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o0 Mn Zupnayég Muokdpdio Tng Apiotepng KoiAi-

ag (MZMAK) €xel kevTpioel To evOIa@EPOV TG €ni-

OTNPOVIKNAG KOIVOTNTAG Ta TEAEUTaia xpdvia and Tn
OTIyun nou n S1IAyvwon Tou, Nou €TIOETO o€ NOAU NEPIOPICUEVN
Bdon, EEpuye and Ta otevd 6pia TNG NABOAOYOAVATOUIKNAG JE-
AETNG Kal avayvwpioBnke eupEwg wg puokapdiondbeia.? Mda-
NoTa, o peydAog apiBudg npdo@atwy dNPocIEUCEWY avTava-
KAQ TO OUVEXWC AUEAVOUEVO EVIIAPEPOV WG NPOG AUTOV TOV
eviunwolakd aivéTuno.® To MXMAK anoTeAei pia avaTopikn
dlatapaxn nou xapaktnpidetal and NpoeEEXOUCES YUOKap-
OIaKEG DOKIOWOEIQ Kal BaBIEC evTOUEG eVvOIAPECST AUTWY, Ol
onoieg ekTeivovTal ané Tnv KOIAGTNTA TNG APICTEPNG KOIAIAG
(AK) péxpl Ta ToIXwpaTta autng. ‘Otav n vdéoog epgavideral o
MEYaAUTEPN NAIKIa, cuxvd Jev gival EUPaveES KaTd NGOV autod
oQeileTal oe kKaBuoTepnpévn diIdyvwon N o kaBuoTepnuévn
EUPAVION POPPOAOYIKWY AVWUANIWV UIAG UMNOKEIUEVNG PUO-
kapdiondbeiag,* unopei de va ival yegovwuévo elpnua n va
OUVOEeTal UE AANEG OUYYEVEIG avwpalieg TNG Kapdidg 6nwg
KUaVWTIKEG KapdiondBeieg.2 H enintwon Tng véoou oTov NAN-
Buopd wg pepovwuévn ovtéTnTa Jev €ival yvwoTn, aA\d o€
MEYAAEG uNePNXOKAPOIOYPAPIKEG PEANETEC o€ NaAIDIA AvaQE-
peTal éva nocooté and 0,014% éwg 1,3%,° onwg eniong oI
NPEOKEITAI YIa TN CUXVOTEPN aiTia ata&ivountng puokapdiond-
Be1ac.% EminpdoBeTa, ol Pignatelli kal ouv’ avayvwpifouv 1o
MZMAK wg Tnv TpiTn Mo cuxvh npwTtonabn puokapdiond-
Beia ota naidid, anaviwvtag o€ Nocootd 9,5% pPeTa&l Twv
puokapdionabeinv.t To MEIMAK napoucidZel cuxvd oIKoyevn
XAPAKTAPA PE TOUAAXIGTOV TO 25% TWV CUYYEVWV TWV NACX0-
VTWV va €ival acUUNTWUATIKOI, NapouciddovTag OpwG PEYAANn
NoIKINia UNEPNXOKAPSIOYPAPIKWY AVWHUANIWV.

Mpdo@arta, éxel TEBEN kal TO EpWTNUA KATA NGOOV 01 EEENI-
E€IQ TwV Un eNEYRATIKWY dIAYVWOTIKWY PEBGSWV odnyouv oe
akpiBéaTepn diIdyvwon Twv NaBNCEwWY Tou Juokapdiou A dv
10 MZMAK "ungpdiaylyvwokeTal" TENIKA, Adyw NoAU euaicOn-
TWV dIAyVWOTIKWV KpITnpiwv. O okondg autou Tou dpBpou
€ival va napouacidoel Ta TEAeUTaia oToIXEia Nou agopouv oTa
OIa@OPETIKA dIayvwoTIKA KPITAPIA, TIG SIANICTWOEIG TNG YEVE-
TIKAG Kal TIC BEpAneUTIKEG eEeNIEEIG auTOU TOU PUOKaPDIaKoU
@aivoTUnou JE TN YEVETIKA ETEPOYEVEIA KAl VA ANAVTAGEI OTO
€pWTNPA Tou €dv To MIMAK eival pia EexwploTh puokapdio-
ndseia N évag EExwploTdG PaivoTunog Tou puokapdiou ota
nAaiola kanoiag S1IaPoPETIKNG UNOKEIUEVNG VOOOU.

Mn oupnayés puokapdio: Zuyyevins
avwiHaAia n enikTnn;

H onoyywdng eupdvion Tou PuoKapdiou avayvwpicbnke
nPEwWTN opd and Tov Grant 1o 1926, wg Wia NoIKIAia Twv cuy-
YEVWOV NaBncewv Tng Kapdidg.® ‘Ouwg n NpwTN NEPIyPAPn
WG Mia pegovwuévn, ondvia avwpalia Tou puokapdiou oe
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anoucia aAAng douikng BAABRNG TNG kapdidg dnpo-
oleuTtnke and Tov Engberding.® H oudda tng Zupi-
xng eniBePaiwoe Ta eupnuara Tou Engberding kai
napouciace KAIVIKEG MEPINTWOEIG NEPIYPAPOVTAG
UNePNXOKaPdIoYPAPIKA, ayyEIOYPAPIKA Kal nabo-
Aoyoavatopikd eupnuata.™'? Autég ol NpwIPES ava-
(POPEC UNoypaupidouv TNV Napapovn guRpUiKOV
MUOKapPdIaKWV dOPWY Nou 0dnyouv oTNV EUGAVICN
Tou MZMAK aMAG €ival ol Chin kai cuv™ nou €ion-
yayav Tov 6po "JEPOVWUEVO PN CUUNAYEG HUOKAP-
010" Tng AK Kal avayvwpioav wg NaBoyeveTIKO unod-
BaBpo Tng vocou, TNV avacToAA TNG PUGCIOAOYIKAG
d1adikaciag katd Tnv onoia To PUoKApdIo yiveral
oupnay£g otn SIdPKEIa TNG EUPPUOYEVEDNG.

To 1996, o MNMaykdéouiog Opyaviopog Yyeiag oe
avakoivwon Tou yia Tnv Ta§ivéuncn Twv JUoKapdIo-
naBeiwv, dev avayvwpioe To MIMAK wg Eexwpiom
ovTOTNTa OAAA TO KATETAEE WG aTa&IivouNTn JUOKaP-
dlondBeia H Auepikavikn Kapdiohoyikh Etaipeia
avayvwpIoe TIG EEENIEEIG TNG YEVETIKAG, GO0V apopd
oTov Topéa Tou MEZMAK Kal To KaTéTa&e oTIG Npw-
TONaOEiq YEVETIKEG puokapdiondBbeleg. AvtiBeTa, n
Eupwnaikn Kapdiohoyikn Etaipeia 1o xapakthpioe
w¢ "ara&ivopnTtn puokapdiondBeia" yiati de Bewpn-
o€ eEAKPIBWUEVO €AV NPOKEITAI yIa EEXWPIOTN PUO-
kapdIondbeia N anA®G yia HOPPOAOYIKO yvwpIoua
Nnou XapakTnpidel To PAIvoTUNo AWV EEXWPICTWV
puokapdlonabeiwv.?

O1 eEeNikTIKEG DI1ODIKAGIEG KATA TN UOPPOYEVE-
on kartadeikvuouv Oml To MXMAK avtikaTtonTpidel
BAABN n avactoAn TnG @uaolioloyIkKng S1adIKaciag
cuunayornoinong Tou avanTUGCOOPEVOU PUOKAPODi-
ou, OrNouU OUCIACTIKA AnOTUYXAVEI N CUVEVWON TWV
EMNIKAPOIaKWV KOAMOEIBWY Katd Tnv 5-8n efdoud-
0a TNG €UPBPUIKNG Zwng.">'® Autd Suwg EpxXeTal oE
avTinapdBeon Pe TNV Adnoyn Nou €xel dIaTunwOEi oTi
10 MZMAK pnopei va eival pia €niktntn avwpalia
NG KapdIdg.” To enixeipnua katd TNg Oewpiag Tng
€EENENG oTnv euBpuikn {wn, €xel oTNPIXOei o€ une-
PNXOKAPBIOYPAPIKEG HENETEG Orou To MEMAK dev
eixe dlayvwoBei 010 apxIKG ungpnxokapdioypden-
Ma aM\G og petayeveoTepn eEETaon. Evd Aoindy, ol
€EENKTIKEG aA\ay€g unooTnpidouv 1Ioxupd Thv unod-
Beon o1 To MEZMAK anotelei avwpaiia TnG npwi-
MNG MUOKAPSIAKNG HOPPOYEVECNG KATA TNV EUPRPUI-
Kn {wn (n anoTuxia va oAokAnpwOEi n wpipavon Tou
MUoKapdiou KaTd Tnv onoia auTd yiveral cuunayeg),
nPoopaTeq eEENIEEIG OTN YEVETIKN Jeixvouv OTI TO
MXMAK unopei va epypavioTei kal JETA TN yEvvn-
on. Ki auté 1oxuponolgital and 1o yeyovog Ot Ta
MOPQPOAOYIKA XAPAKTNPIOTIKA TOCO TNG OIATATIKAG
000 Kal TNG UNEPTPOPIKNG Puokapdlondbeiag dev

gival napdvra Kard Tn yévvnon aA\G eupavicovtai
apyotepa. Ané Tnv dAAn, acBeveiq pe diaTaTikn Pu-
okapdiondBbela, unePTPOPIKA Puokapdlondbeia Kal
MXMAK ep@avi¢ouv KoIvEG HETAMAEEIG TwV YoVIdi-
WV Nou KwAIKOMOoIoUV TIG NPWTEIVEG TWV CAPKOUE-
piwv. AuTo TO YEVETIKO UNOPBABPO BETEI TO EPWThUA
kal edv To MXMAK pnopei va avantuxBei apydtepa
katd Tn diIdpKeia TNG wnNG.

Mevetikn

‘Exouv neEPIypaQei OIKOYEVEIG KAl PN OIKOYEVEIQ

nepinTwoelg Tou MXMAK. ZTnv nepinTwon Tou peE-
povwpévou MZMAK €xouv evoxonoinBei eETaAG-
&eig Twv ZASP (Z-ypappung) Kai Twv JITOXOVOPIaKWV
yovidiwv, onwg Tou G4.5 (ue QUAOCUVOETO TPOMO
KANPOVOUIKOTNTAG). Eidikd To MXMAK nou cuvde-
€TAI JE OUYYEVEIG avwualieg TG Kapdidg, gaiveral
6Tl npokunTel and PETAAAGEEIG Tou yovidiou TG
a-vrpioTpounpeRivng (DTNA) kar Tou napdyovra
petraypapng NKX2.5.2 Ztnv nAsioyngia Spwg Twv
NEPINTWOEWVY N VOOOG KANPOVOUEITAI JE TOV AUTO-
owpaTikd enikpaTtolvta xapaktmpa.® Ta yovidia
NMou €PNAEKOVTAl CUVNOWGS KWOIKOMOIOUV NPWTEIVES
onwg ol BapiEg aAucideg Tng B-puocivng (MYH7), n
a-kapdiakn akTtivn (ACTC), n kapdiakn Tponovivn T
(TNNT?2), o Topéag LIM nou cuvdEeTal pe Tnv Npwre-

ivn 3 (LDB3), noAAd and Ta onoia cuvdEovTal Kal JE

TNV EUPAVION KI AAAwV puokapdionadeiwv. MeTaA-
AAEeig yovidiwv 6nwg 1o TNNT2 kal Tng a-aKTivng-2
(ACTN2) odnyouv o€ peydAn noikiAia 6cov apopd
OTO QaIVOTUNO Kal TN coBapdtnta Twv PJuokapdio-
nadeiwv, ocuunepiAapBavouévou kal Tou MXMAK.
Eivar euypavég, ot n yeverikn Bdon tou MZMAK
napauével NoAUnAokn. H noikiAia Twv garvoTunwv
nou nMPOKUNTOUV and Ta yovidla nou oxeTidovral Je
™ véoo au&dvouv Tnv undBeon OTI N GAIVOTUMIKA
ékppacon Tou MXMAK ennpedletal kar andé daA\oug
NapAyovTeg, Onwg NePIBAANOVTIKOUG, TPOMOINTIKA
yovidia 1 oAOKANPEG yovIDIakEG BEoeIg.'®

KAIVIKN €1KOva

H kAivikn eikéva Twv acBevwv pe MEMAK NoIKiANEI
kaBwg ol acBeveiq Pnopei va gival acupnTwuaTiKof
N va eP@avidovral Ye aicbnua naAywv, Kapdiakn
avendpkela, Bwpakalyia Kal o€ nio ondvieg nepl-
NTWoeIG BpouPBoEPUPBOAIKA €neloddia,®® n Kapdlakn
avakonn. Ta cuunTwuata ival un €191kA kal euea-
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vidovtal WG anoTéEAeCUa TNG OUCTOAIKAG/OIAGTOA-
KRG duoAeitoupyiag Tng AK. Ze pia pyeta-avdiuon
nou nepIAdupave 241 aocBeveig, n ducnvolia ATav To
no ouxvé ouuntwua (60%), pe deuTePO TO QiIoON-
pa naAuwv (18%), To npokdpdio aAyog (15%) kai Tn
ouykonn/npoocuykonTikd eneicddia (9%). Eniong,
ndavw and 1o 30% Twv acbevwv napoucialav cu-
pnTOPaTa Kapdlakng avendpkelag kAdong NYHA
-V katd Tn didyvwon.2' Auté nou ival evolapépov
gival 6Tl 0 y€cog 6pog Tou KAdouaTog eEwBNocewg
Twv acBevwv ATav 36% nou unoypaupider TNV ka-
Buotépnon Tng d1Idyvwong and Tnv gU@Avicn Twv
oupntwudtwv. H Bvntétnta de dIEPePE onpavTIKA
METOEU aocBevwv Pe peEpOVWPEVN poppn MIMAK
kal acBevwv pe diaTaTikn puokapdionddeia (3eTng

Eikdva 1. Toun kard 10 Bpaxu déova ndvw and 1o eninedo twv BnAoEIBWY LUV,

o6nou ekTipdrai To ndxog Tou pun aupnayous (MX, npdaivn ypauun — 17mm) Kai 1ou

oupnayoug puokapdiou (£, KOkKivn ypapuri — 6mm). 0 Adyog ME/X eivai 2,8.

eniBinon 85% évavti 83%),° yeyovog nou deixvel O
n ducAermoupyia Tng AK kai éxi o @aivéTunog ano
povog Tou (MEZMAK) eival o kUpiog napdyovTag nou
kaBopilel Tov Kivduvo voonpdTnTag Kal BvntdTnTag.

Alayvwotikn MpoonéAaon

H €M\elYn OUYKEKPIMEVWV QVATOMIKWV KAl YEVE-
TIKOV XapakTnpioTikwv ('gold standard”) yia Tn
didyvwon Tou MXMAK €xel odnynoel oe diaudxn
0oov apopd oTa dIayVWOTIKA KPITMPIa ThG vOOOU.

‘ETol, onpepa eivalr anapaitntn pia noAUnAeupn di-

AyVWOTIKN NPOCEYYIoN Nou PNOpPEi va nepIMapBAVEl
NAEKTPOKAPSIOYPAPGNUA, unepnxokapdioypdenpa,
payvnTIKh Topoypagia kapdidg, "holter" puBuou n
kal doKIpacia Konwong e1BIKA e nepinTwon abAn-
T®v. H dia@opikn didyvwon nepIAapBAvel Tnv unep-
TPOQIKN puoKapdlondBela Kopueng, cuvduacouod
UNEPTPOPIKAG PUOKAPDIONABEIAG KOPUGNG Kal
MXMAK, uneptacikn puokapdiondbeia, evdokapdi-
aKkn IVWOOEAAOTWON, AVWUAAEG TEVOVTIEG XOPOEG,
Bpoppoug otnv kopudn TNG AK N napoucia Oykwv.
MpoékAnon anoTelei N diapopikn didyvwon PeTagu
TnG d1aTaTIKNG puokapdionddeiag kar Tou MEMAK
ME ndN diateTapévn AK.

HAEKTPOKAPAIOITPA®HMA (HKT)

Agv undpxouv €18Ika HKI @Ikd eupripaTa nou va xa-
pakTtnpi¢ouv To MEZEMAK. Ze naidid, undpxel JEAETN
onou 10 87% autwv napoucialav dIATaPAxEG OTO
HKT, pe nio cuxvo elpnpa Tnv ungptpodia Tng AK.
ANAa eupnuaTa nTav n kardonaon Tou ST diacTtipa-
TOG, N AvACTPOPN TwV ENAPPATWV T pe dIaTaPaxEQ
enavanoéiwong (€181ka omg anaywyég I, 1, kar V4-

V6), 6nwg Kkai n napdracn Twv PR kal Twv diopBw-
pévwv QT (QTc) diactnpdTtwv. Eniong, oto 13% Twv
T nepINTWoewv diamoTwbnke Ppadukapdia Ki €vag
z g a0BevNG XPEIAOTNKE BNuaTodoTn.
YMNEPHXOKAPAIOIPA®OHMA

>ApEPa xpnolgonolouvTtal EUPEWG Ta dlAyVWOTIKA
KPITAPIO NOU npoTeivovTal and TPEIG OPAdES EPEU-
vntwv. O1 Chin kal cuv™ €xouv NPoTEiVEl WG KPITA-
pl1o To NnNAiko X/Y nou unoAoyi¢etal and 1o BdaBog
NG dlgioduong Twv €vOOKIOWOWV EVTOPWV (X) o€
Oxg€on e 1o Ndxog Tou onicBiou Toixwuatog (Y),
oT0 TEAOG TnG diacToAng. MNa va 1ebei n didyvwon
Tou MXMAK npénel To nnAiko X/Y va €ival < 0,5.
Ta kpimpia Tou Jenni dpwg €ival autd nou xpnoi-
ponolouvTal EUPEWG Kal OoTa onoia kabopileTal wg
KUpIO NaBoyvVwPOVIKO KPITAPIO TNG VOCOU TO NMNAIKO
TOU NAXOUG TOU CTPWHATOG TOU JN cupnayoug npog
TO NAXOG TOU CTPWMATOG TOU cuuNayouq JUOKap-

Eikdva 2. 3D unepnxokapdioypdgnua, nou aneikovieral eukpivag 1o MEMAK oro
eningdo g kopuric (MEMAK: Mn Zupnayég Muokdpdio me Apiatepric Koidiac).
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diou, TO onoio npénel va gival > 2 otnv Toun kartd
Tov Bpaxy dEova NnapacTePVIKA, OTNV TEAOCGUGTOAN
(Eikdva 1). Eniong ©a npénel, va €xel anoKAEIoTEi
n ouvunapén dANwv kapdIaKwv NAaBNcEwV Kal ol
NEPIOXEG TOU PN cupnayoug puokapdiou va evro-
ni¢ovrtal oto PECO-NAAYIO, OTO PJECO-KATWTEPO N/Kal
oTa Kopugaia Toixwuata Tng AK.® O1 Stollberger
Kal ouv. NpéoBecav ota nNaboyvwuovikd KpIThpia
Tnv Unap&n TouAdxioTtov 3 OOKIOWOEWY, Ol OMOIEG
€X0UV TNV idIa NXOYEVEIQ UE AUTA TOU Puokapdiou
Kal KIvoUvTal CUYXPOVWG JE TN oUcToAN Tng AK, pe
BaBiég eviouég avdpeoa, PYe pon aiyatog and Tnv
AK oTo colour doppler, nou evroni¢ovTal Kupiwg ota
kopu@aia Tunuata (Ndvw and Tnv €kpuaon Twv BnAo-
EIDWV PUWV).*

To peyaAUTePO aiTiIo AUPICPATNONG OTIG PEPEG
MaG OXETIKA PE Ta dlIayvVwoTIKA UnEPNXOKapdIoypa-
QIKA kpimpia Tou MXMAK, anoteAei 1o yeyovog
OTI undpxouv PENETEG Onou dlanioTwveTal "unep-
dldyvwon" Tng vooou, €10IKA 6Tav O UMEPNXOKAP-
dloypagiotng Oev eival €uneipog otn dldyvwon
Tou MXMAK. O1 Kohli kal cuv. dianiotwoav 611 T0
23,6% and 199 acbeveiq e kapdiakn avendpkeia
nAnpoucav €va N nepicodTeEPa and Ta ouvNBwg
XpnolyonoloUpyeva KPITApIa yia Tn didyvwon Tou
MXMAK (Chin, Jenni kai katd Stollberger kpithpia).
EnminpbcoBeta, 10 8,3% and 1a 60 uyin dropa nou
Xpnolgonoinénkav yia cuykpion gniong nAnpoucav
kdnola kpItpia yia T didyvwon Tou MZMAK.2® Xe
GAAN PEAETN, and 154 nepinTwoelg mbavol MXMAK
ME BAon Ta EUPEWG XPNOIoNoIoUEVa dIayVWoTIKA
kpITpIa, yovo o 105 aoBeveic and autouq eniBe-
BaiwBnke n didyvwon, apou eEetdoBnkav and e1dI-
KO unepnxokapdioypa@iotn.?* EIBIKA o€ aBANTEG, N
"unepdidyvwon" gival Mo cuxvh kabwg n UNEPTPO-
¢ia Tng AP KoiAiag nou cuvavtdral, CUYXEETal Evio-
Te A\avOacpéva Pe Ty ikéva Tou MEMAK?™,

O1 VEDTEPEG UNEPNXOYPAPIKEG TEXVIKEG, ONWG N
3D (Eikéva 2), n "contrast" kai n "speckle tracking"
ungpnxokapdioypagia, cuPBAAOUV onuavTikd ot
owoTn didyvwon Tou MZMAK, Kupiwg BeEATIVOVTAG
TNV aneikovIoTIKN apTiétnta Tng peBodou. Eidiko-
TEPA, N €yXuon NXwOKIEPOU napdyovta (contrast)
aQEVOG PEV ENITPEMEI TNV ANOKAAUWN JOKIOWOEWV
otnv Kopu®n Tng AK, nou unopei va unv eival ep-
QAaveig o€ PTWXA UNEPNXOKAPDIOYPAPIKA NapdOu-
00,%® apeTépou O GUUBAAAEI OTN CWOTN EKTINGN
TOU HPEYEOBOUG TwV OOKIOWOEWV Kal TWV EVIOMWY
(Eikéva 3). TENog, pe Tn speckle tracking ungpnxo-
kapdloypa@ia ekTIUATal TO strain TwWV UNOKEIUEVWY
TOIXWUATWVY KAl N OTPOPIKA IKAVOTNTA TNG KOPUPNAG
™G AK, NocOTIKONOINVTAG TN PEIWPEVN CUCTONIKN
ndxuvon Kair Tn oTpo@Ikn IKkavotnta oe MIMAK,
€V NapdAAnAa BonBd otn diagopikn didyvwon au-

TOU and KATaoTACEIG NoU anAd epgavidouv augnpe-
vn dokidwon Twv ToIXWHATwV TG AK (Nx aBAnTIKA
kapdid) (Eikova 4).

MAINHTIKH TOMOIPA®IA KAPAIAZ

NGyw TNG BUCKOAIQG PEXPI CNPEPQ, VA NEPIYPAYOU-
ME Ta BEATIOTO UNEPNXOYPAPIKA KPITAPIA yia Tn Oi-
dyvwon Tou MEZMAK kail Tng avnouxiag yia méavn
«unepdidyvwon» TNG vOOOU, XPNoiuonolouvTal Ki
AM\a anEIKOVIOTIKA PECA MPOKEIJEVOU va enife-
BaiwBei i 6x1 n didyvwon katd nepintwon. MeydAo
evllapeEpov napouciddel n xpnon Tng MayvnTiknAg
Touoypagiag (MT) ye Tn xprion okiaypa@ikou na-
pAyovTa, N onoia Pnopei va npocodIopicel PE JE-
YAAn akpiBeia tnv avatopia Twv S0KISWOEWYV, TO
NNAIKO un cupnayoug/cupnayoug JUoKapdiou Kal
va €KTIYNCEI TNV ivwon Tou idlou Tou puokapdiou.?®
Ta KpITNPIa NoOU  XPNOIPONOIoOUVTAl CAUEPA EUPEWG
yia Tn didyvwon tou MXMAK pe MT €ivar autd nou
€éxouv neplypapei ané Toug Petersen kai ouv,? ol
onoiol €de1&av OTI 6TAV TO NMNAIKO PN cupnayoug/cu-
Mnayoug puokapdiou eival >2,3 otn d1aCTOAN, €ival
nadoyvwpoviké yia tn didyvwon Tou MEZMAK, pe
euaicBnaia 86% kai e101kdTNTa 99% (Eikéva 5). Eni-
ong, dlaniocTwaoav OTI Ol MEPIOXEG TOU UN CUNAayoug
Muokapdiou gu@aviovTal Kuping oTa Kopugaia Kal
nAdyia Tunuara. Téhog, o1 Jacquier kai cuv. npdoOe-
oav aAM\o €va kpitpio and Tn MT, cUugwva pE To
énoio otav n paca tng AK nou napouciddel doKIdw-
oeig &enepvad 10 20% TNG cuvoAiKAg pddag Tng AK
TiOeTal n didyvwon Tou MXMAK, pe euaicOnaia Kai
€101kéTNTa 93,7%.%8

Eikdva 3. Kopuaia touri 4 KoiAotitwv Ue €yXuan NXwoKIEpoU
napdyovra (contrast), nou anokaAunierai n nepioxn rou MEMAK amnv
KOpU®I Kai aTo LEdo Kal Kopugaio nAdyio Toixwya, ndvw and v
EKQUAN TwV BNAOEIDWY LUWV.
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HOLTER NAPAKOAOYOHXZHXZ PYOMOY

To "holter" napakoAouOnong pubuou unopei va
BonBnoel otnv avayvwpion appubuinv ce acBe-
veiq ye MZMAK. Ze pia peydAn HeAETN acBevwv Pe

09s-17.2%
Peak Systobe Strain
)

Eikdva 4. (A) KaunuAeg emiprikoug strain and mv kopugaia toun 4 Koidomrwv o€
aabevri e MEMAK. To ouvoAikd eniunke strain eivar eAamwpévo (-17,2%) Kai o1 TIEG
TOU NEPIOXIKOU EMUNKoUG strain atnv Kopu@n Kai ato Péao — Kopugaio nAdyio roixwua
eivar eniong pelwpéves. (B) KaunuAeg atpogikiic Acimoupyiag (twist, untwist, torsion)
arov idio acBevn. Maiveral 6n va n aTpPoPIKA Agimoupyia ¢ Bdong eivar diatnpnyévn
(-6,2°, pwpB ypapun), aur m¢ Kopuenc eivar copapd ennpeacuévn (-3,6°, npdaivn
yoauuri — OT~15°) kai 10 oAIkG torsion eivar eAamwévo (<5°, Aeukn ypauur —
OT~20°). (OT: ®uaiooyiKEG TILEG).

Eikéva 5 Mayvnnkni topoypagia kapdidc oe aabevii pe MEMAK. O
Adyoc pn oupnayoug/aupnayoug puokapdiou (B/A) eivai > 2,3.
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MZMAK (n=241) nou TonoBemBnke "holter" pubuou
24wpou, 33% napouciacav pn EUPEVOUCA KOIAIO-
kA Taxukapdia, 11% koAnikn papuapuyn, 5% ep-
pévouoa Taxukapdia kal 5% uywnAou Babuou KoA-
nokoIANiaké anokAeiopd.2! EISIKA ol aBANTEG 1 yevI-
KOTEPA ATOPA Nou unodAAlovTal o€ €viovn doknon
Kal undpxel n didyvwon n unoywia MXMAK 6a npé-
nel va unofdAlovrtal o€ kKanoia SoKIPacia €viovng
doKnNoNG NPOKEIYEVOU va ANOKAEIOTEI N Unap&n Ka-
nolag appuduiag aneIAnTIKAG yia Tn {wn.?®

Avtipetwnion

Agv undpxouv odnyieg yia Tn Bepaneia kal TNV avTi-
peTwnion yevikétepa Tou MEMAK. O1 acBeveig ol
onoiol €ival aCUUNTWHATIKOI KI €XOUV (PUCIOAOYIKA
ouoToAIKN Aeiroupyia Tng AK Ba npénel va e&eTddo-
vTal kdBe 2-3 xpdvia kal n NPAyvVwon Toug €ival ou-
vABwg KaAA.2® O1 KAIVIKEG enickEWEIG Ba npénel va
nepIAauBdvouv 10Topikd, KAIVIKA eE€Taon, ungpnxo-
kapdioypdenua, 6nwg Kai ‘holter’ pubuou 24wpou
yia Tnv miBavn ep@dvion appubpiwv. O acBeveig
Ol onoiol €ival acUUNTWUATIKOI aAd napoucidlouv
ENNPEACEVN CUCTOAIKN Kal/A DIACTONIKA A€IToup-
yia 8a npénel va akohouBouv TIG odnyieg yia Tn
Oepaneia Tng kapdlakng avendpkelag. O cupnTw-
paTikoi acBeveic Ba npénel va avTigeTwnidovral Je
Bdon Tnv KAIVIKN TOUG €IKOVA, aKOAoOUBWVTAG TIQ
avtioToixeq odnyieq. Neupoloyikh eKTiunon PETA
n d1dyvwon Tou MXMAK 6a npénel va yiveral. Pai-
VETal, 0TI 0 BaAcikOg Kivduvog yia BpopBogpBoAikd
€nelcodia oe autouqg Toug acBeveiq oQeileTal oTn
ooBapdTnTa TNG UMOKEIUEVNG CUCTOAIKNG OUGCAEI-
TOUPYIag, TNV NaPOUGCIa KOAMIKNG HApPapuUyng Kail
TUXOVTWV nponyoUPevwy OpopBoeUBONIKWY ENEl-
oodiwv, napd otnv idia Tnv ovrétnta Tou MZMAK.
To nocooTd Twv BpouBoEUBONKWY €NeICOdiWV OE
dtoua pe MXIMAK &€ @aiveral va diapépel ané autd
TWV aoBevwv Pe kKapdlakn avendpkela oTa nAaioia
kdnoiag AAANg puokapdiondbeiag.® Ondre, n xopn-
ynon avTINNKTIKAG aywyNng o€ autoUg TOUG AOBDEVEIG
KPIVETAI KATA NEPINTWON, CUVEKTIMWVTAG TA OPEAN
Kal Toug KIivdUvoug and Tn AAyn TngG.
Eunepiotatwpévog kKAIVikdg €Neyxog €ival ana-
PaiTNTOG Kal yia GAOUG TOUG CUYYEVEIG NpwTou Bab-
MoU Twv acBevwv pe MEIMAK.Z! O éheyxog ekTdQ
ané éAa 6oa NpoavaPEPBNKav yia Toug idIoug ToUg
aoBeveig 6a npénel va nepINaUBAVEI KAl TO YEVETIKO
IOTOPIKO TOUAAXIOTOV PEXPI 3 YEVIEG Niow. O pdAog
Tou yovidlaokoU eAéyxou o€ €ninedo poutivag na-
pauével adlEUKPIVIOTOG Kal eMINAéOV NAPOUCIAZE]
au&npévo KOOTOG EKTOG and TNV NEPINTWON NoU pia
OUYKEKPIUEVN PETANNAEN €xel NON TauTonoINBE( oE
kdnolo ocuyyevn. O é\eyxog TNG OIKOYEVEIAG EeKIVA



APOPO ANAZKOMHZHEZ // METKY M. KQZTAKOY

andé Tnv naidikn nAikia, 6a npénel va enavaAauBa-
veTal KABe 2-3 xpdvia, EKTOG NAAI and TNV NEPINTW-
on nou €xel NONn PBpeBei CUYKeEKPIUEVN YOVIOIOKN
METAMAEN oTOo dTopo, ondTe Ba NPENEl va EAEYXETAI
KGBe 1-3 xpovia.®

Eival teAika pia §exwpiotn
puokapdiondbeia To pn
oupnay€s HUOKAaps1o;

H popgoloyikn gugdvion Tou MXMAK eivar xapa-
KTNPIOTIKA yIa TOUG aoBeveig auTtoug Kal cuvioTd
Mia Eexwpioth puokapdiondBeia. O1 YEVETIKEG ava-
AUGEIG OuwG Oev UNODEIKVUOUV [ia CUYKEKPIUEVN
OUCXETION YOVOTUMNOU-PAIVOTUNOU AANG ONUAVTIKN
VEVETIKN eTEPOYEVEIQ. [pdyuari ol idleq ETAAMAEEIQ
MNopei va NpokaAécouv OIaPOPETIKOUG QaIvoTU-
noug puokapdionddeiag kar To MXMAK unopei va
OlanioTwOei ota nAaicia PYETARBOAIKWV N YEVETIKWV
voonudTtwv (cuvdpopo Noonan n cuvdpouo Barth)
KI KOUN va CUvOEETal [E OIAPOPES CUYYEVEIG Na-
Onoeig Tng kapdidg (avwuahia Ebstein, atpnoia Tng
NMVEUMOVIKNG apTnpiag, oTEvwon aopTNG, JECOKOIAI-
akn enikoivwvia). Eivar yeyovog o1 pia naboyeverTi-
KA YUETAANAEN oTO idI0 yovidlo pnopei va odnynoel
o€ JIAPOPETIKA avadiauopPwaon Twv OOKIOWOEWV
OTO JUOKAPDIO N YEVIKOTEPA NABOAOYIKN avdAnTuén
TOU JUOKapdiou KATd TNV €PPRPUOYEVEDN, MPOKAAW-
VTAG TEAIKA JUOKAPOIONABEIEG UE NOIKIAOUG PaIVO-
TUNouG. Enopévwg, TOUAAXIOTOV YIa KANOIEG PETAA-
MAEeIg, n uNEPTPOPIKA, N SIATATIKN, N N NEPIOPICTIKA
MuokapdiondBeia kal To MEZMAK dev anote\ouv e-
PAVWG EEXWPIOTEG KAIVIKEG Kal MABO@UCIONOYIKEG
ovToTnTEG. Eival xapaktnpioTiké 611 yéca otnv idia
OIKOYEVEIQ NMOU aviXVeUETal n idla PeTAAAAEN, autn
EKQPALETAI YE DIAPOPETIKOUG PAIVOTUNOUG avdaue-
0a OTOUG CUYYEVEIG. lowg ndAI va undpxouv Ayvw-
oTol akéun, MOavwg nepIBalAovTIKoi NapdyovTeg,
Mou TPOMOMOIOUV TNV TEAIKA KAIVIKN KAl NaBo@uol-
oloyikn gu@dvion Tou MIMAK.®2 H unéBegon autn
unooTnpidetal and Tnv nepiypa®n entd OlAPOPETH-
KWV gaivotunwv tou MZMAK pe diapopeTikn npo-
yvwon.®

ZuunepAocHata Kai oUoTAoels

O1 yVWoEIG Kal N Katavonon OXETIKA JE TNV AITIONO-
yia, Tnv gpppuoyéveon Tou PUoKapdiou, TO YEVETI-
K6 unopabpo, Tn didyvwon Kai Thv Npoyvwon Tou
MZMAK BeAtiwvovtal diapkwg. To MEZMAK e eAd-
XI0Tn oUvdeon PeTa&U yovoTunou Kai GpaivoTunou
Moiddel va ivar yia EeExwpiot puokapdiondbela e

MINAKAE 1: Kpmipia yia n didyvaon Tou gn gupnayoug puokapdiou ng apiotepic Kolhiag

YNEPHXOKAPAIOIPA®IA
Chin kai ouv?

« To nnAiko X/Y nou unoAoyiZetal and 1o BABog g dieioduong Twv EVOOKIIWIHV
EVIOWV (X) o€ 0XEoN e TNV NAxuvon Tou oniaBiou Toixwparog (Y) eiva<0,5.

« 0 unohoylopdg yiverai otnv Topn Kard Tov Bpaxt dEova napactepvikd, o1o TEAOC TG
01a0TOARG.

Jenni kai ouv?®

+ To nnAiko Tou NAXoUg ToU GTPMHATOG TOU N cupnayoUg JUoKapdiou Npog 1o NAxXog 10U
0TP@HATOC TOU oupnayolc puokapdiou ival > 2.

« 0 unohoyiopdg yiverai otnv Topn Kard Tov Bpaxt dEova napactepvikd, o1o TEAOC Tng
OUOTOAAG.

* AnokAelopog ouvinapéng GAAwv nabrioewv e kapdide.

+ 01 NEPIOXEG TOU [N cupnayoUg Juokapdiou va evionicovial o1o Péco-nAdylo, aTo PEco-
KAT@TEPO 1 aTa KOpUaia ToIx@para g AK.

Stollberger kai ouv.*

* H Unap&n Touhdxiotov 3 SoKIBWOEWV [IE BaBIES EvioPEG e pon aipatog and v AK and
10 colour doppler.

+ Na evronicovral Kupiwe ota Kopuaia Tunpara.

+ Na éxouv Tv il NXOYEVEIQ LIE AUTA TOU HUOKAPOIoU, KIVOULEVES OUYXPOVG LE T
0UOTOAR TG AK.

+ 0 unohoyiopdg yiveral otnv Topn TwV TEGOGPWV KOINOTATWV.

MATNHTIKH TOMOIPA®IA
Petersen kai guv.?’

+ To nnAiko Tou NAX0UG TOU GTPWHATOG TOU N cupnayoUg JuoKapdiou Npog 10 NGxog Tou
0TP@HaTOG Tou cupnayoUg Juokapdiou €ival > 2,3.
+ 0 unoloyiopog yiveral a1o TEA0G TG dIAGTOANG.
+ 01 nEPIOXEG TOU PN cupnayoug JUoKapdiou epgavicovial KUpiwg ota Kopupaia Kai
nAdyia TuApara.
Jacquier kai ouv.?®

* H paca g AK nou napouaidZel dokidnaelg Eenepva 10 20% TG GUVOAIKAG PGLag NG
AK.

+ 0 unohoyiopdg yiverai aTo TEA0G TG B1a0TOAAG.

YEVETIKN €TEPOYEVEIQ. To EpWTNUa €dv T0 MZMAK
o6tav eugavifetal PePovwuéva n o€ ouvduacuod
ME AAMeg nabnoeig (6nwg ocuyyevA voonuata tng
kapdIdg n yeveTikd olvdpopa) XxapakTnpidetal and
napopoIo N TEAEIWG DIAPOPETIKO PHOPIAKO/YEVETIKO
pNxavioud, d0ev €xel akdua JIEUKPIVICTEI NANPWG.
Eniong, avTikeiuevo YENETNG oTO NApPSV Kal TO PEA-
Aov anoTeAei To £dv TENIKA, SIAPOPETIKOI UnXaviouoi
(emyeveTikn), Snwg NepIBAANOVTIKOI NAPAYOVTEG Kal
dyvwoTol akéun TPOoMNonoINTIKOi Kal NaBo@uciolo-
YIKOI pnxavicpoi, eubuvovtal yia TIG SIaQOPETIKEG
OVTOTNTEG NOU gP@avidovTal oTa nAaioia Tng vooou,
napd Tn XapaKTNPIOTIKA JOP@OAOYIKN aneIKOVIoN
QuTWV.

EidiIkéTEPQ yIa TOUG VEOUG aBANTEG, PEXPI va
eival 0100€oiIpeg NePICOOTEPESG KAIVIKEG NMANPOQO-
PIEG, YEVIKA N CUPUETOXN o€ aBANPaTa akéun Kai
NPWTABANTIONOG PNOPEi va €MITPENETAI OE AOU-
MATWPATIKOUG aoBeveic pe MXIMAK kal gpuaiohoyi-
KN OUCTONIKA AEITOUPYIQ, XWPIG ONUAVTIKEG KOIAI-
OKEG TaXuappubuieg (UeTd Tnv TonoBétnon holter
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puUBuOoU Kal Tn dievépyela OOKIYACIAG KOMWOEWG) KI
onwaodNMOTE XWPIG NPONYOUUEVO ICTOPIKO avegnyn-
TNG CUYKOMNNAG."®

TéNog, o1 kKAivikoi KapdioAdyor kai 18iaitepa ol
aoxohoupevol PJe Tnv - Yngpnxokapdioypadia, Oa
npEENEl va givar NPooekTIkoi otn didyvwon Tng vo-
oou. Mia oAokAnpwuE€vn d1ayVwOoTIKA NPOCEYYIoN N
onoia 6a nepiAapBdvel NOAUNAeUpn Aneikovion TNG
KapdIAg, CUCTNUATIKO EAEYXO TWV NEWTOU Babuou
OUYYEVWV KAl EUNEPICTATWHUEVN KAIVIKA KAl YEVETIKN
€KTIUNON and opdda IAaTPWV-YEVETIOTWY €ival ana-
paitTnTN yia va B€cel e ac@PdAeia Tn diIdyvwon Tou
MXZMAK, énwc kai va dianioTwoel av n vdoog ano-
TEAEI HEPOVWHEVN OVTOTNTA N PAIVOTUMIKA NAPAAAC-
yN AAAng puokapdiondBeiag, anoTéAecpa KAnoiag
VEVETIKNG aVWUaAIag.
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Non-Compaction Cardiomyopathy; A different phenotype with
genetic heterogeneity? Recent evidence and diagnostic criteria

Peggy M. Kostakou, Nikos T. Kouris, Elsi S. Tryfou, Dimitris S. Damaskos, Christoforos D. Olympios

Cardiology Department, General Hospital of Elefsina “Thriassio”

Abstract

Isolated left ventricular non-compaction (LVNC) is a myocardial morphological abnormali-
ty characterized by numerous, excessively prominent ventricular trabeculations and deep
inter-trabecular recesses communicating with the ventricular cavity. Familial and sporadic
forms of LVNC are known to exist and there is significant genetic heterogeneity among the
inherited forms. It seems that the variety of phenotypes is associated with several factors
(epigenetics) such as environmental, reformative genes or entire genes locus. Recent im-
provements in cardiovascular imaging have led to an increase in the diagnosis of LVNC im-
posing the necessity for evidence-based imaging diagnostic criteria with echocardiography
or cardiac magnetic resonance. In asymptomatic patients with no other findings of concern
there is no need for restriction from sports. Symptomatic patients should be barred from
sports participation and followed closely for risk of heart failure, sudden cardiac death and
thromboembolism.

KEYWORDS: Non compaction cardiomyopathy, familial form, genes, echocardiography,
diagnostic criteria
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