, KATL TOV
oonYel 6 ENOT NG GLOTAATIKOTNTOG [LE LEIOUEVO EVEPYELNKO KOGTOG

" KOTA TN OGPKELD TNG OLCTOANG, TO GUVOUEVO avTd aipetorl e€ontiog TG EAATTOONG
™G EVOOKLTTAPLAG GLYKEVTP®ONG Tov acPeotiov. To amotédecua sivor n Pertioon
NG OLLGTOAIKNG YAANONG KOl TG GUVOMKNG SGTOAKNG AELToVpYiog TOV Huokapdiov

" ©C amOppoln NG EAATTOONG TOV EVOOKLTTAPIOL acPectiov kaTA T O016TOAN (O€
avtifeon pe TOUG VLEWOAOUTOLG TOPAyovieg He Oetikn) wvOtpomn Opdom), 1
Aefooiuevddvn dev avEdvel TV HVOKOPOIOKY KOTAVAA®GOT o&uydévov kol Oev

npokaiet appuOpieg
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avoiyetl Tovg eEaPTOUEVOLS Atd TNV TPLP®SPOPIKT adevosivn (ATP) dtaviovg kadiov
OTOL UVIKA KOTTOPO TOV AEl®V HOIKOV VOV TPOKOAMVTOS OYYELOOGTOAN, WE
OTOTEAECUO, TNV EAATTMOON TOV TPOPOPTIOV KOl TOV UETOPOPTIOV, OAAG KOl TNV
abénon g pong ota oTtepaviaio. kol to omAoyyvika ayyeio. H dpdon g oe
avtiotoryovg OdAovg oto  Kopdlokd  pvokvtTopo  Oswmpeitor  OTL €yel
KOPOLOTPOGTOTEVTIKY OpAoT], LECH TNG OVOICTOANG TOL UNYOVICHOD UITOYOVOPLOKNG
OMOTTMOONG

o€ VYNAOTEPES HOGELG £XEL OpAOT AVAGTOAEN TNG PwSPodiestepdiong 1T

H AePoopevddvn, mapdrinia, £xel avoaeepbel mwg [222,223,226,228]:

0OKEL OVTIQAEYLOVAOEIS KOl OVTIOMONTMOTIKEG OPACELS UECH TNG EAATTOONG TNG
OLYKEVTIPMOOT] KVKAOPOPOUVI®OV KuTTapoKvedv (6mwg TNF-a, IL-6, IL-1B) ko
TPOUTOTTOTIKAOV TAPAYOVTWV (OTT®G TOV cvumAdkov Fas)

Bedtidvel v AettovpykodtTnTo TOL €VOOONAiov oe acbeveic pe ypovio Kapdlokn
avemdpkelo, KATL mov pmopel vo e&nyel kor TV €uvoikn emidpacn g otV
oteQaviaio pom

TOPOVCIALEL TAEIOTPOTIKEG OPACELS TOV ELVOOLV TNV OVOOOUNGT TOL HVOKOPITIOVL
HEC® ELATTMONG TOV UETUALOTPMTEIVOC®V TNG BepéAag ovaiag

EMUPEPEL  VEVPOOPUOVIKEG UETAPOAEG €LVOTKEC Yol TOUG 0o0evel pe KapOlOKT
AVETAPKELD (EAATTOOT TOV EVOOYEVMG TOPAYOUEVAOV OLYYELOGVOTAGTIKOV)

oyetileton pe onpaviikn eddrtoon tov BNP (to omoio €xel mpoyvootikny aéio yio
TOLG 0.00EVELG e KOPOLOKT OVETAPKELQL)

napovotdlel anti-stunning 151611 TEG

H AePooipevodvn moapovctdlel 1000 GUECEG OCO KOl OMMTEPES QOUPLOUKOAOYIKEG

dpdoeic. H dueceg dpdoeig opeiloviar otnyv i01a T AePootevidvn, Evd Ol AIMOTEPEG GTOVG

petafoliteg OR-1855 war OR-1896. Ilepimov 10 5% TNg yopmyovuevng Aefootpevédvmg

petaPoriletar oto éviepo otov petafoiitn OR-1855, o omoiog axorobOBwe axeTLMOVETOL

oto mop o OR-1896. O ypdvog nuicelag (ong g eivan 1.3 dpeg, evd Tov petafoMtodv

onuavtikd avénuévog (78-89 mpec). H ovykévipwon tov aketvAMmpévov mapaydyov OR-

1896 (amotelel tov apodvvopKd evepyd HETOPOAITN Kot EXEL TAPOUOIEG POUPUUKOAOYIKES
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opboelg pe v Aefootpevodvn) eTavel 6to PEYIOTO 2-4 nuépeg PETA omd 24mpn €yyvon, Ue
OTOTEAECUO, TNV TOPATOON TV OpAce®mV Yyl TovAdylotov 1 eBdopddn (m adénon g
KopOlKNG Topoyns mapoteivetor ¢ wor 12 muépeg petd omd v €yyvon). Epeavn
OLLOOVVOLIKA ATOTEAEGHATO TTopaTpovvTal evidg 1 dpag petd and yopnynon bolus d6ong
(ocvvbBag 6-12 mcg/kg oe 10 Aemtd). H mapovsio onuavtikng veppikng dvsAettovpyiog 1
HETPLOG NIOTIKNG dvompayiag OV HETAPAALOVY TNV POPUOKOKIVNTIKY TNG AEBOCILEVOAVNG,
av Kot uropet va mapatadel o ypoévog kabapong tov petafoltdv. H yopriynon bolus d6ong
Umopel vo 0ONYNOEL GTNV EUEAVIOT AVETIOOUNTOV EVEPYEIDV, OTMG £ival 1| VITOTOGCT Kol 1
Tayvkopodio, Kol TPEMEL va yopnyeitar poévo oe acbeveic mov givor emBount n dueon opaon
TOL QOPUAKOL EEATOUIKEDOVTOG TOV KIVOUVO EUPAVIONG TOPEVEPYEIDV GUYKPITIKA HE TO
mBavd 69elog. IMapdAinia, onpovtikd sivar Kot 10 yeyovog g dgv €xel avoeepbel n
avamTLEN aVOoYNG OT0 PAPHOKO OAAG Kot @owvopuévov avomidnong (rebound) petd

dlakomn g xopnynong [223,227,228,229].

3 Agdopéva Yo TV yp1on TS AEPOCIPUEVIAVIIC OE EVI|AIKES PE KAPILUKT] UVETAPKELL

H AePooipevdavn €xet peletbel apketd oe eviiikes acbeveic pe ofelo kKapdlok
OVETAPKELDL. LVVOTTIKA a0 TIG LEAETEC G€ EVIMKEG TPOKOTTTOVV Ta €ENG cvumepdopoto (ot
HEAETEC a@OpOVV oVYKPLon HETaED acBevav mov €hafov Aefooiuevodvn kot placebo,
Aefooiuevddvn kot - vioumovtapivn, AePOCUEVIAVN  KOU  AOUTH  ay®YN  KOPOLOKNG

OVETAPKELQG):

" 0l EMOPACELS TNG YOPNYNONG TOV (QOPUAKOV OTIG OLUOSVVOIKEG TOPUUETPOVS
mePAaUBavouy 00G0eEAPTOUEVT ENCT TNG KAPOLOKNG TOPOYNS, TOV OYKOL TOALOD,
TOL KOPOWKOD O&lKTN Kol TNG KOPOWKNG OLYVOTNTOC, EAATTMOT 1TNG TIEONC
EVOPNVMOOTC TOV TVELLOVIKMOV TPLYOEO®V, TNG TieoNg Tov 05100 KOATTOV, TNG TieoNS
NG TVELUOVIKNG aptnplag, TG HEONG aPTNPLOKNG TECNG Kol TOV TEPUPEPELNKAOV
AYYEWKOV avTlotdoemv. Ot emdpacels avtéc dev pHeTptdloviot amd TNV cuyyopnynon
B amoxieiotmv [222,224-226,230,231]

= mopatnpeitol BEATIOON TOV GUUTTOUATOVY Ko, 1O1UTEPMC, TNG OVOTVOL0G 6 AoHEVEIS
pe un avtippomovevn kapdiokn avendpkeia [231,232]

= 1 yopnynon g Aefootpevédvng eaivetal vo oyetileton pe petopévn Bvnodnra oe
acBeveic pe cofopr] KopdlOKN AVETAPKELN, LE OLVGAEITOLPYIO TNG OPLOTEPNG KOIAOG

HETO Oamd EUPPOAYUO TOL HVOKOPOTioL, He OEElD. UM OVTIPPOTOVUEVT] KOPOOKY|

108



OVETAPKELD, He ovyyopnynon P-avactoréwmv [230,233,234]. H eldttoon g
BvnodTog aeopd 1660 KOPIOAOYIKOUS OGO KOl KOPILOXELPOLPYIKOVS acbeveig
[235]

= 1 yopnynon Aefooipevddvng oaivetor vo oyetiletor pe €AUTTOUEVI] SLOPKELL
voonAeiog aAAd Ko MyOTEP®VY EMOVEICAY®Y®OV 0TO Voookoueio [221,230,232,235]

»  gmapoatnpeiton Pertioon g veepikng Aettovpyiog oe acbevelg pe ofelo kapdiokn
AVETAPKELD, KATL TOV QOIVETOL Vo 0peileTon TOGO 0T PErTiON TOV ALLOSVVAUIK®OV
TAPOUETPOV, OGO KOl GE TOTIKEG ELVOIKEG dpAoMG TS AEPOCIUEVOAVIG GTN VEPPIKY
KUKAOQOPioL (TPOVEQPPIKT]  OYYELOOIOOTOAY), PEATIOUEVY VEQPIKN OUOTIKY  poT],

BeAtiopévog puOude omepapatikng dmonong) [221]

H ypnon ¢ AePooipevodvng éxet emiong peietn el oe evnAikovg acBeveig pe ypovia
KapOloKn avemdpkelo. Amd T avtiotolyeg LEAETEG TPOKOTTOVY T €ENG CLUTEPAGLLATO Y10l
Tovg acbeveic mov Ehafav AePooiuevodvn (cbykpion pe acbeveic mov élafav placebo, dAia
WOTPOTAL OTMG VIOUTOLTOUIV) 1 WAPVOVY, KAOGIKN Oy®yn KOPOOKNG OVETAPKELNG)

[221,236,237]:

= auénuévn emPioon

= BeAtioon TOV COUTTOUATOV TNG KOPOWOKNG OVETAPKELNG KOL TNG OVIOYNG OTNV
dokmnon

= avénon Tov KAAoUaTog eEMONGENMS TNG ap1oTEPNG KOOGS

" cAATTOON TOV TEAOGUOTOAMK®OV KOl TEAOOIUCTOAK®OV OlCTAGEMV TNG OPIOTEPNC
KOG

= gldttwon tov NT-pro-BNP, g CRP xon ¢ IL-6

= oOénon Tov KopAKOL OElKT Kol EAATTOON TNG TECNG EVOPNVOONG TMOV
TVELLLOVIK®V TPLYOEWODV

" cAATTOON TOV TVELHOVIKAOV OYYEINKOV OVTIOTAGEDY

»  Bektioon g AsrtovpywkodTnTog TG 0e€14g Koliog oe acBeveic pe 0eld Kapdlok
avemdpkeln (EAdTTwon tov peTaEOpTov TG RV, Beltiopévn cvotaAtikdtnra g

RV, BeAtiopévn dactolkn Aettovpyio tng RV)
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Ewdwotepa, peta-avaivoelg pehetov mov  efetdlovv v emovoiopPoavopevn
yopriynon Aefooiuevdoavng oe acbevelc pHe Un  avIPPOTOVUEVN KOPOIOKY] OVETAPKELD
(cOykpron pe placebo, vtopmovtapivy, @ovpocenidn, mpootoylovdivi) delyvouv OTL 1
otpatnykn ovt) oyetifetonr pe onuovtikn peimon g Ovnowdmrog, Peitioon ToV
OLLOOVVAUIKOV TOPAUETP®V, PEATIOON TOV CUUTTOUATOV, EAATTOCN TOV ETAVEICAYOYDOV

ka1 Bedtioon tov Prodeiktov [223,238-239].

H ermavaioppavopevn yopnynon Aefociyievodvng mpoteivetan oe acbeveig pe ypovia
KOPOLOKY] OVETAPKELDL TPOYWPNUEVOL GTadiov, 1 omoia yopaktnpiletar ond v mapovsia,
LEPIKDG £0TM, OVACTPEYIUNG KOPIIOKNG dVGAEITOLPYIRG OAAY Kot CLUUTTOUATOV (ovTifeTal
OTNV KOPSLOKT AVETAPKELN TEAKOD GTAd{0V 0V VITdpyEL ovaoTpEYIHO otoryeio). Ta kpitipla
YL TOV OPIGHO TNG TPOYMPNUEVNG KOPOKNG OVETAPKELNS TEPIAaPavouy Katdtaln Katd
NYHA III 7 IV, enecddo KoTOKpATNONG LYPOV M/KOl TEPLPEPIKNG VTOAPIELOT|S,
OVTIKEYEVIKY]  Topatnpnon ocoPfapng kopdlakng dSvciettovpyiag, >1  elcaymyn o10
VOGOKOWEID Y10l EMOEIVOON TG KAPOIOKNG OVETAPKELNG TOVG TEAELTAIOVE 6 UNVES, TOPOLGIN
TOV OVOTEP® TOPE TN YOPNYNOoN TG HEYIOTNG 0veKTNG Bepameiac. Amo Tovg achevelc anTovg
ekeivol mov Bewpeitar 6TL Ba £xovv To PEYAAVTEPO OPEAOG 0l TNG Xop1yNon Aefootuevodvng

elvat exelvorl pe:

" ONUOVTIKY £KTTOOT TG GLGTOAKNG ducAettovpyiog (LVEF <35%) f/kon
= NYHA HIb-IV v/xon

= >2 voomnleieg N EMOKEYELG OTA EMETYOVTO TOV TEAELTALO YPOVO

H mpotewvopevn docoroyio eivor 0.05-0.2 mcg/kg/min oe €yyoon dwdpkewng 6-24 mpov
emavorapPoavopevn ava 2-4 efoopdoes. H yopnynon bolus evdopAiéPrag 66ong (6-12 meg/kg
o€ 10 Aemtd, og madd 6-24 mcg/kg/min) cuvnBwg yopnyeitan 6tav givar emBount 1 dpeon

dpdon ToL PAPHIAKOL KOl | GUGTOAIKY| OPTNPLOKT Tieon gival >100 mm Hg [223].

H AePooyevddvn, yevikdg, eivor kKaAd oavekty amd tovg acbevelg. Ot Pooikég
AVETOOUNTEG EVEPYELEG TOL E€YOLV GULOYETIOTEL HE TN YOPNYNOT TOL QOPUAKOL &givor 1
votaon Kol ot appvOuieg (Kupimg KOAMIKA HOPUOPLYN OAAQ KOl KOWALKN TOLKopdia).
AAlec mapevépyelec amoteAobV M kepoAadyio, m CAAn, m vovtic Kol 1 €AATTOON TOV

emmédV Kahiov Tov TAdcpatog [221-222].
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4 Agdopévo Y v ypnon ™S AEPoopuevodviig 6 mOOLTPIKOVS TANOVGHOUS pE

KOPOLOKI] OVETAPKELN ATTOTOKY] LVOKAPOITIONG — pVoKapdLoTadeog

H enidpaon g yopnynong Aefooiuevdodvng oe modid €xel pedetndei, kopimg, oe
acBeveig mov vrefAnOnoav e KapPIOYEPOVPYIKEG EMEUPACEIS He YPNON EEMOMUATIKNG
Kukhogopiog [245]. Ta dedopéva yioo TV ¥pNOT TS O MO HE KOPOLOKY OVETAPKELQ
amOTOKT  HLOKAPOITIONG 1 Hvokopdlomadelag civor eEalpeTikKd TTOYE KOl 0POPOLV
TEPLYPOPES TEPIOTATIKDOV 1] TOAD WKPEG oelpéc. Ta €mg Tpa AYIOTO OEOOUEVI GE QVTOV
tov mAnBucpd delyvouv Ot ot emavalapPoavopeves yopnynoelg AePooiuevodvng  etvat
OLLOOVVOUIKA KOADG OVEKTES YWPIG ONUaVTIKES avemBounteg evépyetec. Ta pappokoroyucd
G YOPOKTNPIOTIKG TNV KAGTOOV EAKVLOTIKY YO TNV OVIUETOTICT TOV GLYKEKPUYULEVOL

TANOLGLOY.

Ot Seguela ko ovv. [240] e&étacav avadpopukd v enidpacn g Aefooiuevodvng oe
6 Tl [LE U1 OVTIPPOTOVUEVT] KOPILOKT OVETAPKELL AOY® SLOTATIKNG HVOKOPIOTAOELNG.
Yvvolkd yopnyndnkav 82 dd6ceig. Ot acbeveig Ppiokoviav ce AMoTo PETAUOGYKEVONG EVD
TANPOLGAV KPITHPLOL UNYOVIKAG VTOGTAPIENG TG KukAoeopiag. Xtn HeAétn ovt) Ogv
yopnynonke 0601 EOPTIoNG GE Kavévav achevn, evd 1 docoloyia g 24mpng £yyvong MoV
0.2 mcg/kg/min. Ta Bacikd amoteAéopaTo TG UIKPNG QVTAG LEAETNG NTAV TMOG 1| XOPNYNon
AePooiuevddvng pmopel vo KaBuotepnoel Tov xpovo Evapéng UNXaVIKNG LTOGTHPIENG TNG
KuKAogopiog, va odnynoet oe eldttwon tov emmédov BNP kot va avénioest tov Kopdtoko
deikn (VITEPNYOKOPIOYPAPIKOG TPOGOIOPIGHOS TOL OAOKANPOUATOS TOYVTNTAS / ¥POVOL NG

aoptikng BarPioac — VTI).

Ot Pedrosa xair ovv. [241] mepiéypayav avadpopukd tig cvvOnkec off-label (extdg
evoeiEewv) yopnynong g Aefooiuevddvng oe 32 moudiatpikovg acbevelg tprrofdduiov
VOGOKOUEIOL [E KAPOLOKT OVETAPKELD, EK TOV OTOI®MV HOVO Ot 6 €ly0v d1dyvmon SaTOTIKNG
pvokapdtondfelag kot 1 cofapng KopdOKNG OVETAPKELNS OTOTOKT HLOKOPSiTIdNG (ot
vroéAoutol acheveic eiyov O1dyvoon cuyyevovg koapdotordadelag). Olot o1 acbevelc mpo g
xopnynong AePooievodvng Ppiokoviav Non oe Bepaneio Kopolakne avendpkeag, eva 88%
€€’ avtOv eddpfavoy kot votponn vroot)piEn yopig aviandkpion. Kavévag acOevig dev
éhafe doom eopTIoNG KoL 1 6601 cvvtpnong kKupdvOnke and 0.05-0.2 meg/kg/min (Sudpreta
YopNyNoNg 24 wpmv). vvoAka yopnynnkav 70 d0ce€lg, Le TO HECO LEGOOIAGTNLO LETOED

Swdoykdv d0cewv vo eivar 8 muépeg. o tov cvvolkd minbvopd tov 32 acbevaov
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avaeEpeTol PEATIOON TG CLOTOMKNG Asttovpyiag pe TN yopnynon AePooiuevodvng. H
YOPNYNON NG NTOV KOAQ OVEKTY] Kol OLOKOTNKE TPOSOPIVE HOVO G€ €vav acBevi) AOym
vrotaonc. Téooepig acbeveig katéAn&av (1 and v vrooudda Tov acbevav pe DCM), dAot
ot Bavatol amodoONKaV GE TOAVOPYOVIKY| AVETAPKELD KOl Ol GTI XOPYNOT TOL QOPLUAKOV.
Evvéa acBeveig pmnkav oe Alota petapooyevons, 8 €k Tov omoiwv telkd hafoav poécysvua

(7 peTOPOOYEVOELG NTOV ETITVYELG).

> peAétn tov Suominen [220], eetdotnkav 293 madrotpikol acbeveic mov Erapav
Aefooiuevddvn o povada evtatiknig Bepaneiag oe dwomuo 9 et®dv. Amd ToLG 0oBEVElg
avtovg puévo ot 41 elyav ddyvoon pvokapdonabewog (36 DCM, 2 RCM, 1 HOCM, 2
anpoodoplotn artia). Ot vworomor elyav dayvwacbel pe cuyyev] Kapdlomdbelo 1 KOPOIOKY|
avemapkel GAANG aitohoyiog (elye omoxAelotel n pvokopdotonadein). To mAgov cuyvo
KPUTHPLO Y10 TNV YOPYNOT TOV GOPLAKOV MTAV 1] ATOTVYI0 OLOdVVOUIKNG oTabfepomoinong
pe tm ypnon kloowkodv wotpomwv. Kor ot 41 oacBevelg pe pvokapdiomdbero Elafov
emavaAapPavOpEVES 0OGELS TOV Pappakov (Emg 11 d6ce1g). Adom eoptiong 12-24 meg/kg oe
10 Aemtd yopnynOnke otnv mAclovotTnTo TOV 0oBevOdV (EKTOC ad peptkovg pe votaon). H
doom cvvtipnong koudvinke petagd 0.1-0.2 meg/kg/min. H didpkela yopnynong ntav 24
opeg (o pepkovg acbeveic mapatddnke ot 48 dpec). H perét péow epotmuatoroyiov
e&étale v aviiinyn tov wTpodv (avalsOncloAdywV, KapdtoAdy®mV, KapOl0YEPOVPYHDV) TOLV
EUTAEKOVTAY OTNV OlXEIPIOTN TV acHEVOV aVTOV OYXETIKA UE TG EVOEIEEIC Yopnynons, TNV
OTOTEAECUATIKOTNTO OALA KO TIC TOOVEG TapevEPYELES TG Yopynong Aepooyuevddvng. To
CUUTEPOCO. TOV EPELVNTY NTaV TS M Agfooiuevddvn Bo UTopovGE VO EAATTOCEL TNV
avayKn Yoo EUNYOVIKY LTOOTNPIEN TNG KLKAoQopiog o€ modloTpikovg acbevelg mov
VTOPBAAAOVTIOL GE KAPOLOYEPOVPYIKY EMEUPACN 1 TOL TWACYOLV OMO UM AVIPPOTOVUEVN

KOPOLOKN OVETAPKELQL.

Ot Suominen xar ovv. [242] e&€tacav OavOOPOUKE TNV OCQAAEW KOl TNV
OTOTEAECUATIKOTNTO TNG YOPNYNoNG enavarapfovopevov docemv Aefooiuevddvng (81 oto
ovvolro) og 20 Todratpikovg achevelg pe soPapn 1 tedikov otadiov DCM. H PBacwkn évoeién
YOPNYNONG TOL POPUAKOL MTOV 1 ATOTLYIN CHOOVVOUIKNG otabepomoinong Tov acbevav
ToPA TN YOPNYNoN TG MHEYIOTNG OVEKTNG GLUPATIKNG aymyng (cvumepthapfavouévov Kot
TOV WOTpOT®V Popuakwv). H 66om edptiong (xopnyndnke oe 58% twv cuvolkdv d6GEwv)
ntav 12-24 meg/kg oe 10-20 Aentd, evod 1 24wpn d6on cvvtpnong 0.1-0.2 meg/kg/min. Ta
pecodlaoTiHOTe TOV d0cewv Ntav 1-2 gfdouddec. Av kot kotaypdenke vrdtaorn oe 14/81

eyyvoelg, povo 1 €yyvon O1aKOTNKE TPoocOPVA AdY® YOUNANG optnplokng mieons. Kapia
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GAAN cofapn] avemBounn evépyela 0ev KaTaypaenKe. Xtov TANOLGHd oVTd ¢ GOVOLO OV
QAVNKE 1 YOPNYNON TOL QUPUAKOL vo €xel OeTikn emidpoon o1V AETOVPYIKOTNTO TNG
aplotepng kowiag. ITapd tavta, 7 acbevelg avtoamokpiOnkav He GTATIOTIKG GNUOVTIKN
avénomn tov KAAGpHaTog eEmONcemg ™G aptotepng Kotkiag. Avo pdiiota €€’ avtdv eEnAbav
amd TV AloTO UETOUOGYELONG. ZLUTEPACUATIKG 1 KEAETN KOTOANYEL TG M YOpPNynon
EMOVOAUUPOVOLEVOVY dOCEMV AEPOCILEVOAVIG Elval ACPAANG, EVD KATO101 0d TOLG 0o0eVEi
umopel vo avtomokplovy pe onuavtikny PEATioon g AEITOVPYIKOTNTAG TG APLOTEPTG TOVG
KkotMag. To gvpnua owtd pmopel va amodobel oty 1epoyévela Tov TANOBVGHOV, GTOV 0ol
ovumepAnEONcav Ko acheveic pe TeEAMKoD oTadiov KaPOlK AVETAPKELD (LN OVOCTPEYILES
onAadn  pookopolaKeS  aAAOLOOELS)  katd TV évapén  yopnynong Oepomeiog pe
Aefooiuevddvn.

Ymv avookémnon tov  Silvetti ko ovv. [243] oyetwd pe v yopnynon
AePooievddvng o moudtoTptkovg acheveig avaibnkay 24 pedéteg (cuvoro 623 acbeveic).
To 94% tov mAnBuopov agopovoe acBeveic mov vmePAnOncav ce KaPIOYEPOLPYIKY
enéupaon. H yprion tov gopudkov oty vroopddo tov aclevdv pe Kopolokn oveETApKELD
(32 aoBeveig ot0 GUVOAO YWPig OU®G Vo dtevkpviletar 1 akpPng ddyvewon) avaeéponie
TOC NTOV KOADG OVEKTY], 00NYDVTOG G€ EAATTOON TG WWOTPOTNG LTOSTNPIENG (Yo aoOevelg
pe teMkod otadiov 1 o&elo KOpPAOKN OVETAPKELD) KOU GE OVTIKEWUEVIKN Peitioon g
HLOKAPOIOKNG AElTovpylag pe T METPNON TOL KAAouotog e&mbnoemg (UOVO Yl TOVG
acBeveig pe ofela kapdiokn avemdpkewn). [HopdAinia, n ypron ¢ Aefooiuevddvne oe
KUKAMKO Oepomentikd oyfuo (EVOALOGGOUEV HE VIOUTOLTOUIV KOl WAPWVOVY) oe 9
acBeveic pe un  avippomoVUEV]  GULUEOPNTIKY  KApOloKN — avemdpkeln  (ocvyyeveig
kapolondbeiec, DCM, RCM, pvokapdionddeta and avOpakvkAivn) edvnke vo eivatl asQoing,

KOAMG OVEKTT] KO OTTOTEAEGLLOLTIKY].

Ov Braun xoiz ovv. [246] mepiéypayav v €kPaomn 12xpovng acBevoig pe oéeia
dratotikn pookapdionddeta (mbavov andtokn ofeiog pvokapditidac; oev Eywve Proyia yio va
1e0el 10TOAOYIKN] Oldyvwom). Xtnv ocBevi] €Té0n OUEIKOIANKY] GLOKEVLT VTOGTNPIENG
(BiVAD) Aoym kapdioyevovg KatamAn&iog, n omoio Opmg apopédnke mpv v avéppmon
AMOy® hoipmEng oyxetildopevng pe v ocvokevn. Katd v apaipeon g cuokeung, n ac0evig
napovciole KAdoua Ppdyvvong 17%, to onoio Peitivbnke (28%) pio efdopdado petd ™
yopnynon Agpfocipevdavne. H acBevig avappmaoe mAnpwg.
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O Goyer xat ovv. [247] mepiéypoyov TG ETITUYN UETALOCYELGT KOPILAS 15ypovou
acBevovg pe womad] DCM. O aoBevilc TPOUETOUOGYEVTIKG OVIUETOTICTNKE UE
efdopadiaio yopnynon Aefooipuevodvmg. Ot epguvntég Bedpnoav g 1 AeLoSUEVIGVN
Bondnoe omv amodécuevon tov acbevodg omd Tov Un EMEPPOTIKO OEPIGUO KOL TO
eVOOQAEPLL  vOTpoTtaL  (KOTEXOAUIVEG), €Vv® emétpeye TN yopnynon P-avactoréwv

(avtpetdmion appuduimv) kot avactorémv MEA (Bepameio kopdtaKng aveTApKELOG).

Ov Kushwah xao: ovv. [248], emiong, meprypdepovv v emrtuyn €kPaom 12xpovng
acBevoig pe dwotatikny pvokapdtomddeia kot kapdiakn oaverdapkelo (LVEF 15%), n omoia
OVTILETOTIOTNKE e Yopnynon AePooiuevodvng petd tnv amotvyio otabepomoinong e
ovpPatiky  aymyn Kopolokng ovemdpkelng  (cvpmeptioappovopévov kol vOTPOT®V

eoppdkmv). 6 népeg petd ™ xopnynon tov eapudkov to LVEF BeAtiovbnke oto 35%.
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A. EIZATQI'H, XKOIIOI KAI YIIOOEXEIX

H m\éov ouyvi autior KOPSIOKNG OVETAPKELNG GE TOUOLE LLE OVOTOUIKE (PLGLOAOYIKN
Kapold eivar M pooxkapdomdOeln, OnwG Qoivetor omd  EMONMOAOYIKEC WEAETEC TOV
e€otepcod. O mepimtdoei; DCM agopodv mepimov oto 50-60% TV TEPUTTOCEOV AVTOV.
[MopdAinia, ot pvokapdiondOelec amoteAodV TNV TO oLV outio. Tov odnyel oe
HETOUOOYELON KOPOWIS o€ mondld nAkiog >1 €tovg. H extipudpevn emotla enintoon tov
pvokapolonadeimy otov TadtTpikd mAnbvoud otig HITA eivon 1.13 mepumtwoeig / 100.000
moudld (<18 etddv), voopepo mov €lval GLYKPIGIHO HE TNV OVOEEPOUEVT EMMTOON Kol GE
dAAec yopeg (OPwvhavdio, Avotporia). Xe Bpéon (<1 €1ovg) N oo eMinTOON €lvon aKOA
peyorvtepn (8.3/100.000) [32,39]. Avagpépetal mmg 10 peyoldTepo mocootd (nepinov 87%)
TOV VEOV TEPUITOCENMV TOOIMV UE KOPSIOKN OVETAPKELN OlAYlYVOGKOVIOL GTO GTAS0 TNG
coPfapng kor un avtippomoduevng amootabepomoinong, evad 1 Setig emiPimon ToOV
TOSIOTPIKOV 0GOEVOV [LE COUTTOUATIKY KOPOLOKT OVETAPKELN YWPIG LETOUOCYEVOT KOPOLAG

etvar <50% [216].

H @Aeypovi tov pookapdiov (pvokapditida) cuvnbmg opeiletar o€ 10yev Aolumén
KOl GLYVA 00MYEL GE dLoTapoyn TNG AEITOLPYIONG TOV KOWAMDV, UE OMOTEAEGLO TNV EKONAMO
Kapolakng avendpkelag. H ofeila 10yeviic pookapditidoa pmopel va axorovdnbetl amd winpn
avAaKoY™ TNG LVOKOPOLaKNG AEIToLPYiaGg 1 Vo KOTOANEEL GE SLOTOTIKY LVOKOPOOTAOELD e
eKOMAMOOELS YpOVING Kapdlokng averapkelag. H mpaypatikny enintoon g vocov dev gival
YVOOTY. X& TodlaTplkeg oelpés avapépetal etfola enimtwon <1/100.000. Iotoloywkn
TOPOVGIN AEUPOKVTTAPIKNG HLOKAPIITIONG avapépetol o€ mocootd mepimov 40% 1y

noudlatpkois acbeveic dtayvoouévoug pe DCM [39,69].

H @oppokoAoyikr] avILETOTION TOV TodIDV HE KOPOLOKT OVETAPKELD TEPIAAUPAVEL
™ YOPNYNO™M OOVPNTIKAOV, TOPAYOVI®V pHe OeTikny wOTpomn OpAom, OYYELOIUCTOATIKAOV
mopayovtov, avactorémv tov MEA, oavoctoAémv tov vmodoyéo g ayyeloteveivng, P-
OVOOTOAE®MV KOl OVIOYOVIGTOV VTO00YE®MV aAdootepOvNc. Aocbevelc pe voéco mov Ogv
OVTOTTOKPIVETOL GTY] GUVTNPNTIKN OY®YY] WITOPEL VO ¥PEWICTOVV UNYOVIKT] DTOGTHPIEN NG
kvukhopopiog (ECMO, VAD) 1 / kau petapdoyevon kapotdg [216,258]. Ot papuaxevtikol
TOPAYOVTEG TOL TOPOLGLALoLV BeTIKN WdTPOTN dpdon (). KaTtexolauvepylKol B-OteyEpTeg,
oryo&ivn, avaotoAelc pmogodiestepdone 1) mapovoidlovv pev SaQOPETIKO UNYAVIoUO
dpdong, kotaAnyouv Oumg oto 010 Poynuikd omotéhecspo, mov eivor M avénon g

EVOOKLTTAPLOG GLYKEVTPMONG acPectiov. Méow avTNG AoKOLV TN PACIKN QOPLOKOAOYIKY

116



TOLG OpAcM, OV &ivarl M AOENOT TNG CLOTOATIKOTNTAG TOL HVOKapPdiov (BeTikn wdTpomog
opdomn). Ot mapdyovieg avtol ypnotuedlovy, Kupime, Yo TNV LIOCTNPIEN TOV 0cOEVOV LE
aLLOSVVOLIKTY 0oTAOEL0, TAPOVGIALOVY, OUMGS, KOl OPKETEG AVEMOOUNTES EVEPYELES, Ol OTTOTES
oe peyaho Pabud éxovv va Kavouv pe tov Pacikd pnyoviopd dpdong tovg, dniadn tnv
avénon tov gvdookvtTdplov acPeotiov. Tétoleg avemBounteg evépyeieg amoteAohv N avEnon
™G MLOKAPOIOKNG KATOVAA®GONG o&uydvov, 1 TpoKAnon toyvoappubuidv, n mpdkinon
OLOOTOAMKNG OVGAEITOVPYIOG KOL 1) EMTAYLVOT TNG OMOTTMOONG TOV KOPIUK®OV KLTTAPOV
[217]. HapdAinAa, VIEPYOLY OVOPOPES TOV GLOYETILOVY TN YOPTYNON PAPUAK®OV OVTNG TNG
Katnyopiag, OM®G Yoo TOPASELYHOL TNG VIOUTOLTOUIVIIG KOU TOV  OVOCTOAE®V 1TNG
eooeooteotepdong I, pe avénuévn Bvnmrommrta oe acbevelc pe kapdlokn OvVeEmTApPKELN

[218,219].

H AePoowuevddavn etvar  évo  @dpuoko pe Oetiky  wotpomo  dpdom Kot
aYYEL00100TOATIKES 1010TNTES. 'Exetl pedetn0el ko avamtuybel, Kupimg, yio TV OVTILETOTION
acOevOV HE UM OVTIPPOTOVUEVT KOPOWOKN OVETAPKEWD, OTOV Ol LIOAOMES CLUPATIKEG
Oepamevtikéc emAoyég amodeikvoovtal un omoteleopotikég [220]. Tlapd tavto, £xet
ypnoomomBel Kot o€ SOPOPETIKES KAMVIKEG TEPMTMCEIS, ONMMG o€ 0obevelg petd amd
Kapdloyxelpovpykés enepPdoelg, oe aobevelg pe onmriky KotamAinéio kol o€ acbevelg pe
TVELLOVIKT LITEPTAOT] Ko SusAettovpyio g 0e&1dg Kothiag [221,229,244]. Aokel tn dpdon
™m¢ avedptto amd Tovg AdOPEVEPYIKODS VTTOdOYEIS Kot To KukAMkO AMP kai, dvvntikd,
TAPOVGIALEL POPUAKOAOYIKA KO OLUOOVVOUIKE TAEOVEKTNLOTO GE GXECT LE TOLG VITOAOITOVG

napayovteg [220,222].

H emidpaon g yoprymong AePooyievddvng oe mondid €xel peiemBetl kvpiog oe
acBeveig mov vrefAnOnoav e KapIOYXEPOVPYIKEG EMEUPACEIS He YPNON EEMOMUATIKNG
Kukhopopiog [245]. Ta dedopéva yioo TV ¥pNoM NG 6€ TOdOLA HE KOPOlOKY OVETAPKELD
OamOTOKN  HLOKAPOITIONG 1 Hvokapdtomadelog sivor eEalpeTikd TTOYE KOl 0POPOLV
TEPLYPOUPES TEPIGTATIKAOV 1] TOAD UIKPEG GEpéC. Ta mg Tdpa eLdyloTo dedopéva 6€ avTdV
tov mAnBucpd delyvouv Ot ot emavalapPoavopeves yopnynoels AePooiuevodvng  etvot
OLLOOVVOUIKA KOAMG OVEKTEG YWPIG ONUOVTIKES avemBounteg evépyetec. To QopUAKOAOYIKA
G YOPOKTNPIOTIKG TNV KAGTOOV EAKVLOTIKY YO TNV OVIUETOTICT TOV GLYKEKPUYLEVOL

TAnBucpov.

Ot okomoi ™G mopovoog HeAETNG eival 1 TOPOVLGINOT) TV  EMONUIOAOYIKMV

YOPOKTNPIOTIKOV — TOOWIPIKOV — 0cbevedv — pe  KopOwK ]  OVETAPKEWL  amOTOKN
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HLOKAPOIOTAOEING / HLOKOPOITIONG, M OvVOyvdPLoTn TOAVAOV Tapayoviov Kivodvov Kol 1
extiunon g mbavig amoTEAECUOTIKOTNTOS YOpNYNoNG AEPOCIUEVIAVIC OTOV UEAETOUEVO
minbovopd. H AePoouevodvn éxer ypnowonombet ‘off-label’ oe modiatpikég ME® 1 og
YEPOLPYIKES aibovoeg, KaBmg dev Exel AaPet Eykpion yopnynong o acbeveig <18 etdv 1660

otig HITA (FDA), 600 kot otv Evponn (EMA).

B. YAIKO KAI MEGOAOX
1 Xyedwoopog perétng

H mapovca perétn dwaxkpiveton oe 3 pépm. X10 TpdTO HEPOS, YIVETOL EMONUOAOYIKN
TEPLYPOPY| TOV TEPICTATIKMOV TOSUTPIKMOV 0GOEVOV [LE KOPOLOKT OVETAPKELD Kot d1dyvmon
pvokapditidag — pvokapdonddeiag oto Qvdacelo Kapdoyepovpywd Kévipo yu to
dwommuo 2004-2017 (wg xévipo avagopds oty EALGSa). v mepypaen ovty
TOPOVCIALOVTOL OEGOUEVA ONUOYPAPIKA, KAVIKE, VITEPNYOYPUPIKE, EPYOSTNPLOKA, CYETIK
pe v 0dyveon kot ta amoteAéopato e Proyiog pvokapdiov, TV VILETOTION Kol TNV
nopela Kot v €KPoon Tov achevedv autdv. XTo deVTEPO UEPOS, YIVETOL EAEYYOG Yo TNV
AVOYVOPLoT TOPAYOVI®OV KIVOUVOU GYETIKA pe TNV EkPaon Kot TNV TPpOYVeOoT TOV achevav.
210 1pito UEPOC, TMEPLYPAPETOL TO Oglypo TV acBevov mov Ehafav Aefooiuevddvn Kot
eléyxeton M Pacikn epevvnTikn vobeon, Ot dnAadn moudlatpikoi acbevels pe Kapdlokmn
OVETAPKELD Kot O18yVmOT) LuokapdiTidos — LuoKapIlomddelng LTopovV Vo @@EANBoDV amd )
yopnynon AePooipevddavne. O €leyyog tng emidpaong e Aefootpuevddvng otovg acbevelg

aQOPd GE TAPAUETPOVG VITEPTXOYPAPIKES, EPYASTNPLUKES, KAVIKES Ko Topeing — EkPaomg.

2V TOpoLCH OVOOPOUIKT HEAETN TTPOYLOTOTOUWONKE OVOGKOTNOT TOV 10TPIKMV
apyeiov TV TodTpIKOV aclevdv pe KopOloKN OVETAPKEIN TOV VOGNAEDTNKOV GTO
Qvéoeio Kapdroyepovpywkd Kévipo yia to stdotua 2004 — 2017. Ta kpiripla 16660V
oV peAétn frav to akoAovba (BA. Hapaptyua Aiaypopua 1):

" nixio <18 gtoOv
= dudyvoon pookopdionddelag (cOpPwva pe ta Kprtipla Kot v kotataén e ESC) —

pookapdiTdag (VTepNYOYPAPIKd / 16TOAOYIKE / avosoicToyMUkd Kptthpa) [4,5].

H emomuovikn emtpony| kot 1 emitponyy Prondikng evékpive v Tpaylatomoinon

™G HEAETNG, KpivovTag un amopaitntn ™ Ayn ¢ Yovikng cvykatafeons. Kopio eE€taon 1
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Oepamevtikn mopépPacn dev Tpaypotomomdnke otovg acbeveig yio 10 oKomd NG TaPoVGOg

HEAETNG.

H

taSwvounon kotd Ross (Ilivaxag 15) ypnolomomoOnKe yio TNV GUUTTOUOTIKN

KOTNYOPLOTOINGN TOV HKPITEPOV NAKIOKA acBevadv (Bpéen Kot pukpd vAmia), EVO Yo To

peyoAvTepa Toudld Kot Tovg PNovg ypnoipwonomdnke n katdtaén katd NYHA (Ilivakxag
16) [64,258].

ININAKAZX 15 Xvprtopotikn Toélvopunon Kopolokns averapkelog katd Ross [258]

LYMITQMATOAOI'TA

I

v

Xwpic copntopoto

"Hma toydmvolo 1 €pidpwon katd T dtapKea TG oitiong yio o Bpéen. Avervola tpocmadeiog yio
TO LEYAADTEPO TTOUOLA

A&oonueiotn Toyvmvola 1 €pidpmon katd T cition yia ta Bpéen. [lapdtacn tov ypodvov oitiong
HE aVETOPKN avanTuén Adyo kapdokng averdpkelog. ASloonpeimtn dvonvola Tpoonabeiog yio o
peyoAvtepa Toudid

SVUTTOROTO OTOG TOYOIVOLO., EIGOAKES, YOYYVOHOG 1] EPIOPMCT KATH TNV 0VATOLoT

ININAKAZX 16 Xvoprtopotikn toétvopunocn kapolwokng averapkeog katd NYHA [64]

TAEH LYMIITOMATOAOI'TA

I | Xopig neplopiopd ot @uoikn dpactnprotnta. H cuving puoiwkn dpactnpiotnta dev odnyel otnv

EULPAVIOT CUUTTOUATOV KAPILOKNG OVETAPKELNS
II | "Hmog mepropiopdg ot euoikn dpactnpotnra. O acbevig aicBdveton dveta Katd v avémavon, n
oLVHONG OU®G PLOIKN SPACTNPLOTNTO 0ONYEL GTNV EUPAVIOT] CUUTTOUATOV KOPIIOKNG OVETAPKELOG
I | Znpovtikdg meplopopds ot euoikn dpactnpotra. O acbevig awsBdvetor dveta xatd TV
avdmovon, Aydtepn OU®OG amd TN ovvnin QLo SpacTNPOTNTA 00NYEL OTNV  EUEAVION

CUUTTOUATOV KOPOLOKNG OAVETAPKELOG

IV | Advvopio extéheong omotovdnmote Pabpod @LoKNG dpactnpldmmrag yopig TV  euedvion

CUUTTOUATOV KOPOLOKNG OVETAPKELNG 1] ELOAVIOT] CUUTTOUATOV KOPOLOKNG OVETAPKELNG KOTA TNV

avdmovon

To kKhdopa Bpayvvong g aplotepng kotiiog (deikng g ovotaitikdtntag ™ LV)
vroAoyiletar ¢ o Adyoc (LVEDD-LVESD) / (LVEDD x 100). Yrepnyoypdonua Kopdtig

oTovg ToudtoTptkovg acheveig Tov QKK yivetar and kapdloddyovs e peyain eumepia ot
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OlevEPYELA TOV G OAO TO NAKIOKO QAGHO TNG TATPIKNG (dNA. amd veoyva nAkiog opmdv

€m¢ ko epnpouvg nikiag 18 eTdv).

Ot oeikteg Inotropic Score (IS — deiktng woTpomng vrootpiéng) kol Vasoactive —
Inotropic Score (VIS — deiktng vroompiEng pe ayyelodpacTikd eappoka) Exovv a&toroyndet
o owebvn Pphoypapic ©¢ mpoyveotikd epyodreio yio moudiatpikovs acbeveic mov
vrefAnOnocav oe KOPIOYEPOVPYIKEG emeUPAcelg pe ypnomn eEOCOUATIKNG KLUKAOQOpPiaG,
aAAG ko pe onyorpio. Ipdxerton yia dgikteg TOV AE10A0YOVV TNV AVAYKT TNG QOPUOKEVTIKNG

VTOGTNPLENG TOL KUKAOPOPIKOD GUGTILOTOG LE AYYEOOPAGTIKA Kot biroAoyifovtol o¢ €ENG:

= IS = [vtomapivn (pg/kg/min)] + [vropumovtopivn (ng/kg/min)] + [100 x emveppivn
(ng/kg/min)]

= VIS =[IS] + [10 x wmApwvévn (ug/kg/min)] + [10,000 x Balompescivn (U/kg/min)] + [100
x vopemveppivn (ng/kg/min)]

Ov deiktec avtol €povv ovoyetiotel pe moapatetapévn vooniein otn Movdoda
Evtatikng Oepanciog (ME®), mapatetapnévo ypovo pUNyovikng vrootpiéng e ovomTvong,
TOPATETAUEVO YpOVOo emitevéng apvntikov toolvyiov vypmv, mtwyn £kPoon (Bdvarog,
KOPOWOKY]  OVOKOTY], UNXOVIKY) vrootnpién G KukAogopiog, Oepameio  veppikng

VIOKOTAGTOONG, VEVPOLOYIKT PAGPN) [260-262].

2 H dwygipion TOV TOOWTPIKAOV 060EVAOV nE PLOKOPIITION — PVOKOPIOTAOELD KoL
KOPOLOKI] OVETAPKEL

2.1 Awevépyero Kapolokov Kabetnproocpov ko froyiog pookapdiov

Y10 QKK dievepyeitar koapdiokodg kabetnplocpudg kot foyio pookapdiov oe OAovg
TOVG TOOLATPIKOVG aoBevelg e vIToyia LLOKOPSITIONG, CUUE®VO LE TO KPLTHPLOL KOl TIG
ovotdoelg g ESC [5], kabdg, emiong, kot oe Olovg tovg acbeveic pe kepavvoPoro
KOPOLOKT OVETAPKELD, VEOEUPOVILOHEV aveENYNTN KOpOloKY OVETAPKEL 1 aveEnynteg
appuBuieg [54-56]. Kabetmproopog kot Proyio dievepysitar akOpa Kol 6€ VEOYVA 1 LUKpd
Bpéon, pe 1d1aitepn TPOCOYN OTNV ATEIKOVIGT TNG OVOTOUING TOV OTEPAVIAIOV ayyeimV Kot

TOV OTOKAEIGUO SOLK®OV ovopoAMav [258].

O KopdlaKog KaBeTnplacog Tpaypatoroteital pe tpdcoPacn and to pnploio oyyeio

Katé Kovova, T060 GTO apTNPLaKd, 660 Kol 6To EAEPKO okéhog. Metd v emitevén g
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OYYELOKNG TPOCTEANCNG KOl TNV EI0AYWYN TOV KATAAANA®V KOOETHP®V, TPAYUATOTOIEITOL
OTEQPAVIOYPOPIO Y10l TOV OTOKAEIGUO OVOTOMIK®OV OVOUOADY TOV CTEPAVIOI®V ayYEimv Kol
TPOCOOPICHOG TOV TECEMY TOL KVKAOPOPIKOV GCULOTHWOTOG (0opTh, Oplotepn Kotria,
apLoTeEPOG KOATOG, TEST EVOPNVMOONG TVELLOVIKAOV TPLYOEWMV, TVELHOVIKY aptnpia, de&id
Koo, 0e&10¢ KOATOG). Iototepdyto pvokapdiov yua iotoroyiky e€étaom kat dievépysia PCR
Aappavovtal omd ™ 0e€id kodio. H OAN dadikacio wpaypoatoroleiton amd KapdtoAdyovg Le

HeydAn eumelpio otn SlevEPYELD KABETNPLUCU®Y € OAO TO NAKIOKO PAGLO TNG TOOLOTPIKTG.

2.2 AVTIHETOTION TOWOWIPIKOV  000EVOV  pPE  KOPOWIKI] OVETAPKEWD OmOTOKN

HVOKOPOITIONS — HVOKAPOLOTAOELOGS

H ovtpetomon tov modrpikdv aclevav pe kapdwokr avendpkelo oto QKK
yivetow ocOpowvo pe TG vrmapyovcoes Oebveig odnyleg [64,65,258]. H ovvnbiopévn
QOPUOKEVTIKN OY®YN Y0 OUOOLVOIKA oTafepodg acbevelg pe Kapdlokn ovemdpkel
otadiov I/II (katd Ross — NYHA) kot elottopuévo kAaopo eEmnong mepthapPaver
yopnynon avactoAémv MEA, avtayoviotdv oldootepdvng, P-amokAEoTOV, S100pNTIKOV,
oryo&ivng  (e€atopukevpévn  aymynq pe povobepameion M CUVOLOCUO TOV  AVOTEP®
QOPUOKEVTIKAOV ETAOYDV OVAAOYO LLE TNV KAVIKT] CUUTTMOUATOAOYIO KO TO VITEPNYOYPOPIKA
evpnuata). AcBeveig pe dotapayéc Tov pvduov avtuetomilovral, eniong, COUPOVA UE TIG

avtiototyeg odnyieg (avtiappudukd edpuaxa; tonofétmon ICD) [87-90,258].

Ot aoBeveic pe kapdiakn avendpkelo otadiov II/IV avripetoniCovion otmv ME®.
Emumpocbétog tov avotépm OepameuTiKdV ETA0Y®V, GTOVG OCHEVELS LLE U1 OVTIPPOTOVIEVN
KOPOLOKT OVETAPKELDL KOl YOUNAN KOPOIOKY TTApOYN) — OTOLEID OVETOPKOVG TEPLPEPIKNG
ovyovmong (petafoAiikt] — yoloktikn ofémor, olyovpia, advvopio citiong — EUETOL —
KOWMakd GAyog, dvomvole, ScvO2 <60-65%) yopnyovviar evooplePimg mapdyovieg pe
Oetikn wotponn dpdon. o tovg arpodvvapikd otabepovg acbevelg mpotipdtal g TPAOTN
OepamenTiKn eMA0YN M yopnynon Likpvovng (avactoréas poceodiestepdong tomov III), pe
o160 TV PBerTioon TS GLOTAATIKOTNTOC TOL HLOKOPSIOV, TNV EAATTMOT TOV HETAPOPTIOV
NG 0PLoTEPNG KOIAOG, TNV ELATTMOT TV TEGEMY TANPWOONS TOV KOPIOKOV KOTAOTATOV Kol
™V adENOT TG KAPSLOKNG TOPOYNG, LE TO TAEOVEKTNLO TG OTOPLYNG OPVNTIKNG EMIOPAONG
oTNV pLoKapdlakn Kotavaiwon o&uyovov. H yopnynon bolus 86ong mpwv v évapén g
ovveyovg &yyvong omogevyetal oto QKK koboc €xel ovoyetiotel pe v mpoOKAnom

VIOTAONG, YOPIC Vo PaiveTal vo VIEPTEPEL BEpamEVTIKA £vovTL TG GLVEXODS EyYLONG XWPIG
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nmponyndeica d6om bolus [258,259]. H cuvnng yopnyovuevn d6on kopaivetor petald 0.3-
0.75 mcg/kg/min kor TitAomoteiton avéovouevn £wg TV UEYIOTN dvvath (gpedvion

VOTAOTG).

Extog e rApvovng, 1 cupumoadntikounTikn diéyepon péow yopnynong e€myevav
KATEYOLUIVDV 0dNYel o€ adENGN TNG CLGTAATIKOTNTOS TOV HVOKAPSIOL KoL TNG KAPOLOKNG
mopoyns. Ot KoTeyoAapiveG VIOTOUIVY Kol VIOUTOLTAUIVY] amoTEAOVY BepamenTiKn emAoyn
omv mawwtpikn ME® tov QKK 7y tovg acbeveic pe pn aviippomoOUevn KOPOLOKY
OVEAPKELDL KOl GTOLXEIDL TTOYNG TEPLPEPIKNG APOEVONG (0€ GLVOVAGUO He TN YOPNYNom
wApvovng). Ipokepévov va amo@evyBovv o1 TOPEVEPYEIEG TOV PUPUOKEVTIKAOV OVTMOV
mopayovTov (Tayvappuduieg, avEnon e HVoKaPIIOKNG Katavainons o&uydvov, Tpdkinon
OloToMKNG  dvoAertovpyiag) [217], m ovvAOng mpokTiK €lvol O  TPOOSELTIKOG
ATOYOAUKTIOUOG OO TOVG KOTEYOAULVEPYIKOVS TOPAyOVTES UETA TNV otabepomoinor tov
ac0evoUg, EPOGOV TO EMTPENEL 1] KAMVIKY] TOV KatdoTtoot. Ot KoTeYOAApVEPYIKOL TAPAYOVTES
adpevaiivn (emveppivn) Kol vopadpevorivr (vopemveppivn) ypNCLOTOOOVTAL GTNV
mondwtpikn ME® yio acBevels pe arpodvvapukn aoctabeia (vwotaon) 6tov To Tponyodueva
HETPOL £XOVV ATOTVYEL VO OTOKATOGTHCOVV TNV OLULOSVVOLIKT oTofepdTNTO KOl TV ETAPKY|

TEPLPEPIKY GpdevON.

Extog and 11 avotépo Oepomevutikés mapeuPAcelc, yio Toug acbevels pe Kopdiokn
avemdpkelo (WOwitepa yioo ekeivovg mOL KPIVETAL OAMOPOITNTO VO VOGNAELTOLV GTNV
modwtpiky ME®) epappolovtol emmmAéov VTOGTNPIKTIKA HETPO LE KPUINPLO TNV ETAPKN
100ppoTia. HETAEDL GLOGTNUATIKNG TPOGPOPAS Kol KOTAVAA®SNG 0ELYOVOL, TPOKELUEVOD Vol
dwnpnbel n agpdfia KLTTOPIKN avamvor] Kot Vo amo@evyfel n ovamTuén YOAUKTIKNAG

o&éwong. Térola pétpa (LETAED AAAW®V) aTOTELOVV:

= 1 yopnynon o&vyovov (m.y. v acbeveic pe vmo&opio, GLVOSO AVATVEVCTIKY VOGO,
dVOTTVOL0L — AVATTVEVCTIKT OVGYEPELN)

" 1 SICOANVOOCT] KOl 1] EPAPLOYT UNYOVIKOD AEPIGHOV OETIKNG TIESNC VIO KOTAGTOAN
(.. oe aoBevelg e avOTVEVOTIKT aveTdpKeLd, ALENUEVO £PYO AVOTVONG KOl GTOLXELD
TTOYNG TEPUPEPIKTS OLATOCNG)

= 1 XOPNYNOTN CLUTVKVOUEVOV €pLOp®V apocpopiov (T.y. Yoo acbevelg pe vymin
apTNPLOPAEPIKN O1POPE KOPEGHOV ALIOGPOIPIVNG 1] YOAOKTIKT 0EEWON e GTOYO TV
eMITEVEN PUVOIOAOYIKAOV EMTEI®MV ALUOGPALPIVIG KOl TEPLEKTIKOTNTAG 0ELYOVOL GTO

aptnpoko aipo ~20-22 ml o&uydvov / 100 ml aipa)
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" 1 TWPOCEKTIKN YOPNYNON KPLOTOALOEW®V 1 KOALOEW®V Yoo TV adénon ¢
KapOlKkng mapoyns (yopnyovvtar kiloaopotika S ml/kg 1cdtova vypd pe cvveyn
KOTAypoen 1TNG KEVIPIKNG OQAEPIKNAG mieong, MG KOPOWKNG ovuyvOTNTOS, TNG
APTNPLOKNG TEONS KOl TNG VIEPNXOYPOUPIKNG SOKOUOVONG THG OOUETPOV TG KAT®
KOIANG EAEPaG o€ SLACOANVOUEVOLG aoOeVEIC VIO UNYaviKd aepiopd BeTIKNg Tieong

TPOKELUEVOD VO, EKTIUNOEL 1 AVTOTOKPIOT] TOVG GT YOPYNOT VYPDV)

Mnyovikn vrootpiEn g kKukAopopiog pe ECMO yua tovg moudiatpikovs achevelg
oto QKK egpapuoletor oe mepumtmdoelg o&elag — KepavvoBoOrov vOocov (kapdloyevnig
katanAnéio pe coPapn Kapdiakn dvchertovpyin), TOL OQEIAETOL GE SLVNTIKG AVAGTPEYIUN
oltio Ko 0ev avTomokpivetal oto Bepamevtikd PETPOL TOL avaEEPOVTOL avOTEP®. TéToln
mopadetypato (LeETaED GAA®V) amoTteAoVV aoBeveic pe a1podvvakn aotddelo A0ywm o&eiag
HLOKOPJITIONG 1| OVOEKTIKMOV GTN QUPUOKEVTIKY ay®yn oppubuidv [84-86,258]. Mrnyavikn
vroompiEn ™¢ kukhopopiag pe VAD mapéyetar otovg acbeveic pe telkov otadiov pn
OVTIPPOTTOVLEVT KAPOLOKT OVETAPKELDL UE TEMKO TPOOPICUO TNV HETOUOCYKELON KOPOLAS.
Yvokevég VAD yevikd tomobetodvtol oe madiotpikovg acheveic pe fapog copatog >40 kg
KOl GOUATOOOUN KATAAANAN ®ote va dgxbovv mibavd pooyevpo evniikov. e pikpoTepo
Toud1d SeV TPAYLLOTOTOOVVTOL HETAPOGYEVOES Kapdldg oty EALGda. Q¢ ek tovTOL, Ol
HiKpoTEpPOL aobeveic mov ¥pNLovV UETOUOCYELONG LETAPEPOVTOL GE OVTIOTOLYO KEVIPO TOL

eEmtepko (1 petapopd yivetal axoupa kot yo acbeveic pe vrootpién ECMO).

2.3 H yop1ynon AePocipevodving 6TovG Tad0TPIKOVS AGOEVEISG NE KAPOLUKT] UVETAPKELN

OOTOKT PVOKOPIITIONS — PVOKAPOLOTTABEI0g

To Paockd kpumpro ya v yoprynon AePooiuevddvng oe moudld pe KopOlOKN
averapkeln oto QKK amotelel | amotuyio otabepomoinong tov acbevovg Tapd T yopnynon
™G HEYIOTNG OVEKTNG OYWYNS KOPOOKNG OVETOPKELNS, CLUTEPIAOUPAVOUEVOV KOl TOV
EVOOQAEPIOY  KAOGIK®OV  WOTPOT®V QOPUAK®V (kaTeyoAapivec, OLVOOTOAELG
eooeodteotepaong III). H amotuyio otabepomoinong agpopd mopapétpovs KAMvVIKEG (Y.
onNueld TTOYNG TEPLPEPIKNG  OUATOONG), VREPNYOYPOPIKES (Y. mToyn Pektiomon 1
emdeivoon kAaopatog Ppdyvvong 1M e&mbnomng, ddToon  KOWOTATOV  KOpOdg U
OVTOTTOKPIVOLEVT] OTNV  (QOPUOKEVLTIKY] Oy®YY, ONUOVTIKY OVETAPKELL KOATOKOIAOK®OV
BaAPidwv) N epyaocmprokés (amotvyia ehdttwong tov pro-BNP mapd 1 yopnyovpevn
ayoyn).
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IMa v yopnynon Aefootpevodvng amatteiton n Aqyn cvykatdheons and tov yovéa —
Knoepodva Tov acbevovs. H yopnynon g npdtng 06ong yivetan mévta ot ME®. Olot o1
acBeveig mpo g TpdTNG 24wpng d6oNg Aapavouv doom eoptiong 6-24 meg/kg (oe 10 min),
EKTOC amd TIG TEPMTAOGELS 0GOEVDOV L VTOTACT], OTATE Kot 1) dOCT POPTIONG TOPUAEITETOL.
Axolov0wg, Aaupdvouv 24mpn €yyvon Aegfootuevodvne pe doon 0.05-0.2 mcg/kg/min, M
omoio. emavalapupavetor ovd 2-4 gBooupdoeg [223]. H oaxpipnig Oocoloyion kot TO
LECOJACTNUO, T®V €YyYLoE®V amo@aciletor amd Tovg Oepdmovieg mad0KaPIIOAGYOLG,

Aoppévovtag vroY KAVIKES, VITEPTXOYPaPIKES Kot Broynukég (pro-BNP) napapétpoug.

Yg 6hovg Tovg acbeveig mov Aappdvovy Aefooievodvn oty MEG® vrdpyet cuveyng
KOTOYpaQn TNG KOPOKNG ouyvotnTag Kot Tov Kapdioakov pvOupov pe HKI 3 amaywyov,
KaBmg Kol TG apTnplakng mieong pe evooaptnplokd kabempa. IMoapdAinia, dievepyeital
VIEPNYOKAPIOYPAPN 0. Kot Tpocdtopilovtal T emimeda Tov pro-BNP <24 dpeg mpo ¢

£yyvong Kot eviog 24mpov HETE TV EyYVLOT.
3 XroTioTiki) avéivon

Oleg o1 avalvoelg mpaypotonomdnkay pe to otatiotikd makéto SPSS v.20. Ta
TOLOTIKE O€dOUEVA TOPOVGIALOVTOL e amOAVTH Kot GYETIKT cvuyvoTnTa (%), EVO TO TOCOTIKA
HE HEOT TN, TUTIKN ATOKALON, SLAUECO KO EVOOTETAPTNHOPLKO €0pog (interquartile range
— IQR). O ékeyyoc g KAVOVIKOTNTOG TMV TOCOTIKAOV OEOOUEVOV TPOYUATOTOM|ONKE

YPOPIKA LLE 1GTOYPAULLOTOL.

O éleyyog VIaPENG cLOYETIONG HETOEL NG £KPOONG Kol TV TOPAyOVI®OV KIVOLVOU
npaypotomomifnke pe tovg eAéyxoue X° avetaptnoiog (| Fischer’s exact test 6mov avtd
Kkpidnke amopaitnto) kot Mann-Whitney. ['a tov €édeyyo g peTafOANG T®V LETPICE®V TPV
Kol UETA TNV yopnynon AePooiuevodvng kobme kot PeTa&d e €16600v kot 5000V TV

acBevov ypnowonomOnke o éAeyyoc Wilcoxon-sign rank test.

AoyoplOoTIKY] TOAVOPOUNOT €POPUOCTNKE YO TNV EKTIUNCT NG EMIOPOONG
OPIOUEVOV TOPAYOVTOV oTNV TBavOTNTA gREdviong dvopevng ékPaone. To amoteAéopata

napovctalovtot pe Odds Ratio (OR) kat 95% didotnpo epmictochvng.

To eninedo oTOTIOTIKNG ONUOVTIKOTNTAG OpioTNKE TO 0=5%.
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C. Anoterhéopata

1 Xopoxktyprotikd acOevov — [eprypoen ociypatog

v peAém ovumepeMeOncav 75 acbeveig, ot omoiol kol TANpovGAV TO KPP
€16000v (PA. mapaptyua owaypappa 1). To yopokmploTikd OV aclevdv G HEAETNG

napovctdloviot akorovbws otovg Mivakeg 17-22.

IMINAKAZX 17 eprypo@r] Tov TPo@ik TOL TS TPIKOV 060EVOUS pe pvokapolondfsia-

pvokapoitidoa (N=75) (ANpoypo@IKd Kol KMVIKGA (0pOKTNPLETIKE)

XopokTnproTikd acOevov N (%)
®v)o
Appev 44(58,7%)
OMiv 31(41,3%)
Hlxkia (étn)
0-1 14(18,7%)
1-5 22(29,3%)
5-12 20(26,7%)
12-18 19(25,3%)
Nocokopgio Topamopmnig
Enropyio 35(50,7%)
MMoidwv 20(29,0%)
Abnva 10(14,5%)
QKK 3(4,3%)
Emtepikd 1(1,4%)
OKOYEVELOKO 1OTOPIKO PVOKAPIL0TAOELOG
(O)7) 69(94,5%)
Nat 4(5,5%)
NYHA (nhkia > 5 eTdv)
I 12(34,3%)
11 2(5,7%)
m 10(28,6%)
v 11(31,4%)
ROSS (nhkia <5 g1@v)
I 4(11,8%)
11 2(5,9%)
I 14(41,2%)
v 14(41,2%)
NYHA-ROSS (oc¥voio)
I 16(23,2%)
11 4(5,8%)
m 24(34,8%)
v 25(36,2%)

Ot ta&wopnoelg katd NYHA kot Ross ypnoipomotovvial yio TNV GUURTOUOTIKY] KOTNYOPLOTOINoY TV
acBevav avaroya pe v niio (BA. wivaxeg 15 kot 16 map. B1).
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ININAKAZX 18 Ileprypo@n] Tov Tpo@ild Tov TO1O0TPIKOV 060EVOVS pe pvokopolondOsia-

pvokapoitioa (N=75) (AyvooTIKG YOpoKTNPLOTIKG Kol gupfipote amd ™ Proyia

HVOKaPOiov)
XoapaxktnproTikd acOevov N(%)
Aldyvoon
DCM 56(74,7%)
HCM 5(6,7%)
AC 2(2,7%)
RCM 3(4,0%)
O&eio pookapditida 9(12,0%)
Xpovio pvokapditidoa (acOeveic pe DCM)
(0)7) 25(44,6%)
Nat 31(55,4%)
Oetikn} PCR pookapdiov
(0)7) 42(59,2%)
N 29(40,8%)
Oetikn] PCR pvokapdiov (aoOeveic pe ypovia 1 o&eio pvokapditidon)
(0)9) 11(27,5%)
N 29(72,5%)
Buovyia
Xwpic draitepn modoroyia 13(17,8%)
Agpgpokvttapikn obnon 3(4,1%)
Tvwon 3(4,1%)
Nékpwon (evepydg pvokapditido) 3(4,1%)
Ymreptpopia 18(24,7%)
Tvoon — Yreptpoopia 17(23,3%)
Tvoon — Yreptpopio — Ambnon 3(4,1%)
Amodpopn) LookapdiTidog 10(13,7%)
Aumoxvttapa (cvpfotn pe ARVC) 1(1,4%)
Agv éywve 2(2,7%)
Tvoron
(0)) 48(67,6%)
Naow 23(32,4%)

DCM = odworatiky pvoxopdiornabeia, HCM = vmeptpogixn pvokopoiondabeia, ARVC/AC = appvbuioyovog
nvoxaporonddeio, RCM = mepropiotikn pvoxepoionaleio, PCR = aviidpaon aloowths molouepaons

Agv mpaypotonomOnke Poyio pookapdiov ce 2 acbevelg Adym Papitatng KAWIKNG €KOvVaG (Kopdloyevig
katamin&ia). Kat ot 2 acbevig katéAn&av.

H 0etikny PCR pvokapdiov otov minBuopd perétng mepiedappave epmnrtoiovg (HSV1/2; HHV6/7/8; CMV;
EBV), evtepoiovg, yhapvdia, mapPoid B19 kat adevoid. 9/29 acbeveic mopovciocav puikt Aoipwén (= 2
HIKPOOPYOVIGLOVG). ZNUELDVETAL TOG GTO KEVTIPO LOG OEV YIVETAL EKTIUNGT TOV EVEPYOL TOAAATANCIAGHLOD TV
v (T.y. Tov TapPoiov B19), yeyovog mov dev pag divel ) duvatdtnTa vo aviyvedoovLEe TEPTOCELS ‘innocent
bystanders’ (meputtdoelg onAadn 6mov o 106G Aabpofiel 6To pvokdpdlo amd TaAod AoluwéEn Kol aviyveveTol
otv PCR ywpic 6pmg vo amotelel To aitio TG vOoov).
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ININAKAZX 19 Iegprypo@n} Tov Tpo@id Tov TOOTPIKOV 060EVOVS pe pvokapoondOsia-

pvokapoitioa (N=75) (Xtoyeio Eékpaocng Tov aclevav)

Xapoxtnprotikd a.c0evov N(%)
"Expaon

Taon 19(25,3%)

Beltioon 17(22,7%)

Ytdoun 8(10,7%)

Emdeivoon 4(5,3%)

Mertapodocygoon 3(4,0%)

®dvotog 18(24,0%)

AndAewa follow up 6(8,0%)
Avopeviig'Exfaon

Oy 44(63,8%)

Naow 25(36,2%)
Odvatog

Oy 51(73,9%)

Naow 18(26,1%)
Hopoamopnn yio petapdoyevon

Oy 58(84,1%)

Nat 11(15,9%)
Metapocyevon

(0)9) 64(92,8%)

Nt 5(7,2%)

Median (IQR)

Avdpkero rapapovis ot MEO (npépec) (n=43) 10(5.7-23.5)
Avdpkero Tapapovis o6to voosokopeio (ao0eveic mov voonievdnkav MEG® n=43) 31(19-89)
AldpKerlo Tapapoviis 6To voookopueio (Mpépes) (6vvoro TV 0.60evedY N=69) 17(7-43)
Awdpkelo TopakoroOnons acdevav (uiveg) 24.1(8.3-85.9)

INo tov yapaktnpiopd g £kfaons T@v achevav ypnotpomomdnkay Kpitnplo KAVIKG (T.Y. COUTTORATOA0YIM,;
AVAYKN Yo YOPNYNON (QOPUOKEVTIKNG OY®YNG; OTOTEAECUOATO SOKLULOGIOG KOTWOONG), LAEPNYOYPAPLKE (TT.X.
KAGopo Bpayvvong — eEmdnong; avemdpkelo, KoAToKOMaKAY PBoAPidwv) kot Boynukd (emineda pro-BNP).
Emiong a&oloyndnke n ovaykn punyavikng vrootpiéng e kukAoeopiog (pe VAD) kot Topamopmic mpog
UETAROGYELOT KOPLAc. Xtnv Kotnyopia ékfacng ‘emdeivoon’ cupmepiapfdvovtal Kot ot acheveic pe avaykn
UNYOVIKNG VTOGTNPENS TS KuKAOPOpiag, KaBdS Kot ekelvotl evidg AMoTog LeTAIOCYEVONG.

H ‘dvopevig ékfoom’ mephopfavel abpototikd toug acbeveic pe emdeivmon, ekeivovug mov petapooyeddnkay
Kot ekeivovg mov omePiocav.

H dapketa mapopovig otn MEG kot 6to vocokopeio avapépetal 6Tny TpdTn voonieia tov kabe acBevodc 610
Qvaoeo Kapdroyeipovpywkd Kévipo. Aev cuvomoroyilovtal voonieieg Tpv ) dlokopdn 610 KEVTpo pag (eav
TPOKELTOL Y10 TOPOUTOUTY OO GALO VOCOKOEIO) 1) LETE OO TOPOTOUTT KL LETOPOPE OO TO VOGOKOUEIO [LOG
TPOG KATOL0 PETALOGYEVTIKO KEVTPO.
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ININAKAZX 20 ITeprypo@n] Tov Tpo@ild TOL 7O TPIKOV 060eVOVS pe pookopoondOsia-

pvokapoitioa (N=75) (Etoyeio ékfaocng TOV acOevav ava S10yVOGTIKI] KATYO0Pia)

DCM HCM AC RCM Oé&eio Mvokapditida
N(%) N(%) N(%) N(%) N(%)

Oetikn} PCR pookapdiov

(0)7) 27(51,9%) 5(100,0%) 2(100,0%) 3(100,0%) 5(55,6%)

Now 25(48,1%)  0(0,0%) 0(0,0%) 0(0,0%) 4(44,4%)
"Expaon

Taon 14(25,0%)  0(0,0%) 0(0,0%) 0(0,0%) 5(55,6%)

Beltioon 13(23,2%) 1(20,0%)  1(50,0%) 0(0,0%) 2(22,2%)

Ytaoun 6(10,7%) 1(20,0%) 0(0,0%) 0(0,0%) 0(0,0%)

Emdeivoon 3(5,4%) 1(20,0%) 0(0,0%) 0(0,0%) 0(0,0%)

Metopdoygvon 2(3,6%) 0(0,0%) 0(0,0%) 0(0,0%) 1(11,1%)

®dvatog 15(26,8%)  1(20,0%) 0(0,0%) 1(33,3%) 1(11,1%)

Andiewa follow up 3(5,4%) 1(20,0%)  1(50,0%)  2(66,7%) 0(0,0%)
Odvarog

(0)7) 38(71,7%)  3(75,0%) 1(100,0%)  0(0,0%) 8(88,9%)

Nt 15(28,3%)  1(25,0%) 0(0,0%) 1(100,0%) 1(11,1%)
Hopomopnn yia
petapdoyevon

(0)9) 44(83,0%) 4(100,0%) 1(100,0%)  0(0,0%) 8(88,9%)

Nt 9(17,0%) 0(0,0%) 0(0,0%) 1(100,0%) 1(11,1%)
Merapdoysvon

Oy 50(94,3%) 4(100,0%) 1(100,0%)  0(0,0%) 8(88,9%)

Naow 3(5,7%) 0(0,0%) 0(0,0%) 1(100,0%) 1(11,1%)
Tvoon

Oy 34(64,2%)  4(80,0%)  1(50,0%)  3(100,0%) 6(75,0%)

Nt 19(35,8%)  1(20,0%)  1(50,0%) 0(0,0%) 2(25,0%)

DCM = odwraniky pvoxopdiornabeio, HCM = vmeptpogixyy uvokoporondbeia, AC = oappvbuioyovog
nvokopdionabeio, RCM = mepropiotikn pvoxopdionddeia
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ININAKAZX 21 Iegprypo@n] Tov TPo@id TOL TOOTPIKOV 060eVOVS pe pookopoondOsia-

pvokapoitioa (N=75) (Etoyeio oYeTIKA NE TNV GVTIHETOTION — TopEia — éKPaon ToOV

acOevav)
N(%)

Mnyoviki vrooTipiEn TS KukAogopiag 8(10,7%)
Meprkaporokd vypo 7(9,3%)
Evdokapdrakog Opoppog 4(5,3%)
AlMn Ogpameia

TeApmIBoudivn 6(8%)

acvkAoPipn 2(2,7%)

avTploTIKA 5(6,7%)

avTifloTikd Kot acvkAoPipn 1(1,3%)

yavoukAoBipn 5(6,7%)

pumaPipivn 1(1,3%)
Tono0étnon Hickman 15(23,4%)
Awaocoinvopévog 0.c0eviic Katd TNV aPién

Oy 64(94,1%)

Nt 4(5,9%)
Noonieio MEG®

(0)) 29(40,3%)

Now 43(59,7%)
Awocoimvoon MEO® katd Ty 7pdTn voonisio

Oy 51(68,9%)

Naow 23(31,1%)
Ivétpoma katd TV APIEn

(0)) 49(72,1%)

Nt 19(27,9%)
Ivéotpona MEO®

(0)) 14(34,1%)

Nt 27(65,9%)
YuvvoonpotnTa

(0)7) 62(84,9%)

Naow 11(15,1%)

H pnyavikn vrootpién g Kuklogopiog avaeépetar ot ypnon ECMO / VAD / evéoooptikig ovTAiag.

H yopfiynon avrtiitkedv kot avtiotikdv yopnyeitor oto QKK katevBovopeva kot pe féon o amoteAéopaTo g
PCR pvokapdiov. Ztepoedn yopmyovvtar eEatopikevpéva pdvo oe mepimtmon @Aeypovddovg (kvpimg
AELPOKVTTOPIKNG N OTOVIOTEPO GAANG HOPPNG) HvOoKapdITIdNG, apoh TPpdTA £xel OMOKAEIOTEL 1 AOUMONG
v660¢. Zuvolikd 4 acBeveic Ehafav otepoetdn. EvoopiéPia y-coapivn yevikd yopnysitar 6Tovg moudtarpiicons
acBeveig pe (mBavn) pookapditida. Zvvolkd 21 acbeveig Ehapav evéopréPio y-opaipiv. PCR pookapdiov
yiveton amd 1o 2007. 4 acBeveig pe Btk PCR yio moapPoio B19 dev éhafav tedpmiBovdivn, evad avtictotya 6
acBeveig pe Betikn PCR yio mapPoio Ehafav.

H voonieio kot 1 dtacoiveoon ot ME® apopodv oty mpdtn voonieia kabs acBevovg povo (dev Exouvv
eetaotel moAOmMAEG eloaymyég — voonheieg). Agv cuopmepllapPavoviol EKAEKTIKEG OLUCMOANVAOGCELS Yo
SyvooTikég 1) GAAeg Tpatels (t.y. ota mAaicta kabetnplacpod kot froyiag; Torodétnong Hickman, k.4.).

6 acBeveig mapovciacav pun eiePoxopfikd pvlud katd ™V ewooyOY TOVG [KOATIKY poappopvyr (n=1),
KopuPucodg pubpdg (n=1), TANPNG KOATOKOWMOKOS OMOKAEIGHOG (N=1), KOAMIKOG TTEPLYICUOC E TOLKIAN
kotMokn avtamdkpion (n=1), evodlhoyn Ppodvkapdiog pe Kolokn Toayvkapdio (n=1), vEEPKOIAOKT
tayvkopdio (n=1)]. 10 acBeveig mapovciacav appvuic katd ) didpkela g voonieiog Tovg [TOAVEGTIOKN
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KoAmikn tayvkopdio (n=1), kotkokn tayvkapdio (n=4), Kotkoxy poppopoyn (n=1), vrepkotiiaxy tayvkopdio
(n=2), éxtomeg Kowhakég cuoToAES (n=2)]. 3 acbeveig ypeidotniay BeppokavTNPOcUO pe padlocuVOTHTA Vi
TNV KATOAVGN EKTOTMV KEVIPMOV — ECTIMV ENXOVEIGOSOV (0LTOL [LE TOAVESTIOKT KOATIKN Tayvkapdia, SVT), evd
o¢ 7 aoBevelg TorobeOnke Pnuatoddtng — amvidwtig (o€ avtovg pe SVT, VT, VF).

H ovvvoonpoémto tov aclevdv tov peletdpevov TANBLoHOD apopodce G€: 16TOPIKO HVOKAPIITIONG KOTE TO
mapeAdov (n=1), cuvdpopo Danon (kor WPW) (n=1), 1ot0pikd vevpoPractdpatog / ynueobepaneiog (n=1),
1OTOPIKO GapKMOUATOG / akTvoBoliag ynpeobepaneiag (n=1), 1otopikd vocov tov Hodgkin / axtivoPoiriog /
mueofepaneiag (n=1), voco tov Crohn (n=1), pvoividwokn pvondbeia (n=1), avorytd Potdiero moépo (n=1),
woeldotwon (n=1), evdountpila Aoipwén (n=1) ko ata&ia Friedreich (n=1).
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ININAKAZX 22 Tlgprypo@1] TOGOTIKAOV YOPUKTPLOTIKAOV TAN0vopnov

N Mean (SD) Median (IQR) p-value

Awapkewa follow up (pivec) 75 45,8(46,6) 24,1(8,3-85,9)
LOS (ICU) (népeg) 43 23,4(36,4) 10(5,7-23,5)
LOS (ICU.HOSPITAL) (pnépeg) 43 51,1(42,2) 31(19-89)
LOS (HOSPITAL) (népec) 69 33,6(39,6) 17(7-43)
LVEDP (mm Hg) 72 17,4(7,4) 16,5(12-22)
FS (%) 74 19,1(9,8) 17,5(11-25)
nhxkia (€tn) 75 6,9(5,4) 5,5(1,6-12,2)
Tponovivy I (e16660v) (ng/ml) 8 769,6(1412,4) 14,235(0,715-1425,485) 0.028
Tpomovivy I (e£600v) (ng/ml) 6 0,3(0,3) 0,055(0,03-0,66)
proBNP (s16680v) (pg/ml) 26 12271,0(11537,0) 9248,5(2728-16729) 0.011
proBNP (g£600v) (pg/ml) 21 5487,6(8750,9) 2616(632-4963)
CK (mIU/ml) 8 853,9(1360,3) 199,5(87,5-1257,5)
CKMB (ng/ml) 8 33,3(47,2) 10,9(3,15-57,4)
Hb (g/dl) 67 11,8(1,7) 11,9(10,9-12,7)
Ht (%) 67 36,1(5,1) 35,8(33,2-38,9)
WBC 67 9949,3(3690,4) 10100(7400-12200)
Ovpia (mg/dl) 67 31,9(12,4) 32(23-38)
Kpeativivn (mg/dl) 67 0,5(0,3) 0,5(0,34-0,7)
CRP (mg/1) 67 15,6(44,3) 1,6(0,7-7,9)
Kapdroxi coyvotnra (6@verg/Aento) 36 126,7(30,1) 127,5(112,5-142,5)

0-1 eTadv 9 136,7(38,1) 140(120-160)

1-5 etwv 10 138,0(19,3) 137,5(120-150)

5-12 erdpv 10 128,5(20,6) 132,5(110-140)

12-18 etadpv 7 95,0(24,7) 90(75-115)
Xvotolkn aptnplokn wicon (mm Hg) 37 97,0(10,2) 100(90-105)

0-1 etcdv 9 92,2(10,6) 95(85-100)

1-5 etwv 10 95,5(11,7) 95(90-105)

5-12 erwv 10 97,0(7,9) 97,5(95-100)

12-18 erchv 8 104,4(7,8) 105(97,5-110)
Awotolkn aptiyproxi) wigon (mm Hg) 37 57,0(10,2) 57(50-65)

0-1 9 54,4(8,1) 55(50-60)

1-5 10 54,0(12,4) 57,5(45-60)

5-12 10 58,4(11,0) 57(50-65)

12-18 8 61,9(7,0) 60(55-70)
Méon aptnproxn wicon (mm Hg) 37 73,1(10,9) 75(65-80)

0-1 9 68,6(10,0) 65(60-80)

1-5 10 71,3(12,2) 74(60-77)

5-12 10 74,0(11,9) 74(65-75)

12-18 8 79,4(6,8) 77,5(75-85)
TolokTiko o&0 (mmol/L) 30 1,4(1,1) 1,045(0,8-1,5)
Awvpnon (ml/kg/hr) 34 3,2(2,2) 2,4(1,5-4,3)
Inotropic Score (IS) 26 10,2(7,6) 8(5-13,5)
Vasoactive Inotropic Score (VIS) 26 15,3(8,8) 12,75(10-20)

LOS (ICU) = owpxero. wapouovis oty MEO, LOS (HOSPITAL) = digpkeia mopouovic oto voookoucio, LOS
(ICU.HOSPITAL) = OJiapkero. mopopoviS 0TO0 VOGOKOUEID Yo TovS 00evels mov voonievtnkav oty MEO,
LVEDP = telodioorodikn mwicon opiotepns koikiog, FS = wldoua Ppdyvvens, BNP = vatplovpntixd memtiolo
worov B, CK = kpeativopwopoxivaon, CKMB = kpeativopwopokivaon MB, Hb = ouuoopoipivy, Ht =
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oyuarokpitng, WBC = Aevkad aipoopaipia, CRP = C-avtdpwoa npwreivy, IS = deiktng votponns vmootnpilng,
VIS = deixtng vmootnpilng ue ayyeloopooTtike, YopuoKo.

Ot avaeepdpeveg Tyég ovpiag, kpeatvivg, CK, CKMB, Hb, Ht, WBC, CRP, tporovivng I (e10660v), pro-BNP
(e10660V) 0POPOVY EPYACTNPLOKG EVPAHATO OO dEYHOTOANYIN KATA TNV gloay®myn Tov acfevov oto QKK
(mpdtn voonieio og madokapdioroyiky kKAwvikn 1 ME®). Ot tipég tpomovivng I, CK kot CKMB agopodv pévo
acBeveig pe odyvoon o&elog pvokapditdag. Exinedo pro-BNP mpocdiopifovtar oo QKK yio to modid petd
70 2012. Ot avopepOueveg TIHEG YOAOKTIKOD 0EE0G OPOPOVV EPYUCTNPLOKG EVPNUATO OO SEYUATOANYIO KoTd
mv eloay®yn tov acbevadv ot ME® (tpdtn voonieia). Ot avaeepdpeveg Tinég e£660v yia v tpomovivn I kot
70 pro-BNP oa@opodv evpiuata amd tnv tedevtoio derypatoAnyic tov acbevav otn ddpkeln g
TOPAKOAOVONGNG TOVG avesapTHT®S EkPoong.

O ovapePOUEVES TYEG TOV OLLOSVVOUIKOV TOPAUETP®V (KOPOL0KT GLYVOTNTO, GUGTOAIKT — LEGN — SLOGTOAMKN
apINPLOKY TiEon) KaBmG Kot g Slo0pNoNg APOopoOvY UETPNCELS KATA TNV €100y®YH TV acbevodv ot ME®
(mpdtn voonieila). Ov deixteg IS ko VIS avagépovior ommv HEYIOT] QOPUOKOAOYIKY VTOGTHPIEN TOL
xpewotnke o acbevig yia ) otabeponoincn Tov katd T Sidpkela TS TPOTNS ToL voonieiog oty ME®.

H dbpkea mapapovig ot ME® kot 6to vocokopeio avagépetal otnv TpdTn voonieia tov kdbe acBevoidc oto
Qvaoeio Kapdoyeipovpyikd Kévrpo. Aev suvvmoroyilovtal voonieieg mpv ) S10K0OpIdN 6TO KEVIPO pag (EGv
TPOKELTOL Y10 TAPOTOUTY OO GALO VOGOKOEID) 1) LETA OO TOPOTOUTY] KOL LETAPOPA OO TO VOGOKOUEIO LOG
TPOG KATO0 PETOUOGYEVTIKO KEVTPO.

YTOTIOTIKMG CGMUOVTIKY oyéon Topatnpnnke peta&d g tpomovivig I e10660v — e£6d0v (p=0,028) xabmg Ko

peta&d tov pro-BNP g16660v — €£660v (p=0.011). Katd v é€odo tov acbevav mapatnpidniay younAotepes
Tpéc tpomovivng Ko BNP.
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2 Avayvopion napoayovtov Kivovvov (Ilivakeg 230 — 27)

IMINAKAYX 230 Ilapdayovreg Kivovvov yro dvopevy) ékPaon (emdsivoon, mapomopsmi

PO NETUNOGYEVGT), OGVaTOC)

Avopeviic 'Exfaocn

‘Ot N(%) Nar N(%) p-value
Hlwia 0,124
<1 9(69,2%) 4(30,8%)
1-5 12(63,2%) 7(36,8%)
5-12 9(45,0%) 11(55,0%)
12-18 14(82,4%) 3(17,6%)
dv)o 0,282
Appev 27(69,2%) 12(30,8%)
OMiv 17(56,7%) 13(43,3%)
Avdryvoon 0,758
DCM 33(62,3%) 20(37,7%)
HCM 2(50,0%) 2(50,0%)
AC 1(100,0%) 0(0,0%)
RCM 1(50,0%) 1(50,0%)
Oé&ela pookapditido 7(77,8%) 2(22,2%)
Ogtikn PCR pvokapdiov 0,030
Oy 21(56,8%) 16(43,2%)
N 23(82,1%) 5(17,9%)
Mnyaviki vrosTtipiEn TS Kukhogopiag 0,015
(0)9) 42(68,9%) 19(31,1%)
Naow 2(25,0%) 6(75,0%)
Tvoon 0,048
Oy 32(72,7%) 12(27,3%)
Naow 10(47,6%) 11(52,4%)
Noonieio MEO® 0,278
(0)) 18(75,0%) 6(25,0%)
N 26(61,9%) 16(38,1%)
Awocoimvoon MEO katd Ty 7potn voonieia 0,001
Ox 36(78,3%) 10(21,7%)
N 8(34,8%) 15(65,2%)
Ivétpora MEG® 0,130
Oy 10(76,9%) 3(23,1%)
Now 14(51,9%) 13(48,1%)
YuvvoonpotnTo 0,466
Oy 37(66,1%) 19(33,9%)
N 6(54,5%) 5(45,5%)
Awaocoinvopévog 0.c0eviic KaTd TNV aPién 0,481
Ox 39(67,2%) 19(32,8%)
N 2(50,0%) 2(50,0%)
Ivétpoma kotd TV APiEn 0,136
Oy 31(72,1%) 12(27,9%)
Now 10(52,6%) 9(47,4%)
Xopiynon refoorpevodvng 0,304
Oy 32(71,1%) 13(28,9%)
Naow 11(57,9%) 8(42,1%)

133



DCM = diwaraniky pvokapdiondabeio, HCM = vmeptpopixn pvokapdionabeia, ARVC/AC = oappoBuioyovog

nvokopdionabeio, RCM = wepioprotikn pvoxopdiondbeia, PCR = avtidpaon alvowtns moivuepdons

MHINAKAYX 23B Iopdayovreg Kivovvov Yo dvopevn) ékPaon (emdsivoon, mapomopuni

POG NETUNOGYEVGT), OGVaTOC)

Avopeviic 'Exfaocn

Oyt N(%) Nar N(%) p-value

NYHA (nhia > 5) 0,127

I-11 10(83,3%) 2(16,7%)

111 5(50,0%) 5(50,0%)

v 5(45,5%) 6(54,5%)
ROSS (Whkio < 5) 0,286

I-11 4(100,0%) 0(0,0%)

1 7(58,3%) 5(41,7%)

v 10(71,4%) 4(28,6%)
NYHA-ROSS (cvvoiro) 0,086

I-11 14(87,5%) 2(12,5%)

111 12(54,5%) 10(45,5%)

v 15(60,0%) 10(40,0%)

O apdyovteg mov Ppédniav va cvoyetilovtal oTaTIoTIK®MG oNUAvTIKE pe dvopevn €kfaon (mivaxeg 230 kot

23PB) etvor ot axdlovbot:

e H 0etikn PCR pokapdiov (p=0.030): O acOeveic mov dev eiyov Oetikn PCR &iyov og peyoldtepo mococtd

dvopevn ékPaon (43.2%) oe oxéon pe avtovg mov elyav Oetkn (17,9%)

e H ypron unyxaviknig vroompiEng g kvkrogopiag (ECMO / VAD / gvdoaoptiki) avtiia) (p=0.015): Ot
acBevelg pe ECMO / VAD / AvtMa giyov og peyoddtepo mocootd dvopevn ékfaon (75%) oe oyéomn ue

avtovg mov dev eiyav (31,1%)

e H ivoon (p=0.048): Ot acbeveig pe ivoon eiyov oe peyaddvtepo mococtod dvouevy ékPoom (52,4%) oe

oyxéon pe avtovg Tov dev giyav (27,3%)

e H dwoorMveoon omv ME® xotd t dudpkewn tng mpmdtng voonieiag (p=0.001): Ot acbeveig mov
Swocoinvodnkov ot ME® kotd ™ didpkelo TG TpdTNG Tovg VOonAelag giyav o€ Heyoldvtepo m0G00Td
dvopevn ékPaon (65,2%) oe oxéon Le avTovg Tov dev dtucwAnvadnkay (21,7%)

134



ININAKAYX 24 Ilocotikoi mopdyovres Kivouvov Yo ovopevy) ékPaon (emdeivoon,

TOPOTOUTT] TPOS NETOROGYEVOT, OGVATOG)

Avopeviic 'Exfaocn

On Nm

N Median (IQR) N Median (IQR) p-value
LOS (ICU) (népeg) 26 9(6-19) 15 14(7-100) 0,107
LOS (ICU.HOSPITAL)
(népeg) 26 31(19-76) 15 46(19-121) 0,357
LOS (HOSPITAL) (uépsg) 43 17(6-32) 20 23(11-76) 0,188
LVEDP (mm Hg) 42 16(12-20) 24 20(13,5-25,5) 0,040
FS (%) 43 19(13-27) 25 14(10-19) 0,053
Tpomovivy I (€16660v)
(ng/ml) 6 13,5(0,27-2823) 2 15,3(2,63-27,97) -
Tpomovivy I (e£660v)
(ng/ml) 5 0,04(0,03-0,07) 1 0,66(0,66-0,66) -
proBNP (s16680v) (pg/ml) 16 12680(2026-28033,5) 9 9206(5735-11097) 0,760
proBNP (g£600v) (pg/ml) 13 822(396-2616) 8  7761,5(3893,5-18594,5) 0,001
Aw@opd BNP (g£6d0v —
£166600) 12 -15928[(-32816) — (-1734)] 8 -117[(-1919) — 7417] 0.005
Inotropic Score (IS) 14 9(5-12,4) 12 6,5(5-14,25) 0,560
Vasoactive Inotropic Score
(VIS) 14 14(12-17) 12 10(9-20,5) 0,322
T'olokTtiké 0&6 (mmol/L) 20 1,045(0,75-1,4) 9 1(0,8-1,7) 0,729
Awvpnon (ml/kg/hr) 22 2,4(1,3-4,3) 11 2,1(1,7-6) 0,807

LOS (ICU) = diapxera mwopouovis otn ME®, LOS (HOSPITAL) = didpkeia wapoapovig oto voookoueio, LOS
(ICU.HOSPITAL) = didpkeia mopopovig ato VoooKoUELo yia Tovg aobeveic mov voonlevtnray otn ME®, LVEDP
= telodiaotoliky micon opiotepnc koidiog, FS = klaoua ppayvvens, BNP = vatpiovpntiko mertidio tomwov B, IS
= Jeiktng wotpomng vootnpilng, VIS = deiktng vmwootnpilng ue ayyelodpoctixd, popuoKo.

Ot mocoTIKol Tapdyovtes Tov Ppédnkay vo cuoyeTilovtal GTATIOTIKAG ONUAVTIKG [Le duopevn ékPao (Tivakog
24) givar o1 akdovbot:

e HLVEDP (p=0,040): Ot acBeveic pe dvcpevn ékPaon giyav vyniotepn LVEDP

e To FS (p=0.053): Ot acbeveig pe dvopevn ékfaon eixov (opraxd) youniotepo FS (khdopa pdyvvong)

e To proBNP (g£660v) (p=0,001): Ot acBeveig pe duopevn ékPacm gixav vymiotepo proBNP (e£650v)

o H dwpopd BNP e£dd0v-e166600 (p=0,005): Ot acBeveic pe duopevn €kfacn elyov HKpOTEPT TTOGT pro-
BNP katd v é£0d0

ININAKAZX 25 Extipnon ¢ exidpoons TOV Topayovtmv otny dvcpevi) Ekpfaocn

OR (95% AE) p-value
LVEDP 1.08(1.01-1.16) 0.039
proBNP (g£660v) 1.001(1-1.002) 0.042

LVEDP = telodiaotolixi wicon apiotephc koidiag, BNP = vozpiovpntixo mentiolo tomov B

Adpn hoyapBuikn molvdpounon mpaypotoroinke yoo v extiunon g emidopoong g LVEDP kot tov
proBNP &£660v oty mhovotnto epedviong dvopevois éxfacng. Amd tov mivaka 25 cvumepaivovpe 0Tl
avénon g LVEDP «katd po povado covverdyetonr adénon tng mbovotntag sReavions duouevovg EkPoaong
katd 8% (95% AE: 1,01-1,16). Opoing adEnon tov proBNP g£650ov katd 100 povédeg cuvendyetal avénon g
mBavotnrog epedvions duopevovg ékPaong katd 10% (95% AE: 1-1,002).
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ININAKAZX 260 [Tapayovteg KIvoUVOU Y10 TO.PATONTY] TPOG RETANOGYEVGT Kol 0GvaTo

Moepamopn mpog ®dvatog
petapdoyevon
‘O N(%) NarN(%) p-value OpN(%) NorN(%) p-value
Hhlwio 0,490 0,051

0-1 12(92,3%) 1(7,7%) 10(76,9%)  3(23,1%)

1-5 14(73,7%) 5(26,3%) 14(73,7%)  5(26,3%)

5-12 17(85,0%) 3(15,0%) 11(55,0%)  9(45,0%)

12-18 15(88,2%) 2(11,8%) 16(94,1%) 1(5,9%)

dv)o 0,885 0,079

Appev 33(84,6%) 6(15,4%) 32(82,1%)  7(17,9%)

OMiv 25(83,3%) 5(16,7%) 19(63,3%) 11(36,7%)
Avdryvoon 0,578 0,712

DCM 44(83,0%) 9(17,0%) 38(71,7%)  15(28,3%)

HCM 4(100,0%) 0(0,0%) 3(75,0%) 1(25,0%)

AC 1(100,0%) 0(0,0%) 1(100,0%) 0(0,0%)

RCM 1(50,0%) 1(50,0%) 1(50,0%) 1(50,0%)

O&eia pvokapditida 8(88,9%) 1(11,1%) 8(88,9%) 1(11,1%)

Ogtikn PCR pvokapdiov 0,109 0,065

(0)7) 29(78,4%) 8(21,6%) 26(70,3%)  11(29,7%)

Nat 26(92,9%) 2(7,1%) 25(89,3%)  3(10,7%)
Mnyovikn oot piEn ™G 0,076 0,434
KukAOQopiag

(0)7) 53(86,9%) 8(13,1%) 46(75,4%)  15(24,6%)

Naow 5(62,5%) 3(37,5%) 5(62,5%) 3(37,5%)

Tvoen 0,084 0,018

Oy 39(88,6%) 5(11,4%) 37(84,1%)  7(15,9%)

Now 15(71,4%) 6(28,6%) 12(57,1%)  9(42,9%)
Noonieio MEO® 0,839 0,092

Oy 21(87,5%) 3(12,5%) 21(87,5%)  3(12,5%)

N 36(85,7%) 6(14,3%) 29(69,0%)  13(31,0%)
AwocomMjvoen MEO katd 0,733 0,001
TNV TPOTI Voo AEiQ

Oy 41(89,1%) 5(10,9%) 40(87,0%)  6(13,0%)

Naow 17(73,9%) 6(26,1%) 11(47,8%) 12(52,2%)
Ivéotpora MEG® 0,055 0,377

(0)7) 13(100,0%) 0(0,0%) 10(76,9%)  3(23,1%)

Naow 21(77,8%) 6(22,2%) 17(63,0%) 10(37,0%)
Xvvvoonpotnta 0,209 0,549

(0)9) 49(87,5%) 7(12,5%) 41(73,2%)  15(26,8%)

Nt 8(72,7%) 3(27,3%) 9(81,8%) 2(18,2%)
Awaocoinvopévog a.c0eviig 0,538 0,970
KOt TV ag&n

(O)7) 50(86,2%) 8(13,8%) 43(74,1%)  15(25,9%)

Naow 3(75,0%) 1(25,0%) 3(75,0%) 1(25,0%)

Ivétpoma kot TV A& 0,850 0,187

(0)7) 37(86,0%) 6(14,0%) 34(79,1%)  9(20,9%)

Naow 16(84,2%) 3(15,8%) 12(63,2%)  7(36,8%)
Xopniynon Aefooruevoavn 0,067 0,318

Oxt 41(91,1%) 4(8,9%) 36(80,0%)  9(20,0%)

Nt 14(73,7%) 5(26,3%) 13(68,4%)  6(31,6%)
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DCM = diwaraniky pvokapdiondabeio, HCM = vmeptpopixn pvokapdionabeia, ARVC/AC = oappoBuioyovog
nvokopdionabeio, RCM = wepioprotikn pvoxopdiondbeia, PCR = avtidpaon alvowtns moivuepdons

IMINAKAZX 26 [Hopdyovtes KtivoOvov Yo TapOmOuTi] TPOS pETOpdoyEvoN Ko OdvaTto

Hoapomopny wpog Odavartog
petopdoyevon
Oy N(%) NaaN(%) p-value Oy N(%) NarN(%) p-value

NYHA (nhia > 5) 0,387 0,028

I-11 11(91,7%) 1(8,3%) 12(100,0%) 0(0,0%)

I 9(90,0%) 1(10,0%) 6(60,0%) 4(40,0%)

v 8(72,7%) 3(27,3%) 6(54,5%) 5(45,5%)
ROSS (mhwia < 5) 0,690 0,384

I-11 4(100,0%) 0(0,0%) 4(100,0%) 0(0,0%)

I 10(83,3%) 2(16,7%) 8(66,7%) 4(33,3%)

v 12(85,7%) 2(14,3%) 11(78,6%) 3(21,4%)
NYHA-ROSS (cVvoio) 0,468 0,024

I-11 15(93,8%) 1(6,3%) 16(100,0%) 0(0,0%)

I 19(86,4%) 3(13,6%) 14(63,6%) 8(36,4%)

v 20(80,0%) 5(20,0%) 17(68,0%) 8(32,0%)

O mapdyovtag mov Ppédnke va cvoyetifeton (OploKd) OTATICTIKMG CNUOVIIKG WHE TNV TOPUTOUTH TPOG
petapdoyevon (rivakog 26a) eivar n yoprynon wotponwv otnv ME® (p=0,055). Ot acBeveig pe wvoétpoma otnv
ME® mapamépednikoy og peyadhtepo mocootd yio petopdoyevon (22.2%) ce oyéon pe avtods ympig votpoma
(0%).

Ot mapdyovteg mov Ppédnioy vo cuoyeTilovTal GTOTIOTIKOS oNUOVTIKG pe Tov Bdvato (mivakeg 260 kot 263)
glvar ot axoAovBou:

e H niwia (p=0.051): Ot acBeveig nhikiag 5-12 etdv (opraxd) mébavay oe peyardtepo mocoatd (45.0%) oe
oyéon pe Toug acbeveig pikpodtepns nikiog (26,3% yuo nhkieg 0-1 etdv xan 23,1% ya nhkieg 1-5 e1dv)

e H itvoon (p=0.018): Ot acbOeveig pe ivoon ot Poyio pvokapdiov méBovav o€ peyoldTEPO TOGOGTO
(42,9%) o€ oyéon pe avtods yopig ivwon (15.9%)

e H dwwocoriveoon oty ME® (p=0.001): Ot acBevelg pe dacoriivoon oty MEG® kotd ™ Sidpkelo g
mpodTg voonlelog tovg méBavav oe peyoAvtepo mocootd (52.2%) oe oyxéon pe avtodc mov dev
Swcoinvadnkov (13%)

e To otadio NYHA (p=0,028): Ot acBeveic pe NYHA IV néBavav ce peyarvtepo 1ocooto (45,5%) og oyxéon
pe avtovg pe NYHA IIT (40%) 7 NYHA I-11 (0%)

e To otddio NYHA-Ross (cuvolikd) (p=0,024): Ou ooBeveic pe NYHA-Ross III 7 IV wéBavov oe
peyorvtepo 1oc0oto (32% kot 36,4%) o€ oyéon pe avtovs pe NYHA-Ross I-1T (0%)
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ININAKAZX 27 [TocoTiKol TOpAYOVTES KIVOUVOVL Y10 TOPUTOUTH] TPOS NETUNOGYEVGT] KL
0avaro

opamopnn mpog peTapdcyevon

Oon Nm
N Median (IQR) N Median (IQR) p-value
LOS (ICU) (uépsg) 35 9(5-23) 6 14(10-100) 0,159
LOS (ICU.HOSPITAL) (pépeg) 35 31(19-76) 6 75(15-136) 0,396
LOS (HOSPITAL) (népeg) 55 19(7-43) 8 31(10-120) 0,391
LVEDP (mm Hg) 55 16(12-21) 11 20(14-26) 0.066
FS (%) 57 18(12-25) 11 14(9-19) 0.111
Tpomnovivy I (€16660v) (ng/ml) 7 25,84(0,27-2823) 1 2,63(2,63-2,63) -
Tponovivy I (€£600v) (ng/ml) 5 0,04(0,03-0,07) 1 0,66(0,66-0,66) -
proBNP (s16630v) (pg/ml) 20 9248,5(2513-19083,5) 5 9929(5735-11537) 0.940
proBNP (g£600v) (pg/ml) 16 1295,5(511,5-4201,5) 5  5523(2994-10428) 0.050
Aw@opd BNP (g£660v —
£166600) 15 -4328[(-31821) — (-733)] 5 499[(-2741)—1454]  0.098
Inotropic Score (IS) 20 8(5-12,95) 6 9,25(5-15) 0.656
Vasoactive Inotropic Score 0.929
(VIS) 20 12,75(10-18,5) 6 12,75(10-20)
TColoxTiko o&6 (mmol/L) 24 1,045(0,85-1,5) 5 0,8(0,6-1,1) 0.594
Awvpnon (ml/kg/hr) 27 2,3(1,5-4,3) 6 2,25(1,15-6) 0.910
Odvarog
On Nm
N Median (IQR) N Median (IQR) p-value
LVEDP (mm Hg) 49 16(12-20) 17 19(14-25) 0.165
FS (%) 50 18(12-27) 18 14(10-19) 0.077
Tpomovivy I (s16660v) (ng/ml) 7 2,63(0,27-2823) 1 27,97(27,97-27,97) -
Tpomovivy I (£600v) (ng/ml) 6 0,055(0,03-0,66) 0 ) -
proBNP (s16660v) (pg/ml) 19 11537(2298-21438) 6 7522(5526-9929) 0.475
proBNP (g£6d0v) (pg/ml) 16 1295,5(511,5-3086,5) 5 10000(5523-10428) 0.003
Aw@opd BNP (g£660v —
£166000V) 15 -10081[(-31821)—(-1372)] 5 499(-733 — 1454) 0.008
Inotropic Score (IS) 17 10(7,5-15) 9 5(5-10,5) 0.107
Vasoactive Inotropic Score 0.133
(VIS) 17 15(12-20) 9 10(10-15,5)
TColokTtiko o&0 (mmol/L) 23 1(0,7-1,3) 6 1,35(0,9-2,4) 0.254
Awvpnon (ml/kg/hr) 25 2,5(1,5-4,3) 8 1,95(1,475-3,25) 0.550
LOS (ICU) (uépsg) 29 10(6-16) 12 20(6-109) 0,150
LOS (ICU.HOSPITAL) (népeg) 29 31(19-76) 12 43(20-124) 0,342
LOS (HOSPITAL) (népec) 48 16(7-38) 15 25(15-121) 0,131

LOS (ICU) = dispxera mopopovis oty ME®, LOS (HOSPITAL) = didpkeio. mopopovig ato voookoueio, LOS
(ICU.HOSPITAL) = didpkeia mapopoviic ato voookoueio yia. 1ovg acbeveic wov voonlevtnray oty MEO®, LVEDP
= telodiaorodikn wicon opiotepns kotdiag, FS = kAaoua fpayvvons, BNP = vatpiovpnuixo mertioto towov B, IS
= detrtng wotporng vwoothpilng, VIS = deiktns vmootnpilng ue ayyeloopooTiKa popuoKo.

Ot acBeveig Tov TapamépEdnKay Yo LETAUOGYELOT Eiyov (0PLOKA) GTATIOTIKOG OTUOVTIKG peyaivtepo BNP
€€ddov (p=0.050). Ot mocotikol Topdyovteg Tov Ppébnkav vo cLoyeTi{OVTOL GTATICTIKOG CNUAVTIKG LLE TOV
Bdvaro (mivaxoag 27) eivat:

e To proBNP (££660v) (p=0,003): Ot acBeveig mov méBavav giyav vynidtepo proBNP (e£660v)
o H dwpopd BNP e£6d0v-e166600 (p=0,008): Ot acBeveic mov nébavav giyav avEnon tov proBNP katd v
£€odo.
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3  Exrtipnon ¢ enidpaong s yopnynons refooipuevodvng

Opolwg O6mwg kor mo whve wpémel vo, meite OtL To otoeio yu v Aefooipevodvn

anewoviCovtat otovg [Mivakeg 28 — 35.

ININAKAZX 28 Ileprypopn acOevov mov éapav Aefooipevodavn (n=19)

N(%)
AgPooipevoavn
Oy 50(72,5%)
Now 19(27,5%)
Agfooiugvoavn eéption
Oy 1(5,9%)
Naow 16(94,1%)

ININAKAZX 29 ITocoTtikég petpioels acOevav mov Ehafav Aefooypevodvn (n=19)

p-value  p-value
TPO-peTd mpo-petd 1M

N Mean (SD) Median (IQR) oopTIong  Eyyvong
Aéozig (6Ovolro) 18 14,9(14,1) 11,5(6-15)
Aébon poptione (Y/kg) 17 11,0(10,7) 10(6-12)
Aobon covtiipnong (y/kg/min) 17 0,1(0,1) 0,17(0,1-0,19)
HR 7po yopiynoneg 15 120,7(24,8) 125(95-145) 0.022 0.172
HR peta v eépTion 15 125,8(26,2) 135(100-150)
HR pera v 1" &yyvon 15 125,4(19,5) 120(110-140)
TAII po yopiynong 15 93,0(13,2) 85(85-100) 0.750 0.329
XAII peta Tnv eépTIon 15 92,3(12,7) 90(85-100)
TAII petd v 1" &yyven 15 96,3(14,3) 95(85-105)
AAII tpo yopiynong 15 55,7(10,2) 55(50-60) 0.437 0.497
AAII petd v eopTion 15 57,2(9,2) 60(50-60)
AATI perd v 1" éyyvom 15 55,0(8,7) 55(50-55)
MAII npo yoprynong 15 71,4(12,3) 70(60-77) 0.833 0.899
MAII petd v @épTIon 15 72,0(8,8) 70(65-75)
MAII petd v 1" éyyven 15 71,7(8,4) 70(65-75)
FS mpo yopiiynong 16 12,7(4,0) 11,5(9,5-16) 0.001
FS peta v 1" éyyvon 16 15,8(5,0) 15,5(12,5-19)
proBNP wpo yopiiynong 12 8893,7(6773,7) 7665(2890-14014,5) 0.071
proBNP petd tqv 1" éyyvon 14 2833,0(3833,6) 633(73-3843)

HR = heart rate (kopoiaxn ovyvotnra); ZAIl = ovarorikn aptypioxy micon; AAIl = diaotolixy aptnpioxn mieon,
MAII = péon aptypraxny wicon; FS = shortening fraction (kldoua fpéyvvong)

2TaTIoTIK®G  onpovtiky  dtpopd  Ppébnke  petagy Tng KapdloKNG ouyxvoTNTOG TWPW TV XOpNynon
AePootpevdavng kot petd v eoption (p=0.022, mivaxag 29). Metd v @OpTIoN 1 KAPILAKY GLYVOTHTA NTOV
vynAotepn. EmmAéov, otatioTikdg onuaviikn dtupopd Bpédnke petald tov kAAGUOTOC Bpdyvuvong Tpw Tnv
yopriynon Aepooiuevddvng kot petd tnv olokAfpmorn g 24" éyyvong (p=0.001). Metd v yopfynomn 1o
KAaopo  PBpdyovvong NTov  vyniotepo. Ol aveTEP® UETPNOELS APOPOLV TNV TPAOTN 24mpn  €yyvon
AePootpevddvng yio kKabe aoOevT.
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ININAKAZX 300 [Tapdayovteg mov oyetiCovrar pe v Ajyn Aefooipevoavng (n=19)

AgPoorpevoavn
(0% Nm
N(%) N(%) p-value
Hlwio 0,039
<1 7(50,0%) 7(50,0%)
1-5 13(65,0%) 7(35,0%)
5-12 14(77,8%) 4(22,2%)
12-18 16(94,1%) 1(5,9%)
dv)o 0,028
Appev 33(82,5%) 7(17,5%)
OMiv 17(58,6%) 12(41,4%)
Avdryvoon 0,461
DCM 36(67,9%) 17(32,1%)
HCM 5(100,0%) 0(0,0%)
AC 1(100,0%) 0(0,0%)
RCM 2(100,0%) 0(0,0%)
Oé&ela pookapditido 6(75,0%) 2(25,0%)
Avopeviig'Exfaon 0,332
Ox 31(73,8%) 11(26,2%)
Nt 13(61,9%) 8(38,1%)
Odvatog 0,341
Ox 35(72,9%) 13(27,1%)
Naow 9(60,0%) 6(40,0%)
HMopomopnn yro petapdoycvon 0,073
(0)7) 40(74,1%) 14(25,9%)
Now 4(44,4%) 5(55,6%)
Oetikn} PCR pookapdiov 0,181
(0)) 26(68,4%) 12(31,6%)
Nt 24(82,8%) 5(17,2%)
Mmnyaviki vrostipiEn ™S Kukhogopiag 0,695
(0)) 46(71,9%) 18(28,1%)
N 4(80,0%) 1(20,0%)
Tvoon 0,888
(O)7) 33(73,3%) 12(26,7%)
Naow 15(75,0%) 5(25,0%)
Noonieio MEO® 0,014
(O)7) 24(88,9%) 3(11,1%)
N 26(61,9%) 16(38,1%)
Awocoimvoon MEO katd Ty 7patn voonieia 0,677
Ox 36(73,5%) 13(26,5%)
N 13(68,4%) 6(31,6%)
Ivéotpona MEO® 0,002
(O)7) 13(92,9%) 1(7,1%)
Naow 11(42,3%) 15(57,7%)
YuvvoonpotnTo 0,431
(0)7) 40(70,2%) 17(29,8%)
Naow 9(81,8%) 2(18,2%)
Awaocoinvopévog 0c0eviig Katd TNV aPién 0,859
Oy 45(71,4%) 18(28,6%)
Nt 2(66,7%) 1(33,3%)
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DCM = diwaraniky pvokapdiondabeio, HCM = vmeptpopixn pvokapdionabeia, ARVC/AC = oappoBuioyovog
nvokopdionabeio, RCM = wepioprotikn pvoxopdiondbeia, PCR = avtidpaon alvowtns moivuepdons

ININAKAZX 30 IMapdayovtec mov oyetiCovrar pe tnv Myn Aefooipevodvis (n=19)

AgPoorpevoavn
On Nm
N(%) N(%) p-value
Ivétponma katd TV APiEn 0,002
(0)9) 40(83,3%) 8(16,7%)
Naow 7(38,9%) 11(61,1%)
NYHA (nWhkio > 5) 0,038
I-11 10(90,9%) 1(9,1%)
I 10(100,0%) 0(0,0%)
v 6(60,0%) 4(40,0%)
ROSS (mhkia < 5) 0,027
I-11 5(100,0%) 0(0,0%)
I 9(69,2%) 4(30,8%)
v 5(35,7%) 9(64,3%)
NYHA-ROSS (cvvoio) 0,002
I-11 17(89,5%) 2(10,5%)
I 19(82,6%) 4(17,4%)
v 11(45,8%) 13(54,2%)

Ot mapdyovteg mov Bpeédnkav va cuoyetilovtol GTATICTIKOG ONUAVTIKA 1e TV ANy Aefootuevddvng (mivaikeg
30a kot 30B) eivau:

e 1 niwia (p=0,039). AcBeveig pkpotepng nhkiag (<1 €rovg kKot 1-5 gtdv) mpav ce peyaAdtepo m0GooTO
AePooipevodavn (50% kot 35% avtiotoyo) o oxéon pe Tovg achevelg peyaidtepng niwiog (22,2% xot
5,9% yo mad1d nAkiog 5-12 etdv kot 12-18 etdv avrtictouyo)

e 10 @OMo (p=0,028). Ta kopitcla mpav og peyoldvtepo nocootd Aefootpevddvn (41.4%) oe oyéon e ta
ayopu (17,5%)

e 70 €Gv voonievmkav ot ME® (p=0.014). Ot acBeveic mov voonievtnkav oty ME® mpav e peyakvtepo
1060016 Agfootpevddvn (38.1%) oe oyéon pe awtods mov dev voonievtnkov (11,1%)

e 1 yopnynomn woTpomwv Katd tn voonieio ot ME® olAd kot 1 xoprynon woTpommv Katd tnv aeién tov
aoBevovg (p=0.002 avrtictorya). Ot acbeveig mov édafav vdétpoma 10660 Katd T voonieio tovg ot ME®
aALG Kot eketvol mov NON Adppoavay woOTpomn VIOSTNPIEN KaTd TV APIEN TOVG GTO KEVIPO LOG TPV G
peyorvtepo mocootd Agfooiuevodvn (57,7% ko 61,1% avtictorya) o€ oxéon pe avTovg OV deV THPOV
(7,1% ko 16,7% avtictorya)

e 10 otddo NYHA (p=0,038). Ov acbevelg pe otadio NYHA IV mpav oe peyoddtepo mocootod
AePootpevddvn (40,0%) o oyéon pe avtods pe yapnAiotepo otddio NYHA

e 10 01810 ROSS (p=0,027). Ot ao0eveic pe o1ado ROSS IV wnpav o€ peyardtepo mocootd Aefootevddvn
(64.3%) o€ oyéon pe avtovg pe yapniotepo otadio ROSS

e 10 otddo NYHA-ROSS (cvvohikd) (p=0,002). Ov acbeveig pe otddio NYHA-ROSS IV mipav oe
peyorutepo 10oc00to Aefooievdavn (54.2%) ce oxéon pe avtovg pe xopniotepo otadio NYHA-ROSS
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ININAKAYX 31 IToootwkoi mapdyovres mov oyetilovron pe ™qv Myn AePooipevodvng
(n=19)

AgPoorpevodvn
Op Nm
N Median (IQR) N Median (IQR) p-value

LOS (ICU) (pnépeg) 26 9(4-14) 16 23(8-73) 0,004
LOS (ICU.HOSPITAL) (uépsg) 26 21(17-31) 16 99(69-118) 0,001
LOS (HOSPITAL) (népec) 49 12(6-21) 18 97(54-114) 0,001
LVEDP (mm Hg) 49 14(12-22) 18 20(13-26) 0,176
FS (%) 49 19(14-27) 19 10(9-14) 0,001
Tpomnovivy I (e16660v) (ng/ml) 5 26(3-2823) 2 1(0-1) -

Tpomovivy I (£600v) (ng/ml) 4 0(0-1) 2 0(0-0) -

proBNP (s16660v) (pg/ml) 12 11317(1667-18369) 14 8246(5526-16075) 0,860
proBNP (g£600v) (pg/ml) 8 900(167-5728) 13 3179(1188-4963) 0,161
Aw@opd BNP (e£660v — £166000) 8 SST27[(-25418) — (-724)] 12 -2419(-16541 — 174) 0.571
Inotropic Score (IS) 11 10(5-18) 15 8(5-14) 0,259
Vasoactive Inotropic Score (VIS) 11 15(10-23) 15 13(10-20) 0,474
TolokTtiké 0&6 (mmol/L) 16 1(1-1) 14 1(1-2) 0,498
Awvpnon (ml/kg/hr) 18 2(1-5) 16 3(2-4) 0,986

LOS (ICU) = diapxeia mapopovic atn MEO, LOS (HOSPITAL) = digpkeia mapopovic ato voookoucio, LOS
(ICU.HOSPITAL) = didpkeia mapapoviic ato voookoueio yia. 1ovg acbeveic wov voonlevtnray oty MEO®, LVEDP
= telodiaorodikn wicon opiotepns kotdiag, FS = kAaoua fpayvvons, BNP = vatpiovpnuixo mertiolo towov B, IS
= Jelktng wotpomng vwootnpilng, VIS = deiktng vmwootnpilng ue ayyelodpoctixe, QopuoKo.

Ot TocoTikoi Tapdyovteg Tov Ppédniay va cuoyetilovTol GTUTICTIKOG CNUAVTIKG pe TNV ANy Aefootpevddvng
(mivaxag 31) eivot:

e n ddpkela voonieiog otnv ME® kot oto vocokopeio (p=0,004 ko p=0,001 avtictoyo). Acbeveig mov
mpav Aefootpevdavn glyav peyolotepn didpkelo voonieiog o€ oyéon He avTohs Tov deV TPV

e 70 KAdopa Bpayvvong FS (p=0,001). AcBeveig mov npav Aefocipevddvn gixav pkpotepo FS oe oyéon e
aVTOVG TTOL dEV THPAV
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Axolovbei avdivon Tov acBevadv mov Elafav Aefooylevodvn, apod xouvv egatpebel 3 acbeveig mov Elafav pia
(n=2) N dvo (n=1) d6oeig. Ot acbeveig avtoi elonydnoav otn MEO kot anefiocav KoTd TV TPAOTN TOLG
voomnAeio Aoyo kapdioyevoic koatamAngiog. Kot ot 3 acbeveig giyav didyvoon datatikig pvokapdtonddetog.
2toug 2 €& avtav dev £yve Broyio pookapdiov Ady® PapdTnTog KAVIKNAG EIKOVAS.

ININAKAZX 32 Ieprypoen acOevov mov éhapav Aefooipevodavn (n=16)

N(%)
AgPoorpevoavn
(0)7) 50(75,8%)
Naow 16(24,2%)
Agpooipgvodavn eéption
Oy 1(7,1%)
Naow 13(92,9%)

ININAKAZX 33 Ilocotikég petpiocls acOevav mov Ehafav Aefoopevodvn (n=16)

p-value p-value
pre-post pre-post
N Mean (SD) Median (IQR) fortisi simdax
Aéozig (6Ovolro) 15 17,7(13,9) 12(9-24)
Adon pépTiong (Y/kg) 14 11,1(11,8) 8,125(6-12)
Adon covTipnong
(y/kg/min) 14 0,1(0,1) 0,18(0,1-0,19)
HR 7tpo yopiynoneg 12 113,3(22,0) 120(92,5-130) 0.016 0.181
HR petd v 9épTion 12 119,8(25,6) 122,5(95-137,5)
HR pera tnv 1" &yyvon 12 119,3(15,6) 115(109-130)
XAII wpo yopfynong 12 92,1(11,8) 85(85-100) 0.621 0.422
XAII peta v eépTIon 12 90,8(11,2) 90(82,5-100)
YAII petra v 1" éyyvon 12 94,6(9,9) 95(85-102,5)
AAII tpo yopiynong 12 53,8(9,6) 52,5(47,5-60) 0.671 0.714
AAII petd v eopTion 12 54,8(7,3) 50(50-60)
AATI petd v 1" £yyoon 12 53,8(7,4) 52,5(50-55)
MAII wtpo yopiiynong 12 69,7(11,5) 67,5(60-76) 0.929 0.717
MAII petd v @épTIon 12 70,0(6,7) 69(64-75)
MAII petd v 1" éyyven 12 70,4(7,2) 70(65-75)
FS mpo yopiynong 13 12,3(3,6) 11(10-16) 0.003
FS peta v 1" éyyoon 13 15,7(4,5) 15(13-18)
proBNP mpo yopiiynong 11 8865,3(7103,5) 7285(1971-15319) 0.033
proBNP petd tqv 1" éyyvon 13 2130,8(2905,5) 574(73-3756)

HR = heart rate (kopoiaxy ooyvotnre), ZAIl = ovarolikn aptypiaxy micon, AAIl = diaotorixy aptnpiloxn wicon;
MAII = uéon aptypraxny wicon; FS = shortening fraction (kldoua fpéyvvong)

YTOTIOTIKOG  ONUOVTIKY  dpopd  Ppédnke  petald 1ng Kopdlokng ouvyvotntog mpw TNV Xopnynon
Aefooipevdavng Kot petd v @option (p=0.016). Metd v @OpTIon N KOpSaK cuxvotTnTa NToV VYNAOGTEPT.
Emumdéov, otatiotikdg onpoviiky dapopd PBpébnke peta&d tov kAdopatog Ppdyvveng mpwv v yopnynon
Aeooipevddvng kot petd v ohokAfpwon g 24™ &yyvong (p=0.003), 6nwe eniong kot tov proBNP (p=0.033).
Metd v yopnynon Aefooyuevodvng to KAdopa PBpdyvvong ftav vymiotepo kat to proBNP yauniotepo. Ot
AVOTEP® LETPNGELS APOPOVV TNV TPATN 24w@pn Eyyvon Aefooyevdavng yio Kabe acOevr.
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ININAKAZX 340 [Tapdayovteg mov oyetiCovrar pe v AMyn Aefooipevoavng (n=16)

AgPoorpevodvn
Oon Nm
N(%) N(%) p-value
Hhkio 0,080
<1 7(58,3%) 5(41,7%)
1-5 13(65,0%) 7(35,0%)
5-12 14(82,4%) 3(17,6%)
12-18 16(94,1%) 1(5,9%)
®vho 0,113
Appev 33(82,5%) 7(17,5%)
OMiv 17(65,4%) 9(34,6%)
Avdryvoon 0,567
DCM 36(72,0%) 14(28,0%)
HCM 5(100,0%) 0(0,0%)
AC 1(100,0%) 0(0,0%)
RCM 2(100,0%) 0(0,0%)
Oé&ela pookapditido 6(75,0%) 2(25,0%)
Avopeviig 'Expaon 0,859
Ox 31(73,8%) 11(26,2%)
Nt 13(72,2%) 5(27,8%)
Odvatog 0,914
Ox 35(72,9%) 13(27,1%)
Naow 9(75,0%) 3(25,0%)
MHMopomopnn yro petapdéoycvon 0,030
(0)7) 40(78,4%) 11(21,6%)
Now 4(44,4%) 5(55,6%)
Oetikn} PCR pookapdiov 0,240
Ox 26(70,3%) 11(29,7%)
Nt 24(82,8%) 5(17,2%)
Mmnyaviki vrostipiEn ™S Kukhogopiag 0,818
(0)) 46(75,4%) 15(24,6%)
N 4(80,0%) 1(20,0%)
Tvoon 0,999
(O)7) 33(75,0%) 11(25,0%)
Naow 15(75,0%) 5(25,0%)
Noonieio MEO® 0,038
(O)7) 24(88,9%) 3(11,1%)
N 26(66,7%) 13(33,3%)
Awocoimvoon MEO katd Ty 7patn voonieia 0,530
(0)9) 36(73,5%) 13(26,5%)
N 13(81,3%) 3(18,8%)
Ivéotpona MEO® 0.005
(O)7) 13(92,9%) 1(7,1%)
Naow 11(47,8%) 12(52,2%)
YuvvoonpotnTo 0.587
(0)7) 40(74,1%) 14(25,9%)
Naow 9(81,8%) 2(18,2%)
Awaocoinvopévog 0c0eviig Katd TNV aPién 0.746
Oy 45(75,0%) 15(25,0%)
Nt 2(66,7%) 1(33,3%)
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DCM = diwaraniky pvokapdiondabeio, HCM = vmeptpopixn pvokapdionabeia, ARVC/AC = oappoBuioyovog
nvokopdionabeio, RCM = wepioprotikn pvoxopdiondbeia, PCR = avtidpaon alvowtns moivuepdons

ININAKAZX 34 IMapdyovtec mov oyetiCovror pe tnv Myn Aefooipuevodvig (n=16)

AgPoorpevodvn
Oon Nm
N(%) N(%) p-value
Ivétponma katd TV APiEn 0.001
(0)9) 40(85,1%) 7(14,9%)
Naow 7(43,8%) 9(56,3%)
NYHA (nhkia = 5) 0.090
I-11 10(90.9%) 1(9.1%)
I 10(100%) 0(0.0%)
v 6(66.7%) 3(33.3%)
ROSS (mhkia < 5) 0.068
I-11 5(100%) 0(0.0%)
I 9(69.2%) 4(30.8%)
v 5(41.7%) 7(58.3%)
NYHA-ROSS (cvvoio) 0.014
I-11 17(89,5%) 2(10,5%)
I 19(82,6%) 4(17,4%)
v 11(52,4%) 10(47,6%)

Ot mapdyovteg mov Bpédnkav va cuoyetilovtol GTATICTIKOG ONUAVTIKA He TV ANy Aefootuevddvng (mivaikeg
340 kot 34P) sivar:

e 10 v voonievmkav o ME® (p=0.038). Ot acBeveic mov vooniednkav oe ME® mipav o peyaidtepo
10600to Aefootpevddvn (33.3%) oe oyéon pe avtodc Tov dev voonievtnkay (11,1%)

e 1 yopNyNnon woTpon®v Katd T voonieio oty ME® oAAd kot 1 xopnynon woTpormv Katd v aei&n tov
acBevoic (p=0.005 kot p=0.001 avtictoya). Ot acbeveig mov EAafav voTpoma TOGO KATA T VOGAELD TOVG
ot ME® aAld kot gkeivotl Tov oM Adppavay wotpomn vrootpiEn Katd v A&l TOUG GTO KEVIPO HOG
TpAV Gg PEYOADTEPO TOGOGTO Aefoctpevddvn (52.2% kat 56.3% avtictolyo) o€ oxéon e avTOVG OV deV
mpav (7,1% xar 14.9% avtictoyo)

e 10 otddo NYHA-ROSS (ovvolkd) (p=0,014). Ov acBeveic pe otédio NYHA-ROSS IV mipov oe
peyardtepo Ttococto Aefooievddavn (47.6%) o oxéon pe avtovg pe yopnidtepo otadio NYHA-ROSS

e 1 mapamopunn yio petapocysvon (p=0,034). Ot acBeveig mov mopanénednkay yio HeTapdGYELOT TPV GE
peyardtepo T0c0oto Aefocievddavn (55,6%) og oyéon pe avtovg mov dev mopanépednkav (17,5%)
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ININAKAYX 35 Iloocotwkoi mapdyovres mov oyetifovron pe ™qv Myn AePooipevodvng
(n=16)

AgPoorpevodvn
On Nm

N Median (IQR) N Median (IQR) p-value
LOS (ICU) (pnépeg) 26 9(4-14) 13 10(8-34) 0,034
LOS (ICU.HOSPITAL) (uépsg) 26 21(17-31) 13 97(76-107) 0,001
LOS (HOSPITAL) (népeg) 49 12(6-21) 15 96(54-107) 0,001
LVEDP (mm Hg) 49 14(12-22) 16 20(15-24) 0,172
FS (%) 49 19(14-27) 16 10(9-14) 0,001
Tpomnovivy I (e16660v) (ng/ml) 5 26(3-2823) 2 1(0-1) -
Tpomovivy I (£600v) (ng/ml) 4 0(0-1) 2 0(0-0) -
proBNP (g16680v) (pg/ml) 12 11317(1667-18369) 11 9291(4069-21438) 0,695
proBNP (g£600v) (pg/ml) 8 900(167-5728) 11 2994(822-4963) 0,238
Aw@opa BNP (g£660v — €16600v) -3535[(-17828) — (-

8  -5727[(-25418)—(-724)] 10 151)] 0.897
Inotropic Score (IS) 11 10(5-18) 12 8(5-13) 0,413
Vasoactive Inotropic Score (VIS) 11 15(10-23) 12 13(10-19) 0,740
Toloktiko o0& (mmol/L) 16 1(1-1) 11 1(1-2) 0,865
Awvpnon (ml/kg/hr) 18 2(1-5) 13 3(2-4) 0,767

LOS (ICU) = didpxera mopopovis oty ME®, LOS (HOSPITAL) = didpkeio. mopopovig ato voookoueio, LOS
(ICU.HOSPITAL) = didpkeia mapopoviis oto voookoueio yia. 1ovg acbeveic mov voonlevtnkay oty MEO®, LVEDP
= tedodraororikn micon apiotepns koiliag, FS = klaoua Ppdyvvens, BNP = vazpiovpntixo mentioio tomov B, IS
= Jeiktng 1otpomng vrootipilng, VIS = deiktng vmwootping ue ayyelodpocTike, PapuoKo.

Ot TocoTikoi Tapdyovteg Tov Ppédniay va cuoyetiloviol 6TUTICTIKOG CNUAVTIKG pe TNV ANy Aefootpevddvng
(mivaxag 35) eivat:

e nddpketa voonieiag oty ME® kot oto vocokopeio (p=0,034 kot p=0,001 avtictoya). AcBeveic mov
mpav Aefootpevddvn glyav peyodlotepn didpkelo voonieiog o€ oyéon He avTohS Tov deV TPV

e 710 KAdopa Bpayvvong FS (p=0,001). AcBeveig mov mpav Aefocipevddvn giyav pkpotepo FS oe oyéon e
aVTOOE TOV dEV THPOLV.
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D. Xviqmon

Ao TV mapovoa pHeALTn eaivetal 0Tt 1 xopnynon 24wpng £yyvong AePociuevodvng
o€ TOOLA E KOPOLOKT OVETAPKELD ATOTOKT HLOKAPOITIONG — pookapdtonadeiag Pedtimoe
TOVG LIEPNYOYPOAPIKOVG OEIKTEC TNG CLOTOATIKOTNTOG TNG 0PLoTEPAS KOoWMag (Peitiomon
KAdopatog Bpayvvong, p=0.003), kabng emiong kot Tig Tnég tov NT-pro-BNP (p=0.033), ta
EMIMEDO TOL OMOIOV £YOVV GUOYETIOTEL LLE TNV TOPOVGIN CUUTTOUATOV KOl OVGAEITOVPYING

NG 0PLOTEPNG KOWATOG G€ Tad1d LE KOPILOKT avemdpkelo [62].

1 Xopoxkmyprotikd acOevov — [eprypoen ociypatog

[lepimov t0 71% tov mAnBvopod peArétng (49/69 acbeveic) mapovoiale wAvikd
onuavTKoy PBabuod kopdtaK avemdpkeln kot Tt odyvoon (tagivounon kotd Ross/NYHA
otadiov III-1V), ebpnua mov eivar cuykpicio pe T vedpyovoeg PPAOYPAPIKES avaPOPES
[216]. To 75% tov acbevav gixe didyvoon DCM, 55% &k T@V omoi®V TEPITTOCEOV NTAV
amotokes pvokopditdag. 29/40 (72.5%) aocBevelg pe pvoxopditda eiyav Oetikn PCR
pvokapdiov yia 10vg H/xkor Baxtipra. 23/71 (32,4%) acbBeveic eiyov ivoon oy 16ToAOYIKY

e&étaon detypartog Proyiog pookapdiov (rivaxkeg 17 kau 18).

H oiwdpeon mapakorovOnon tov acbevav ompknoe 24.1 univeg (IQR 8.3-85.9). T
ToVg acbeveic mov elonyOncav ot ME® (n=43) 1 dudpeon mapapoviy rav 10 nuépeg (IQR
5.7-23.5), evéd n didpeon mopapovy 6to vosokopeio (Yo toug voonievbévieg ot ME®)
nrav 31 nuépeg (IQR 19-89). H didueon mopapovi) 6T0 VOGOKOUEIO Yol TO GUVOAO TMV
acBevov (n=69) Mtav 17 nuépeg (IQR 7-43) (mivaxkoag 19). Enueidveror mmg gV Exovv
npoopetpn et voonleieg mpv ) dokopudn oto KEVIPO pag (edv Exet mponynbel voonieio oe
A0 VOGOKOEID TNG EAANVIKNG TEPLPEPELNG) 1 LETA OO TOPUTOUTT KOl LETAPOPE acOevidv
0md TO VOGOKOUEIO HOG TPOG KAMOL0 HETAUOGYEVTIKO KEVIPO. AmO tovg 69 acbevelc pe
paxpoypoévio follow up, ot 25 (36,2%) mapovciacav dvopevn ékfaon (n dvopevig éxPaon
nepleddpfove aBpolotikd Tovg achevelg pe emdeivmon, ekelvovg Tov HETOUOGYELON KOV KOt
ekeivoug mov anefiwoav), eved tehkd 18 (26,1%) anefiocav. Xvvolikd 11 acBeveig (15,9%)
mopomEREONKav mpog petopdoyevon, 5 ek tov omolwv (7,2%) teAkd petapocyedbnkav.
36/69 acbBeveic (52%) eiyav Oetikn| éxPaom, 19 ek twv omoilwv (27.5%) mapovcioacav mAnpn
taon. H xotdotaon 8 acBevov (11,6%) yopakmpiomke wg otdown (wivaxkag 19). Ta

dedopéva antd gival cuykpioua pe avtd g 01ebvoig PipAoypaiag, OTOL AVaPEPETOL TWG
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26-31% w1 40% tov tawdtpikov acbevov pe DCM nebBaivouv 1 petapoosygbovat eviog 1
N 2 e1®v avtiotolywg petd ™ dwdyvoon, evo 20% kot 33% tov acBevav mapovoidlovv
TANPN OVOKOYT TNG DITEPXOYPAPIKNG EIKOVAS TNG OPLoTEPNG Koo petd amd 2 kot 15 €
avtiotoiymg [153,263,264]. Ze vedtepeg pedétes, avapépetal Setng emPioon 64-84%, pe v
Kuptotepn autior Bovatov va ivat 11 TPoodevTIKN Kapdlak avendpkela [40]. Enueidveron M
OmOVCi0. LETOUOCYELTIKOD TPOYPAUUOTOC Yio Toudld oty EAAGSa, kdatt mov dvvntikd Oa

UTTOPOVGE VO £XEL APVNTIKEG GUVETELEG OTNV £KPaoN TV AG0EVOV QVTAOV e OTOTEAEG O TNV

avénon g BvntdéTTas.

2 Avayvapion TopayovTov Kivovuvou

A6 1OV €AeYY0 OV £YIVE Y10 TV OVAYVAOPLON TOPAYOVIOV KIVOOVOU GYETIKA LE TNV
ékPaon tov acBevdv, ol mapdyovteg Tov Ppédnkay vo cuoyeTi{oVTal GTUTIGTIKOS GNUOVTIKG
pe dvopevn ékPaon (wivakeg 23a, 23P kor 24) Ntav n Oetikn PCR pooxapdiov (p=0.030) (ot
acBeveic mov dev glyav Betikr) PCR eiyav oe peyaddtepo mocostd dvcuevn kPaocn); n xpnon
UNYOVIKNG VTooTPENG ™S KukAopopiag (p=0.015) (o1 acBeveig pe punyoavikn vrootpién
elyav oe peyahdtepo mocootd dvouevn €kfaom); n tvoon (p=0.048) (o1 acbeveig pe tvaoon
elyav o€ pPeYoAdTEPO TOGOOTO dvouevy ékPoon); m OwcwAnveon otmv ME® katd
duapkewn TG TpdTNG voonieiog (p=0.001) (o1 acBeveig mov drucoinvodnkav ot ME® katd
™ SLAPKEWD TN TPMTNG TOVG VOonAeiog glyav g PeyaAdtepo m0GooTd duopevn EkPaon); M
LVEDP (p=0,040) (ov acBeveig pe ovopevn ékPaon elyav vyniotepn LVEDP); 1o FS
(p=0.053) (o1 acBeveic pe dvopevn EkPaon elyav oprokd yopnAotepo FS); to proBNP g£6d0v
(p=0,001) (o1 acbeveig pe dvouevn €kPaon elyav vyniotepo proBNP ££660v); 1 dtopopd
BNP g£600v-e16660v (p=0,005) (ov acBeveig pe dvopevn €kPaon eiyov PikpOTEPN TTTMOGN
pro-BNP katd v €£000). Ze 0,1 apopd oty extipnon g enidpaong g LVEDP kot tov
proBNP &£600v ot dvopevn éxPfaocn vmoloyiotnke mog avénon ¢ LVEDP kotd o
povada cuvemdyetal avEnomn g mbavotrTag eLeavions oucuevois kPaons katd 8% (95%
AE: 1,01-1,16), eved avénom tov proBNP e£660v katd 100 povadeg cuverdyetor ovénon g
mBavotnTog epeaviong duopevovg ékPaong katd 10% (95% AE: 1-1,002) (wivakag 25).

Ewwotepa, avalnmmOnkav mapdyovieg Kivodivov mov cuoyetiloviol HE TOPUTOUT
TPOG HeTapdoyevon kol Bavato (mivakeg 26a; 26B; 27). O mapdyovteg mov Ppébnkav vo
ovoyetilovtotl (0ploKd) GTATICTIKOS CTIUOVTIKA LE TNV TOPUTOUTT TPOG UETAUOGYEVCT TV

n yopnynon woétponwv otmv ME® (p=0,055) (ov acbeveig pe wotporma otmv MEG®
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TOPATEUPEONKAY G UEYOADTEPO TOGOGTO Yo HETOROGYEVOT) Kol To proBNP &£600v
(p=0.050) (o1 acBeveig movL TOPATEUPONKOAY Y10 LETAUOTYEVLGT| ELYOV CTUTICTIKMG GNUOVTIKA
peyodvtepo BNP €£6d0v). Ot mapdyovieg mov Ppédnkav vo cuoyetiloviol GTATIoTIK®MG
onuovtikd pe tov Bdvato Nrov n nikio (p=0.051) (o1 acBeveic nlikiag 5-12 etdv oprakd
méhavav oe peyoldTEPO TOGOGTO GE GYEON Ue TOVg aoBevelc LuKpoOTEPNS NAkiog); n tvoon
(p=0.018) (o1 acBeveig pe tvwon otn Proyio pvokapdiov méBavav ce peyalditepPo TOGOGTO);
N dwcowinveoon otv ME® katd ) didpkela e npmtng voonieiog (p=0.001) (o1 acOeveic
pe dwowivoorn omv ME® katd tn didpkew g mpdg voonieiag tovg méBavav oe
HeyoAOTEPO T0G00TO); T0 othdo NYHA (p=0,028) (ov acOeveig pe NYHA IV néBavav oe
HeYoAOTEPO TOG06TO); T0 6Tdo0 NYHA-Ross (cuvolikd) (p=0,024) (o1 acOeveic pe NYHA-
Ross III | IV wéBavav oe peyardvtepo mocootd); to proBNP e£6dov (p=0,003) (ot acBeveig
nov wébavay elyav vynAoteEPo proBNP e£660v); 1 dapopd BNP ££6dov-e16660v (p=0,008)

(o1 acBeveig mov mEBavav eiyov avénon tov proBNP katd v ££000).

Ta amoteAéopata TG HEAETNG LA GYETIKA LE TNV OVOYVAOPLOT) TAPAYOVIOV KIVOOHVOL
(og mpog v €kPaom) eivar cvykpioyo pe to dedopéva mov VEAPYoLV oTn O1Eebvn
Bproypaeia. H niikia 5-10 etdv katd ™ didyvoon £xel cuoyetiotel OeTikd pe tov kivovvo
petapdoyevons Kopdlds 1 Bavatov yia modd pe ddyvoon DCM [153,263,264]. Xt dkn

poG LEAETN vYNAGTEPO Kivouvo Bavdtov Tapovcioce N NAKLOKT opdda 5-12 eTdv.

Extog e nhkiog, to yapunAd kAdopo Ppdyvvons g aplotepng KotMog amotelel
TOPAyovVTo, TOV, EMIONG, £XEL CLGYETIOTEL OETIKA e TOV KIVOLUVO HETAUOGYEVONG KapOlag N
Bavatov yu wodd pe Odyvoon DCM [153,263]. Me dvouev ékPaom €xovv, emion,g
OLGYETIOTEL M SUTOCT TOV KOV, TO HEWOUEVO KAAopo eEmOnong, n coPfapn kapdlakn
OVETAPKELD, 1] VYNAT] TELOSIAGTOAIKY| TEST) TNG APLOTEPNG KOOGS KO To VYNAQ Eimeda TOV
B-vatpiovpntikod memtidiov [150,153,264]. Ztov mwinboopd perétng pog, to KAAoUO
Bpdyvvong g aplotepng koiag Ppébnke mwg oyetiletal oprokd pe dvouevn €kPaoct, evod,
TOPOAANAL, OVAYVOPIGTNKE 1| CLGYETION TNG TEAOOIOGTOAIKNG TEONG TNG OPLOTEPNG KOIATG
Katd Tov kafetnplacpd aArd kot tov proBNP (bwaitepa n petafoin avtod kotd tnv mopeio
™G vOGoU Kol Oyl 1 TIUA TOV KATA TN Odyveoon) pe v €kPaon, o¢ emmAE0V TAPAUETPOL
a&oAOYN oG NG KOPOIOKNG AELTOVPYIOG Kot EI0IKOTEPO TNG AELTOVPYIKOTNTAG TNG OPLOTEPNG
kotMag. H copmtopatikn ta&ivopnon tov Baduov kapdiakng averdpketog katd NYHA-Ross
Katd tn ddyvoon Ppédnke, enion,g vo mopovctdlel GNUAVTIKY GUOYETION LE TOV Kivouvo

Oovdrtov.
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[MapdAinio eavnke T amd Toug acbeveic g peAéng pag yepdtepn mpdyvmon
&yovv avtol pe oapvntikn PCR om Proyic pvokapdiov kot mapovcio iveoong Xt
Biproypapio avapépetar twg modd pe eoawvotvmo DCM g amotéAespa HuoKapdiTidog
£Youv KoAOTEPT TPOYVMOOT GE GYEO0T LE TodLd oL £YouvV dldyvmon wonabovg DCM, pe ta
oedopéva. dpme yuo oevépyelo PCR og detypo pookapdiov va eivor moAd mepropiopéva
[153,265]. And dedopéva og TANOBLOUO eVATKOV e KAVIKTY LToyior LuoKapOiTIONG TAVTMG
&xel eavel TG M oviyvevon KOV YEVETIKOD LAIKOL 6e VAKO Ployiog pvokapdiov dev
oyetiCeton pe v mpoyvoon [171]. InUeidVeTol TOG 0TO KEVIPO HOG OEV YIVETOL EKTIUNON
TOV €VEPYOD TOALUTANGLAGHOV T®V 1V (T.). Tov mapPoiod B19), yeyovdg mov dev pag divet
™ OLVOTOTNTO VO OVIYVEDCGOVUE TEPMTOGELS ‘innocent bystanders’ (meputtddoelg OmAadn
6mov 0 100G Aabpofiel oTo pVokapdlo amd maiod Aoipwén ko aviyvevetal otnv PCR yopig
Oumg vo. amotedel to aitio TG vooov). Me Bdon avtd to dedopéva eivar SUOKOAO va

epunvevdel pe axpifela 1 GTATICTIKN VTN GLOYETION TOV TOPOTPHONKE.

Téhog, onuewdveron g oo acbeveig pe DCM, vrepnyoypagikn Peitioon tov
TOPOUETPOV AEITOVPYIKOTNTOG TNG OPLoTEPNG KOG £xel avapepbel cuyvoTEpa GE OO e
1GTOAOYIKA EMPEPoOUEVN AEUPOKVTTOPIKT LLOKOPIITION GLYKPITIKA pe acbeveic ol omoiot
TapPoLGIALovy Un €0IKA 16TOAOYIKG gvpnpata oty Proyio pvokapdiov [263]. O pkpog
aplOuog acbevov pe Aepeokvttopikn omonon otov mAnbvuoud perétng pog (n=3) oev

emapKel yuo vo eleyyBel oTaTIoTIKA Ho TETO1N OOV GLGYETION.

3. Exrtipnon ¢ enidpaong s yopnynons refooipuevodvng

Yvvolka 19 acBevelg amd tov mAnbvopd peréng Ehapov AePooipevodvn (mivakeg
28-31). Ta kpinpla yoprynong AePootuevodvne TeptypapovIotl avaAVTIKG GTNV TAPAYPUPO
B2.3. Tpeig ek tov acbevav avtdv édafav pia (n=2) 1 dvo (n=1) do6celg Tov Pappdaxov. Ot
acBeveig avtol swonydnoav amevbeiog oty MEO® kot anefimcav katd ) Sdpkeln g
TPMOTNG TOLS voonieiog AOYm kapdloyevoug katomAn&iog. Mdiota otovg 2 €€’ avtdv dgv
mpaypatorombnke kobetnplacpdc kot froyio pookapdiov (ot povadikoi acbevelg otov
mnBoopd perétng mov dev €ywve Poyia) AOY® ™G PapdnTog NG KOTAGTOONS, OTOTE KOl
Bewpnnike 0Tl 0 kivduvog amd n devépyeln ¢ emepPotikng avtg mpdéng Ba MTav
HEYOADTEPOC amd TO TPOCIOKMUEVO (TBavO) O6gerog. Ztnv cuvéyewn ™ ocvintmong Oa
avaeepBode OTO OMOTEAEGUOTO TTOL TPOEKLYOAV OO TNV OVAALGY] OESOUEVOV T®V

vnoroimwv 16 acBevav (mwivakeg 32-35) mpokeévov va eEoieiyoope v mhavotTa
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EI0AYOYNS CQAANOTOC (TiBovy yopnynon onioon tov @opuckov e 0obevels ue aofapn
oipoovvopukn aotabeia, omote ovvytika vanpye aviévoeidn). Tlapd tavta, £xel yiver n idw
avdAvon 6edoUéVeV Kol Yoo TO GUVOAO TV 0cbevodv mov lafav Aefooiuevodvn (n=19)
(mivaxeg 28-31); ta dedopéva avTd amAdg TapoTifevtal Ympic Vo aE0A0YOVLVTOL TEPULTEP® 1)

Vo TPOGTOOOVY VO, EPUNVELTOVV.

Ao tov mivaka 32 gaiveton 6t eOpTIon yopnyndnke oe 13 and tovg 16 acbeveis,
eved 1 aoBeveic oev Edafe pdpTiom (0ev vITdpyoLY dedouéva Yia Tovg GAAOVG 2). Xe OTL apopd
Vv agloAdynon g emidpacng Tov QOPUAKOV, CTATIGTIKMG CNUAVTIKY dtopopd Ppédnke
peTall TG KopOKng GuyvOTNTOS TPV THV XOPNYNON TOL KOl LETA TN YOPNYNOT QOPTIoNG
(p=0.016) (peTd TNV @OPTION 1M KOPOWOKY CGLYVOTNTA MTOV LYNAOTEPN); METAED TOL
KAaopatoc Ppdyvvonc Tpv v yopfiynon Tov Kot petd v odokAfipwon g 24" éyyvong
(p=0.003) (petd Vv yopnynon AePooyevodvng to KAdoua Bpdyvvong Ntov vynmidtepo)
KaOdC, emion,¢ Kot HETAED TV eMmEd®V ToL proBNP mpv v yoprynon Aefociuevddvng Kot
netd v olokAfipwon g 24" éyyvong (p=0.033) (uetd v yopriynon Aefoocipevddvne to
proBNP nrav younidtepo). Ot avotépm HETPNOELS a@opohv TNV Tp®dTN 240p1n E£yyvon

AePooiuevddvng yia ke acBevn.

Ta evprjuata amd v avaivon pog ivol cuykpicluo Le To dEGOUEVA TOV VILAPYOLY
ot oebvn Biproypapio. Meréteg mov €xovv yivel oe modloTpikovg acbeveic £xovv dei&et
Ot M yopnynon Aefootpevédvng Pertidvel TOGO T AEITOVPYIKOTNTO TG OPLOTEPNC KOIATLNG,
eved, mopdAAnia, oyetileton pe ehdttoon tov emmédwv proBNP. Enueidveron mog ot
OYETIKEG PE TNV EMOPOOT TOL QUPUAKOV UEAETEG GE TOUOATPIKOVG AGOEVEIC apopovV,
Kuplog, Koapdloyelpovpykovg acbeveic. Ta dedopévo yoo v ypNoT TG G€ TOOE UE
KOPOLOKY] OVETAPKELD ATOTOKT HLOKOPIITIONG 1 pookapdiondOelag elvar eEonpetikd mTwyd
KOl 0PpOPOVV TEPLYPOUPES TEPICTOTIKMOV 1 TOAD kpég oepéc [240-243]. H avénon g
KOpOlKNG ocvyxvottog Hetd ™ yopnynon Aefooiuevdavng éxer mapoatnpnbel oe peléteg
EVNAIK®V e KOPOLOKT OVETAPKELD, LE TNV EMOPACN VTN Vo glvarl 6060eEapTMOUEVT KOl VL

unv petptéletot amd ™ cuyyopnynon P-amoxielctaov [224,233].

2TOTIOTIKA ONUOVTIKEG HETAPOAEG GTNV 0PTNPLOKT TTiESN TV AcOEVAOV TPV Kot UETE
TN YOPNYNON TOL PAPUAKOL deV TTapatnPRONKav (TOcO PETH TN POPTION OGO Kol UETA TNV
ohokAfpmon g 24" &yyvonc). Hapd tavta, dev avalntidnkav dedouéva Tov va apopoHv
N YOPNYNOT TO®V VITOAOITOV QUPUAK®V Ta 0TToio SuVNTIKA B propohoay Vo, ETNPEACOVY TIG

TIWES aptnplakng mieong (my. P-amoxielotéc v avactoAeic MEA). Ta mopddsrypo, Oo
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UTOPOVGOV KATOLEC OOCELS €K TMV QUPUAK®OV TOL OLVNTIKA TPOKAAOVV VROTAOT Kot
YOPNYOUVTIOL €K TOL OTOHOTOG Vo €xovv moapoinedel kotd TN Sdpkelo yopnynonsg g
Aefooiuevddvng v v amo@uyn abpoloTikng dpdong kot mpdkAnong vmotaong. Qg ek
TOUTOV, Ogv pmopovv vo. e€aybovv axpiPn cvumepdopata. H €yyvon Aefooiuevddvng,
®wotoco, (daueon T 12 d6celg / acbevn; IQR 9-24; mivakag 33) dev O10KOTNKE OE
Kavévay achevi), omoTE e AGPAAELD UTOPOVLLE VO TTOVUE OTL KAIVIKA OTUAVTIKY] VTOTACT| OEV
napatnpOnke otov TANOLGUO pHOg, KATL TOV GLVAOSEL HE TO OEOOUEVO OO TOUOLOTPIKEG
LEAETEG OYETIKA LE TNV ACQAAELD YOPNYNONG TOL Qapudikov [241-243]. Tpomomomoelg otn
d001 YopNyNoNG Katd tn oldpkela g 24mpng £yyvong 1 GALL VTOGTNPIKTIKAE LETPA Y10 TV
OLLOOVVAIIKT LTOCTNPIEN TOL acBevole (He o ovvnbec T YopnyNon KPLGTAAAOEOMOV)
umopel, ®6TOG0, Vo NTOV ovoyKoio Katd T SdpKew TG £YYLoNG, TPOKEUEVOL VT Vo

oAOKANpOOEL.

H AePooyievddvn, yopmyeiton oe acbBeveic otovg omoiovg dev  emttvyydveton
otafepomoinon He TNV HEYIOTN OVEKTN ay®YN KOTE TNG KopSloKNG OVETAPKELNS. LVVETMG,
elval avapevopevo ot acbeveig avtol va eival mo emPapvpévol GUYKPITIKA PE EKEIVOVE GTOVG
omoiovg TeMkd 10 pdppako dev yopnyeitat. ['a va eleyyBel 1 vdOeon avtm Eywve avaivon
OEQOUEVMV TPOKEIUEVOL VO OVOYVOPLETOUV TBovol Topdyovteg Tov dlapoponolovV Tig 2
avtég opddeg acbevav (mivakes 34a, 34p, 35). Ov mopdyovteg mov Ppédnkav va
oLoYETILOVTOL OTATIOTIKOG CNUAVTIKE He TNV AyT AEBOCIUEVOAVNG MTOV 1| VOOMAELD OTN
ME® (p=0.038) (ot acbeveig mov voonievtnkav oce ME® mipav o peyaAhtepo mocootod
AePooiuevddvn o oxéon e 0LTOVS TOL OEV VOGIAELTNKOV); 1] XOPNYNOT| VOTPOT®V KT TN
voonAeia ot ME® aAld kot 1 yoprynon wotpommy Katd v apién tov acbevovg (p=0.005
ka1 p=0.001 avrictorya) (o1 acbeveic mov Ehafav woTpoma TOCcO KT TN VOO AL TOVG 6T
ME® oArd ko gkeivol mov oM Adupovay voétponn vroot)pién Katd tv ey Toug 610
KEVIPO HOG TNPOV GE UEYUADTEPO TOCOGTO AEPOCIUEVIAVN GE GYECT LE OVTOVG TTOV OEV
mpav); 10 otddto NYHA-ROSS (cuvorikd) (p=0,014) (o1 acBeveig pe otdoro NYHA-ROSS
IV mpav o€ peyadlvtepo mocootod AeLOCIUEVOGVN GE GXECT LLE OVTOVG UE YOUNAOTEPO GTASIO
NYHA-ROSS); n mapomounn ywo petapooysvon (p=0,034) (o1 acbeveig mov mapomépednkoy
Yl LETOUOGYEVCT NPV GE PEYAADTEPO TOCOGTO AEPOCIUEVOdvn o€ Gyéomn e avToHS TOL
dev mapamépednkay); n ddpkela voonieiog oty ME® kot oto vosokopeio (p=0,034 ko
p=0,001 avtictorya) (acbeveic mov mpav AePooyuevodvn eiyav peyoAdtepn Oldpkeln
voonAeiag oe oyéon HE awTOVG TOv dgv mNpav); to KAdouo PBpdyvvong FS (p=0,001)

(acBeveic mov mpav Aefooipuevddvn elyav pkpodtepo FS oe oyéon pe avtodg mov dev
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mmpav). Amd ta dedopéva avTd cvumepaivovpe Tmg ol acbeveig mov Ehafav Aefootpuevodvn
ntav o€ PapvtePn KATACTAOT G€ GUYKPIOT UE ekelvoug ov doev ElaPav, kATl TOo 0moio dmmg
e€nynodnke etvarl Aoyikd Kot avopEVOUEVO. ZNUEIOVETOL, EMTPOCHETO, TMG KATO0l OO TOVG
AVOTEPW TOPAYOVTIEG TOL SLOPOPOTOOVV TIS 2 OUddEeS, OT®G To KAAGHA Bpdyvveong kot M
KAMVIKN Tavopmon g KopolaKg OVETAPKELNS, £XOVV CLCYETIOTEL Le OLGHEVN EKPacn oAAd

Kol avEnuévn BvntdétnTa otov mAnBvoud pehétng pog (ivaxkes 24 ko 26p).

2 MEAETN pHOg OEV TOPOTNPNONKE OTUTIOTIKA GNUOVTIKY] GLOYETION HeTAd TNg
yopnynong Aefooipevddvng kot ducpevovs Ekfaong 1 Bavatov Tov acbevov. Ot acbeveig
mov TAPaV  AEPOCIUEVIAVI] ®CTOGO TAPOTEUPEONKOV GE HEYOAVTEPO TOGOGTO Yyl
HETOUOOYKEVLON. Me 0£00UEVO TG VILAPYEL O1APOPE GTA XAUPUKTNPIOTIKA TV 2 opdd®mVv (ONA.
ot acBeveig mov mpav Aefoctipevodvn Nrav mo Poapid APp®CTOL Kol YOV TEPIGCOTEPOVS
Tapdyovteg Kivdhvou yio Suopevn| €kBacn 1 Bdvato and exeivoug mov dev Tpav), Bempodpe
TG T0 0pnua avtd avtikatontpilelt avty akppog ™ OSapopd. Tapdriinia, n amovcio
OLOYETIONG METOED YOPNYNONG TOV QOPUAKOV Kol dVoUEVOVS €kPaong 1 Bavatov pmopet,
eMioNng, vo. OPeileTal OTO OPOPETIKA YAPAKTNPLOTIKA TV opddwv. To yeyovdg OTL o1
aclevelg pe mePLOcOTEPOLS TOPAYOVTEG KIVOUVOL Yio ducpevh €kPacn kot avénuévn
OvntomTa €lyov TEMKO GTOTIGTIKG U1 ONUOVTIKY dapopd otV €kPacn tovg (mépa OTt
TOPATEUPEONKAY G€ HEYOADTEPO TOGOGTO YO LETAUOGYEVOT)) GLYKPITIKA HE TNV ouddo
acOevdv  YOUNAOTEPOL KVOHVOL, HOG KOAVEL Vo TOTEVOLHE OTL 1 €mOVOAQUPOVOUEVN
XOPNYNON TOL POPUAKOL dVVNTIKA B0 LITopovsE Vo £XEL EVVOTKEG EMMTMOGELS Y10 TNV TEALKN
ékfaon tov acBevov avtdv. Amd TG modTpikES peAETEC o€ aobBeveic pe kopdlokn
OVETAPKEIDL QoiveTal OTL 1 EMAVAAQUPOAVOUEVY] YOPNYNON TOL QUPUAKOVL UTOPEl va
KaBvotepnoel TV Evapén YOPNYNONG UNYOVIKNG LITOCTHPIENS TNG KLKAOPOPIOG; VO 00N YNOEL
(xpovimg) oe eldttoon tov emmédwv proBNP [220,240]; va Pertidoer (ypovimg)
AertovpykdTTO TG OPLOTEPNG KOLMOG, 101mG o€ asbevelc 6TOVG 0moiovg dev £xovv eméADet
U oOvooTPEYIILEG HLOKOPOIOKES OAAOIDGELS [242] Kot VO 0ONYNOEL GE EAATTOON NG
wOTpomNG VTooTNPIENG [243], EVPNUATA TOL GLVAOOVV LLE TNV EPUNVEIN TOV OMOTEAECUATOV
HOG. EMUEWOVETOL 1 Oomovcion PEAETOV amd v Piprloypagios mov va cvoyetilovv v
pokpoypovie  €kPacn  modwITpKOV  aclevdv  pe  kopdlokn  ovemdpkew  (0mdTOKT

HLOKOPJITIONG 1 LOKAPIOTAOELOg) Le T xopynon Aefootuevodvng.
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E. Ilepropiopoi

H pelétn pog éxer opiouévoug onuaviikovg mepropicpove. I[lpmtov, mpokeitol yo
OVOOPOLUKT] LOVOKEVTIPIKY UEAETN TANOvoUoV, omdte Ypeldloviol TEPUITEP® TPOOTMTIKES
Toyoomomuéveg peréteg yuo emPefaionon tov evpnudtov pag. Agdtepov, o apBpodg twv
acBevav yevikd aAAd kot eW0KOTEPO aVTOV OV EAdfav AePociuevodvn eival pikpdc, omoTe
YPEBLOVTOL TOAVKEVIPIKEG MEAETEC UE PEYOADTEPO aplOud acOevdv TpokeEvoy va Byovv
acpoaAréotepa cvumepdcpato. Tpitov, 1 peAémn €&’ apyng dev elxe oyxedlaoTel KOTA TETOOV
TPOTO MOTE Ol 2 OUAOES AoBEVOV Vo EYOVV TTAPOUOLD XAPAKTNPLOTIKA. AdY® TOv HIKPOD
apBpov acbevav dev NTov €Pktod va yivel matching analysis oto TAaiclo TG GTOTIGTIKNG
avéivonc. Tétaptov, ot0 KEVIPO HOG Oev EAEYXETOL 1 TOPOLCiD. EVEPYODL  1IKOV
TOAMATANGIACUOD GTO 1GTOAOYIKE delyota LVoKapdiov, OmOTE GTO TEPIGTOTIKA He OeTIKN
PCR pvoxoapdiov dev pumopodpe vo aviyvevcovpe tovg ‘innocent bystanders’ (AovBdvovca
Aoipwén). 'Etot duvntikd €10dyovpe GUGTNUOTIKO COAARO GE OTL AQOPd TN SlyVOGCTIKN
katnyoplomoinon. Iléumtov, 610 KEVIPO HOGC OEV TPAYUATOTOLEITOL EAEYYOG LE WOYVNTIKN
TOHOYPOQPiOL KOPOWIC, KATL TOv B HITOpovcE VO TPOCEPEPEL TEPOUITEP®  OLOYVMOOTIKEG
nAnpoeopiec. 'Extov, dev €yel yivel cuotnuatikn katoypaer Tov mbavav avembountov
EVEPYELDV TOV QOPUAKOV €KTOC TOV OLUOSVVOLIK®OV TApapéTpev. QoTt060, To LIOAOUT

dedopéva Exouv cLALEYOEL Le CLOTNUATIKO TPOTO.

F. Xvprepacparta

[Mopd TOVG AVOTEP® TEPLOPIGUOVG OO TNV TOPOLGO UEAETN TPOKLATEL TS 1)
yoprynon emovorapPoavopevov d0cewv Aefociiuevodvng o€ TaldlTplkovg acbeveig e
KOPOLOKN OVETAPKELD ATOTOKT] LLOKAPIITIONG 1) LLOKAPIOTADELNG EIVOL KAADS OVEKTH Y®PIg
ONUOVTIKES OLULOOLVOUIKES OVETIOOUNTEG EVEPYELEG, EVD TPOCPEPEL CNUOVTIKE OQEAN LE
Bedtiwon g AETOVPYIKOTNTOG TS aploTeEPNS KolAiag (abénon Tov KAAopHaTog Bpdyvvong)
Kot eEAdTToon tov enmédov proBNP. Ta svpnipata g perétng pog ivol cuykpioyio pe to

dedopéva amo ™ debvn PiMoypapia.
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Iepiinyn

Ewaymyn: H cuyvotepn aitio Kapolokng avemapKeLNS GE TALOL LE OVATOUIKE QUGIOAOYIKN
Kapold etvon  pookopotonadeta. To dedopéva yia TNV ATOTEAECUATIKOTNTO TNG

AePooyevddvng otov TANBuGUS avTtd eivar TOAD TTOYA.

Ykomoi kon vroB<ceis: O okomol ™G TapoHoog HEAETNG ival 1 TAPOLGINGT) TOV
EMONUOAOYIKDV YOPUKTNPIOTIKOV TOUOOTPIKAOV 0cHEVAOV L KaPOLOKT) OVETAPKELD ATOTOKN
HLOKAPOIOTADELOG / LLOKOPIITIONG, 1 OVOyVDPLIoT TOOVAOV TAPAYOVIOV KIVODVOL Kol 1|
extiunomn g mOavNG OMOTEAECUATIKOTNTAG YOPNYNONG AEPOGIUEVOAVIG GTOV LEAETOUEVO

mAnBucpd.

YKo kot pé0060g: Avadpoutkr| LEAETN AVAGKOTNONG TOV WOTPIKOV OPYEI®V TOOUTPIK®OV
acOevaV e KapSLOKT OVETAPKELD KOt S1AYV®GOT LLOKOPIOTAOELOG — LVOKOpIITIdNG, TOV

voonievtnkav oto Qvdaocelo Kapdioyeipovpyikd Kévrpo to didotnua 2004-2017.

Amoteléopata: Zuvolikd peietinioy 75 acBeveic. H didpeon didpkeia mopakorovdnong
tov acbevav frav 24.1 uiveg (IQR 8,3-85,9). Avayvopiotnkay mollamlol mapdyovieg
Kvdvvov Yo duopevi EkPaom (aBpoloTiKd ETOEIVOOT, TAPUTOUTN TPOG LETAUOCYEVOT,
Bavatog), aAld kot Eexympiotd Bdvato. Avaivdnkav dedopéva and 16 acbeveic mov EAafoav
AePootpevddvn [ohvoro 265 eyydoelg e ddpueon Tyun 12 eyyovoeic/acbevn (IQR 9-24)]. H
xopnynon Aefootuevddvng oy KOAMS aveKTY] Kol GVoYETIoTNKE LE PeATimon Tov
KAdopotog Bpayvvong (p=0.003), kabmg enione kot eEAdttmon Tov Tywmv NT-pro-BNP
(p=0.033).

YOpTEPAGNOTA: TNV TOPOVCO, LEAETN 1) XOPTYNON ETAVUAAUPAVOUEV®DV dOCEWDV
AePooievddvng o€ modLd Le KOPILOKY| OVETAPKELD OTOTOKT LLOKOPIITIONG 1)
LLOKOPIOTADELNG NTAV AGPOANG Kol GYETIOTNKE UE PEATIOON TNG AEITOLPYIKOTNTOG TNG

aplotepg Kothag Kot eAdttwon tov Tindv NT-proBNP.
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Abstract

Introduction: The commonest cause of heart failure in children with anatomically intact
heart is cardiomyopathy. Data regarding effectiveness of levosimendan in this group of pa-

tients is limited.

Purpose: The aims of this study were to present the epidemiologic data of paediatric patients
with heart failure secondary to cardiomyopathy, to identify potential risk factors predictive of
outcome and to retrospectively evaluate the possible effect of levosimendan administration in

this particular group of patients.

Materials and methods: Retrospective cohort study of paediatric patients with heart failure
secondary to cardiomyopathy — myocarditis, who were hospitalised in Onassis Cardiac Sur-
gery Centre, Athens, Greece, during 2004-2017.

Results: Seventy five patients were included in the study. Median follow up was 24.1 months
(IQR 8,3-85,9). Multiple risk factors were identified for adverse outcome (composite end-
point of deterioration, transplantation listing and death) and death. Sixteen patients who re-
ceived in total 265 levosimendan infusions [median 12 infusions/patient (IQR 9-24)] were
analyzed. Levosimendan infusions were safe and associated with significant improvement of

LV shortening fraction (p=0.003) and significant reduction of NT-proBNP values (p=0.033).

Conclusions: In our study, repeated levosimendan infusions in children with heart failure due
to cardiomyopathy — myocarditis were safe and associated with significant improvement of

LV function and significant reduction of NT-proBNP values.
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ITAPAPTHMA

YUvTopoYpOQisg

AC Arrythmogenic Cardiomyopathy, AppvOuioyévog Mvokapdiomdfeia

ALCAPA Anomalous Left Coronary Artery (from the) Pulmonary Artery, Avopoin
"Exouon g Apiotepng Ztepaviaiog Aptnpiag and v [vevpovikny Aptnpia

AMP Adenosine Monophosphate, Movopwo@opiki Adevooivn

ARVD/C Arrythmogenic  Right  Ventricular  Dysplasia /  Cardiomyopathy,
AppvOuioydvoc Avemracio g Ae€iag Kothag

AHA American Heart Association, Auepikavikn Kapdioloykn Evoon

AMP Adenosine Monophosphate, Movopwo@opiki Adevooivn

ATP Adenosine Triphosphate, Tpipwo@opikr Adevooivn

BiVAD Biventricular Assist Device, Apguwothokr Xvokevn YmootpiEng

BNP B-type Natriuretic Peptide, Natpiovpnriko [entido tomov B

BrS Brugada Syndrome, Xovdpopo Brugada

\Y/\V} Cytomegalovirus, Kvttopopeyoroioc

CPVT Catecholaminergic Polymorphic Ventricular Tachycardia, Kateyolopivepyikn
TOAOLOPPT KOWALOKT Taryvkapdia

DCM Dilated Cardiomyopathy, Awotatiky Mvokapdiordadeio

DCMI Inflammatory  Dilated  Cardiomyopathy,  ®Aeypovdong  Atatatiky
Mvokapdrordadeia

EBV Ebstein Barr Virus, 16 Ebstein Barr

ECMO Extracorporeal Membrane  Oxygenation, Efwcopatiky MeuPpdvn

O&vyovamong
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EMA
ESC
FDA
HCM
HHV

HOCM

HSV

ICD

IL-1p
IL-6

ISFC

LQTS
LV

LVEDD

LVEF

LVESD

LVNC

MRI

NYHA

European Medicines Agency

European Society of Cardiology, Evponaixn Etapia Kapdioroyiog
Food And Drug Administration

Hypertrophic Cardiomyopathy, Yreptpopikny Mvokapdiomddeia
Human Herpes Virus, AvOponeiog Epmntoiog

Hypertrophic Obstructed Cardiomyopathy, Ymneptpopikry Amo@paktikn

MvoxkapdtondOeio
Herpes Simplex Virus, 16¢ Tov Amlo0 ‘Epmnta

Implantable  Cardioverter  Defibrillator, Epgutedoipog Bnpoatodotng
ATviIdmg

Interleukin 1B, Ivtepievkivn 1
Interleukin 6, IvtepAevkivn 6

International Society and Federation of Cardiology, Aebvic Etaipia kot

Opoonovodia Kapodioroyiag
Long QT Syndrome, Zvvépopo Makpov QT
Left Ventricle, Apiotepn Kokia

Left Ventricular End Diastolic Diameter, TelodaotolMkn ALGUETPOC

Aprotepnc Kothiag
Left Ventricular Ejection Fraction, KAdopo EE®Onong Apiotepric Kotkiag

Left Ventricular End Systolic Diameter, Tehocvotolikn Atdpetpog Aplotepdig
Kowiag

Left Ventricular Non Compaction, Mn Zvumayéc Mvokapdio g Aptotepnic
Kowiag

Magnetic Resonance Imaging, Mayvntikn Topoypagio
New York Heart Association, Kapdioroyikn 'Evwon Néag Y opkng
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PCR
QTc
SQTS
RCM
RV
SCD
ScvO2
SVT
TNF-a
TNM
VAD
VF
VT
VTI
WHF
WHO
WPH
HKT
MEA

ME®

I1.0.Y.

QKK

Polymerase Chain Reaction, Avtidpaon Alvcmtig IToAvuepdong
Corrected QT, Atopbouévo QT

Short QT Syndrome, Zvvdpopo Bpoyéog QT

Restrictive Cardiomyopathy, ITepropiotikiy Mvokapdionddeia

Right Ventricle, Ae&id Koia

Sudden Cardiac Death, Awpvidioc Kapdiokog Odvotog

Central Venous Oxygen Saturation, Kopeopog Kevrpikov drepucod Aipotog
Supraventricular Tachycardia, Ynepkotioknm Tayvkapdio

Tumor Necrosis Factor a, [oapdyovtac Nékpwong Oykov a

Tumour, lymph Nodes, Metastasis (cOotnua katdtaéng kakoneimv)
Ventricular Assist Device, vokev] Yrootpiéng Kothiog
Ventricular Fibrillation, Kotiaxn Mapuopoyn

Ventricular Tachycardia, Kotuakr Tayvkopdia

Velocity Time Integral, OAokAnpopo Toydtrag Xpdvov

World Heart Federation, IMaykdéouia Kapdioroyikn Opocmovdio
World Health Organisation, TTaykoopiog Opyovioudc Yyeiog

Wolff — Parkinson — White syndrome, Zovépopo Wolff — Parkinson — White
Hlektpokapdioypdenua

Metatpentico ‘Evivpo Ayyglotevoivig

Movada Evtatikng Oepamneiog

[Tayxooog Opyaviopog Yyeiog

Qvéoeio Kapooyepovpywkd Kévepo
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IMINAKAX 1 Kotnyopieg pookapdrorafeidv ko yopoktnpietike avtav (WHO/ISFC

1980)

KATHI'OPIA

XAPAKTHPIXTIKA

Awtatikn

pookapdtonddeia

dudToom aplotepnc /Kot de&lig Kotkiog

1N didtaon cvyvd yivetar coPapn kot otabepd cuoyetileTal pe vreptpoPia
GLGTOMKT SVGAELTOVPYiQ

Umopel vor eMEADEL GLUEOPTIKT KAPSLOKT] OVETAPKELQL

01 S10TOPYEG TOV KOATIKOV 1) TOV KOIAMAKOL puBpov sivat Guyveg

0 Bdvatog pmopet va enélbel o omol0MmToTE GTASIO

Ymeptpoikn

pvokapdtonddeia

dvcavaloyn veptpodia TG apLoTEPS KOMAS (TeptoTactakd kat s 6eEdc)
omoio TVTIKA TEPIAAUPAVEL TO PHEGOKOIAAKS dLappayla 6 pHeyaAvTeEPO Pabud
am’ 0TL 10 glevBePO TOiYONL

TEPLGTACLOKE TOPATNPEITOL GLYKEVTIPIKY LILEPTPOPIiaL

TUTIKG 0 OYKOG TNG APLoTEPNG KOIAING Eival PUGIOAOYIKOG 1| EAATTOUEVOG

GLYVA TapaTNPOvVTUL KMOELS TECEMV KATA TN GLGTOAKN GAoT

N KAnpovopkdtTa cuvibwg yapoktnpiletol and v TapoLGit CVTOCOUIKOD
EMKPATOVG YOVIdiov L atehn] dlElcduTIKOTNTA

0l GNUOVTIKOTEPES LOPPOLOYIKES SloTapayéS GLVIBMG TOPATNPOVVTOL OTNV

TEPLOYN TOV LEGOKOIAAKOD SLAPPAYLLOTOG

[Teproprotikn

pvokapdtonddeia

neptAapfavel Ty evéopvokapdlak ivoon kol v pouokapdionddsia tov Loffler
1 evdopvokapdiokn tvoon agopd tn pia 1 kot Tig 2 Kotkieg Kot eumodilet tnv
TANP®GCT TOVG

1 TpocPoin TV KoAnokolak®mv BaiBidwv etvor cuyvn

0 Y®Pog €650V TV KoMV dev TPocPdAleTal

N eEAAEYN TOV KOLOTHTOV EIVOL YOPAKTNPIOTIKO TV TPOYDOPNUEVOV

MEPMTOCEDV
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IMINAKAX 2 Kotnyopieg pookapdrorafsidv ko yopoktnpietike avtav (WHO/ISFC

1995)

KATHI'OPIA

XAPAKTHPIXTIKA

DCM

S1dTOoT Kot S10TapoiT] GUGTAATIKOTITOG

pmopel va givor 1310modng, oKoyEVIG / YEVETIKY, 10YEVIAS, GVOoT], AAKOOAIKY, TOEIKN
va oyetifetor pe kopdiayyslokny véco oty omoio. o Pabpdg g HLoKoPSaKNG
dvohertovpylag dev enyeltan amd v €ktaom TG woyoyukng PAGPng M Tig
mafohoyiucég cLVONKEG POPTIONG TOL pvokapdiov

1N 16TOAOYIKT EIKOVAL €fvor pn €101KN

oLVNOME EKONAMVETAL L TPOOJEVTIKT KOPILOKY| AVETAPKELLL

ocuvnOng eivar M epedvion oppvbdv, BpopfogpPorikic vocov Kol EVIdiov
Bavdtov, to omoio PTOpPEl VO TAPOVGLOGTOVY GE OTOLOINTOTE GTAGIO KATH TNV TopEia

™G vOGoL

HCM

vrepTpoia TG aptoTepNG /Kot g de&1dg Kothiag 1 omoio, cuvBWG gival AGVUUETPT
Kot TEPIAAUPAVEL TO LEGOKOIALOKO S1dPporyLLol

TUTKG 0 OYKOG TNG APLoTEPNG KOG lval PLOIOAOYIKOG 1 LEWOHEVOG

GLYVT €lval N TaPOoVGi GLGTOMKMOV KAMGEWV TieoNg

O1KOYEVIG VOGOG [LE OVTOCMOLKT EMKPATY] KA POVOUIKOTNTA KLpimg

HeTOAMGEEG oTo yovidlo 7OV  KMOWKOMOWODY 1TNG GULOTOATEG TPMTEIVEG TV
GOPKOUEPIBIOY TPOKOAODY VOGO

Ol TUTIKEG LOPPOAOYIKEG OALOIDCELS TEPIAUUBAVOVY VIEPTPOPIN HVOKVTTAP®OV Kot
amodlopyaveotn Tov TePPUALOVIOV TEPOYDV HE adENoM TG mapovciog yorapol
GUVOETIKOV 16TOV

ot appulpieg Kot 0 TpdwpPog aPpvidlog Bavarog eivar cuvnon

RCM

TMEPLOPIGLOG OTNV TANPOGCT TOV KOOV

eMATTOON TOL dlooTOMKOD GyKoL piag N Kot TV 2 KOM®V e (oYedOV) PLGIOAOYIKN
GLGTOAIKT] AELTOVPYIO KOL TOYY®UOTIKO TTAY0G

umopel vo vapyet avénuévn didpeon ivoon

Womadng 1 oyetilopevn pe GAAN vooco (m.y. apviogidoaon, evéopvokapdiokn vocog pe

N xopic Noowoeiin)

AVRC/D

AVTIKOTAOTOOT TOL pvokapdiov tng 0e81dg kowkog pe woAMmddN 16Td apyiKd
TEPLOYIKA KOt TPOOSEVTIKA KOBOAKA [e eMioNG KPN TPOGPOAT TG 0ptoTePNS KOtAiog
1 vOG0G GYETIKA QEIOETOL TOV LEGOKOIALOKOD OL0PPEyLOTOG

GLYVN M OWKOYEVNG VOGOG LE OVTOCMOUIKY EMIKPOTY KANPOVOUKOTNTA KOl OTEAN
SEleduTIKO TN T

VIOAEWTOLEVT] LOPPT] KANPOVOUIKOTNTOG EYEL TEPLYPAPEL EMIONG

N epEaviorn oppLOdY Kot alpvidiov Bavdatov givar cuvnONG Wiaitepa 6TOVG VEOLG
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ATATPAMMA 1 ITAn0vopog perétng

93 acfeveic pe kopoLoK) averdpkerla kKot (TOavi))
Oudyvomon puokopolondisiog 1 puoKapoiTIong

5 aoeveig 10n

UETUNOGYEVREVOL

1 ac0eviic e eKKOATOPO.

3 ao0¢gveig pe ovyyevi
dopkn] kapooraoelo — 2
pe ALCAPA ko 1 pe
oOuTAOKN VOGO

0e€dc Kolhiag

1 ao0eviig pe vrepTpoPio
0gdrag korhiag (yopic Aoutd

7 ao0seveig pe appovOpieg
(oVYYEVIS K-K OTOKAEIONOG,
EMIKTNTOG K-K
amoxkiewopog, WPW, SVT,
dwvpia, SQTS, LQTS7)

KprTijpro puokoporontdOsiog,
ovumepriappavopévng
Broyiag)

1 acOeviic pne
Paiproomadera (dvomracia
ptpogdovg arfisnc)

75 acBeveic cvpmepu@Onkav otn peréTn
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