APOPO > YNTATHX

©epaneutIKn tns
YNEPTPOPIKNS
MuokapdbionaBbeias
10 2017

AITEAOZ . PHIOMOYAOZX
MIXAHA NOYTZIAZ

Mid-German Heart Center, Department of Internal
Medicine ll, Division of Cardiology, Angiology and
Intensive Medical Care.

University Hospital Halle, Martin-Luther-University
Halle, Germany

Aé€eis Eupetnpiou:

YneptpoPikh puokapSiondbeia, Oepaneia,

KatdAuon peookoihiakoU Siapdypatos pe aibavoAn,
Aipvidios 6dvaros, PavoAalivn,

Epgutedoiyos anmvidwths, Néoos Fabry

Angelos G.Rigopoulos, FESC
Senior Consultant

Aigtbuvon Enikoivwvias:

Mid-German Heart Center, Department of Internal Medicine Il
Division of Cardiology, Angiology and Intensive Medical Care
University Hospital Halle, Martin-Luther-University Halle
Ernst-Grube-StraBle 40, D-06 120 Halle (Saale), Germany
Tel.: +49 (176) 79844001

E-mail: angelos.rigopoulos@gmail.com

546 f/ EAAHNIKH KAPAIOAOTIKH EMIGEQPHZH o ECE

QVTIUET®MION TwWV QCBEVWV WE UNEPTPOPIKN

puokapdiondBeia BacideTal otnv NPOANYN Tou

aipvidlou kapdiakoUu BavdTtou, TNV AVTIMETWMI-
ON TWV CUPNTWPATWY, TNV NPOANYN TN €EENIENG TNV vOGOU
o€ Mo Npoxwpnuéva otddia kal oTnv d1IaopIkn didyvwon
ME okond Tnv avixveuon &IBIKWV VOONUATWV PE NAPOOoIo
@aivéTuno nou xpndouv e10IKAG Bepaneiag.

H véoog nepieypd@nke PETA Ta PECA TOU nMponyouUpe-
VvouU alva kal n eEENIEN oTnv avTigeETWNIoN TNG NTav TG00
yPNyopn, WOTE, JEXPI TO TEAOG TOU QIWVA, UMNPXE APKETN
eunelpia 6oov apopd Tn Bgpaneia Twv CUPNTWUATWY HE
PAPHPAKEUTIKN aywyn. MNa NEPINTWOEIG, GNOU N PAPUAKEU-
TIKA aywyn Oev KATAPEPVE va NEPIOPICEI TA CUPNTWPATA
O€ a0BEVEIG PJE UNEPTPOPIKN ANOPPAKTIKA puokapdiond-
B€1a, UNNPXE N XEIPOUPYIKN PJUEKTOUN Kal, Aiyo npiv To Té-
Aog Tou aiwva, Eekivnoe n enepBaTikn PEBodog katdAuong
TOU JECOKOINIAKOU dlappdyuaTog Ye aiBavoAin. Evdidueoa
dokIuGoOnke kar n TonoB€rnon Bnpatodétn DDD pe pikpn
KoANokolAiakn kaBuotépnon. H pyéBodog autn dev enikpd-
TNOE, and Tn OTIYUN NMou N PovadikA TUXalonoiNPévn KAIVI-
KA UEAETN OTNV UNEPTPOPIKN puokapdiondBeia (M-Pathy)
€0¢€IEE OTI 0 BNPATOBOTNG OEV UNEPTEPOUCE TNG EIKOVIKAG
Bepaneiag. ‘Ocov apopd TNV NPpdANYN Tou aipvidiou Bavd-
TOU, TOV NPONYOUHEVO aIVa KUPIaPXoUoE n apiwdapdvn
wg Bepaneia npwTng emndoyng. H npwtoyevig diacTtpwud-
Twon Kivouvou Twv acBevwyv yia aipvidio Bdvaro, kKadbwg
KAl N anoTEAECHATIKOTNTA TNG NPOANWNG TOU IE TONOBETN-
on gu@uUTEUCIPOU amvIdwTN, NApoucidcOnkav oTo TENOG
TOU NPONYOUIEVOU QIWVA Kal MAPEPEIVAV WG KABIEPWPEVN
NPAKTIKA OTOV Alva Nnou d1avUouE.

H diaotpwpdTwon Tou KivoUvou Twv acBevwv yia aip-
vidlo Bdvato anoTeAei 1IBIAiITEPA onUavTIKG eniTeuyua, pia
Kal 0 aIpvidlog BAvaTog anoTeAel TNV onuavTIKOTEPN aiTia
Bavdtou and unePTPOPIKN puokapdiondBeia, 1B1aiTepa
OTIG VEAPEG NAIKIEG. META Tnv apxikn duadikh eKTinon JE
Bdon elukoAa avixveuoiugoug napdyovTteg Kivouvou (chua-
VTIKA UMNEPTPO®Ia TOU TOIXWHATOG TNG APICTEPNG KOIAIAG
>30 mm, ouykonn, KolNlakn Taxukapdia oe Holter pub-
poU, olkoyevelakd 10Topikd aipvidiou BavdTtou, avwuain
andvtnon TNG apTNPIAKNG niecng otnv doknon), pBdcape
onpepa otnv ektipnon Tng mBavéTnTag aipvidiou BavdTtou
ME Bdon éva NocoTikd pabnuaTikd PJoVTEAO NPdyvwong, TO
0noio NapExel TNV ekTiunon TnG MBavoTnTag aipvidiou Oa-
vATOU TNV ENOPEVN MEVTAETIA, EKTIMWVTAG TOUG 4 NPWTOUG
nPEOoava@ePOPEVOUG NAPAYOVTEG KIVOUVOU, KaBwG Kal Tnv
nAIKia, Tnv KAion nieong eviég TNG apIoTEPNG KOIAIAG Kal TO
péyeBog Tou aploTepoU KOAMoU.2 To povTéNO autd eKTIUG
TNV MOGCOTIKN TIUA TWV PETPACIUWY NAPAyovIwy KivoUuvou
Kal Ndn €xel O€IXOEi N UNEPOXN TOU OE cUYKPICN WE TA NPO-
nyoUpeva PovtéAa npdyvwong (To eupwnaikd Tou 2003 Kal
TO auepikaviké Tou 2011), 1d1aiTEpa oTnNV avixveuon acOe-
vV PE uwnAS kivduvo aipvidiou Bavdrou.® ‘ETol napéxe-
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Tal n duvaTtéTnTa va PEIWOEi 0 apiBudg Twv acOe-
vwv nou Ba npgnel va AdBouv anmvidwt (number
needed to treat). Autd €xer 181aiTEPN onuaacia, pia
Kal Qaiveral 4Tl TO MOCOCTO TWV NPOCPOPWY OE OXE-
on PE TIG anpOo@POPES EKPOPTIOEIG TWV EPPUTEUCI-
MV anividwTwVv O AoBEVEIC PJE UNEPTPOPIKN HU-
okapdlondOeia dev dIAPEPEI GNPAVTIKA, XWPIg va
AVAQEPOPE TOUG UNOAOINOUG KIVOUVOUG N eninAo-
KEG NMou oxeTidovTal YE TV gUPUTEUCN aAnIVIOWTN.4
EEAM\ou, pia npdoparn peAétn katedeige ot >1/3
Twv acBevwv PE evepyonoincn Tou anmvidwTh na-
pPoucIAdouv HoVOPOoPPN KOIAIOKN TaXukapdia, apn-
VOVTaG €TC1 EPWTNHATIKA YIa TNV XpNon unodopiwv
anvidwWTWV o€ autoug Toug acBeveig.®

H emdoyn Tng KatdAAnNAng Bepaneiag Twv ou-
MATWUATWVY OTNV  UMNEPTPOPIKN HUoKapdlondOeia
kaBopiletal and Tnv Unap&n €vOOKOIAOTIKNG ano-
PPAENG Kal TN CUCTOAIKN andédoon TnG APICTEPNG
kolhiag. Or acbBeveig TeNkoU otadiou (end-stage,
5-10% Twv acBevwv) JE CUCTONIKA QVENAPKEIA TNG
OlaTETAUEVNG APIOTEPNG KOIAIQG avTigeTwniovral
Onwg n cUCTONIKN KapdIakn avendpkeia Tng dlaTa-
TIKNG JuokapdiondBeiag.

O1 aoBeveic xwpig evOOKOIAOTIKN andPpagn Kai
dlatnpnuévn CUCTOAIKN anddoon avTigeTwnidovral
ME QAPUAKEUTIKN aywyn (Bepaneia O1a0TONKNAG
KapPJIOKAG QVENAPKEIAQG, AVTINNKTIKA aywyn o€
KOAMIKN papuapuyn). Mia npdéogarn peravdiuon
€0€1EE OTI N UN ANOPPAKTIKA UNEPTPOPIKN PUOKAP-
olondBeia dev npénel va Bewpeital nio kahondng
0€ OX£0N PE TNV Ano@PAKTIKA pop@n Tng véoou.b H
OAIKN BvnTéTnTa, N BvnTéTNTa ANG QIPVIdIo BdvaTo
Kal n OvntétnTa and kapdiakn avendpkela Ogv OlE-
(PEPAV OTATIOTIKA ONUAVTIKA.

2€ Jia o&gia gupdvion cuuNTWUATWY KApPOIaKN
avendpkelag Ba npéenel va diepeuvnOei Kal va avTi-
MeETWNICOEI TO yeveoioupyd aiTio: appubuia, o&eia
avendpkela PITPoeIdoug and pngn TevovTiag Xop-
ONng n evdokapditda, Ioxaipia puokapdiou, avaiyia,
unepOUPEOEIBICUOG.

2TV ano@PaKTIKA UNEPTPOPIKN Puokapdiond-
Ogia onuavtikdé pOAO OTNV QVTIUETWNION TWV OU-
MATWUATWV Naiel n EAATTwoN TNG EVOOKOIAOTIKNG
KAiong nieong. H @appakeuTIKNn aywyn Ye apvnTika
ivéTpona (dpuaka (B-avacTtoAéag, diconupapion,
BepanapiAn) padi pe TNV npOAnwn avgnong Tng KAi-
ong nieong anoteAouv TNV NpwTn npoceyyion. H
€U@AvVION Kal To PEyeBOG TNG KAioNg nieong otnv
UNEPTPOPIKA  PUOKapdIonddeia anoteAouv  €va
OUVANIKO (aivOUEVO MouU Au&oEIwVvETal avaloya
ME TN cwuaTIKN OPAcTNEIOTNTA, TNV EMOXN, TV KO-
TavAAwon YeUPATOG N olvonveupaTog, TIG O&eieg
METABOAEG TOu evdayyeliakou Oykou (aiyoppayia,

d1dppoia), KaBwg Kal TNV enidpacn GapudKwy Nou
€nnpeddouv TO NPOPOPTIO, TO PJETAPOPTIO N TN CU-
OTAATIKOTNTA TNG APICTEPNG KOIAIAG (QVACTOAEIG TOU
METATPENTIKOU €VCUIOU TNG AYYEIOTACIVNG, AVAGTO-
Aeic¢ Twv unodoxéwv TNG ayyeloTacivng, vITpwon,
AVTAYWVIOTEG TwV OIaUAWV acPECTiOU, KATEXOAQ-
piveg, OAKTUAITIOA). IBiaiTepn npocoxn xpelddeTal
oTn Xpnon Twv napandvw eapudkwy yia Tn Bgpa-
neia TnG apTNPIAKAG UNEPTAONG OTOUG ACBEVEIQ pE
UNEPTPOPIKN puokapdiondBeia.” H xopriynon Toug
Mnopei va odnynoel e anokAaAuyn piag Aavedvou-
oag ané@pagng n oe emdeivwon TnG NdN UNAPXOU-
oag anoppagng Kabwg Kai TNG CUUNTWUATOAOYIAG.
H avTipeT®nion Tng unéptaong npénel va Baacicertal
oTa apvnTikd IvoTpona PpApuaka rnou XpPNoiuoror-
ouvTal yia TNV eAATTWON TNG andé@pagng Pe npo-
0ONKN KEVTPIKWG OPWVTWV NApayoviwv (kKAovidivn,
po&ovidivn, oupanidiAn) o€ SUCKOAOTEPEG MEPINTW-
oelg. MNeparépw endeivwon TNG CUPNTWUATOAOYIAG
AOyw unapéng onpavtikng ando@pagng (>50 mmHg)
anoTeAei €vOEIEn yia Peiwon TOU PECOKOIAIOKOU Oi-
a@PAyuaTog JECW MUEKTOPNG N KATAAUCNG TOU JE-
OOKOIANIAKOU O1aPpdyuaTog PE €yxuon aiBavoAng.
H €EdAeipn g andéppagng emTpENEl QUOIKA TNV
xopnynon ayyeiodIacTAATIK@WV (QAPUAKWY yid Tov
€NEYXO TNG UNEPTACNG.

MeAeTeg perd 10 2000 Bepeliwoav TNV ENIKPA-
ToUuca dnoyn yia TNV Ano@PAKTIKA puokapdiond-
Oeia: n unapén anéepagng >30 mmHg o€ npepia
ouoxeTiCetal pe eEENIEN TNG vOoou o€ Kapdlakn ave-
ndpkela kar Ovntétnta and Kapdlakn avendpKela n
AyYEIOKO EYKEPAANIKO €nelcodio. To 1/3 Twv acBbe-
VWV UE UNEPTPOPIKN puoKapdiondBbela €xouv ano-
¢pa&n o€ npeyia, 1/3 napouciddel andéepagn ue
dokipacia npokAnong (doknon, Valsalva, ayyeiodia-
OTOAN), eV Yovo 1/3 napauével oe Pun anopPAKTIKO
TUNo.2 H eEAAeIpn TnG KAioNG NiEoNG YE ENEUPRATIKEG
MEBOSOUG oTOUG acBeveig pe and@pagn oe npepia
PaiveTal 0TI NAPEXEI Kal Yeiwon TG BvntdTNTAG OE
oUyKpIon PE TN ouvTNENTIKNA Bepaneia.?

O1 B-avacToAeiq anoteAolv TNV NEW®TN €MAoyNn
TNG QAPUAKEUTIKAG Ogpaneiag Kal &ival nePIcco-
TEPO AMOTEAECHATIKOI OTN PEIWON TNG NPOKANTNG
KAiong nieong, evw n Oloconupauion anoTeAei Tn
OeUTEPN EMAOYN KAl JEIWVEI OPACTIKA Kal TNV KAion
nieong npepiag. H nepiopiopyévn diabeciudtnTa o€
NOANEG XWPEG, KABWG Kal Ol NAPEVEPYEIEG ANO TNV
napacupnadnTIKOAUTIKNA TG dpdon neplopicouv TNV
€UPUTEPN XPNoN TOU pApPUAKOU, Nou KaTtd Ta dAAa
€xel anodeIxOei aoPaAEQ.?

H Bepaneia nou npaypatikd dAa&e pidikd Tnv
QVTIJETWOMION TWV ACBEVWV HPE UNEPTPOPIKN ano-
PPAKTIKA puokapdiondBeia Kal cuunTouaTa nou
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O€V UNOXWPOUV PE TN PAPPAKEUTIKN aywyn ival n
KaTAAuon TOU PECOKOIANIaKOU SlappdyuaTog Pe ai-
Bavoan.® H anéppa&n evédg (cuvhBweg Tou NP®TOU)
dlappaypaTikou KAAdoU TNG apICTEPNG OTEPAVIAIag
apTtnpiag, o onoiog apdeUel TO TUAPA TOU PECOKOI-
NlakoU d1a@PAyPaTog NOU CUPUETEXEI OTN dNPIOUP-
yia Tng anoéepa&gng, odnyei oe VEKpwoN TOU JUO-
KapdiakoU autoU TUAPATOG PE andTOKO aKIvnoia,
oThv apxn, Kal ouAornoinon, oTn GUVEXEIA, N onoia
odnyei oe AénTuvon Tou Puokapdiakou autou Tun-
MOTOG Kal OP@OAOYIKO anoTENECHUA NApPOUOIo PE
TN XEIPOUPYIKA EKTOUN TUNPATOG TOU NENAXUCEVOU
peooKoINlakoU dla@pdypatog. Andé 1o 1995, nou
EQAPPOCOHNKE yIa NPWTN QopPJd, PEXPI TWPA EXOUV
OlevepynBei NOAU nePIoCOTEPEG enePBACEIC KATA-
Auong Napd EyXEIPNOEIG PUEKTOPNG naykoopia. H
anoTeheopaTikdTNTa TNG PEBSSOoU enIBeRalwVETal
O€ KAIVIKEG PEANETEG, EVW N pJakponpdBeopun enifio-
on Twv acBevwv gival EPAPIANN AUTAG TOU YEVIKOU
nANBucpoU, oe JIAPOPEG PEAETEG, KAl CUYKPIoIUN
ME TN JUEKTOUN, Mou anoTteAei napadocoiakd Tnv
npétunn Bepaneia. H BvntdtnTa petd and katdAuon
TOU UECOKOIANIOKOU dla@pdyuaTog @aiveral OTl ou-
OXeTiCeTal e TNV unoAeinéuevn anéepaégn, n onoia
anoteAei napdyovta KIivoUvou yia Tnv EUEAVIoN KO-
Nokwv appuBuiwv. H anoucia eupaviong KOINAK®Y
appuduIwY, N TUXOV EUPAVION TwV OMNOIwV anoTeAEI
anod Tnv apxn avTikeipevo avrinapdeong, €xel Ga-
VEI OE UAKPOXPOVIEG PENETEG MapaTNPNong aAAd
Kal o€ YEAETN aCBevwV PE UPNAS KivOUVOo YIa EUPA-
vion appuBuIwv, oI onoiol eixav AABEel EUPUTEUCIUO
anvidwTh npiv Tnv katdAuon.©

H Ogpaneia nou npayuatika aAAage

PIJIKA TNV QVTIHETWNION TWV A0OEVWV

HE UNEPTPOPIKN ANOPPAKTIKN
HUOKapS&iondbela Kal CUHNTWHATA NoU SV
Unoxwpouv HE Th GPAPUAKEUTIKN aywyn
€ival n KatdAuon TOU HECOKOIAIGKOU
Siappdyparos pe ai@avoAn.

Aedouéva and éva peydlo eupwnaikd apxeio
Kataypaeng Pe nepinou 1200 aoBeveig, nou uno-
BARBNKkav og kaTtdAuch Tou PECOKOIAIAKOU dlappdy-
paTog ME alBavoAn, €XOUV MPOCPEPEI CNUAVTIKEG
NANPoOQOPIeq Ta TEAEUTAIa XPOVIA. ZUYKEKPIUEVQ,
@aiveral 0T 01 veapoi acBeveig €xouv g&icou KaAd
QIJOBUVAMIKO Kal KAIVIKO anoTEAECa o€ oUykpion
ME TOUg aoBeveic peyaNlTepng nAIKiag. e oUyKpI-
on JE Toug aoBeveig >65 eTwv ol acBeveig <50 eTwv
€XoUV ANIYOTEPEG NEPIENEUPATIKES EMMNAOKEG Kal
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BvnTdéTNTa, EVW XPEIAZoVTal OE PIKPOTEPO NMOCOCTO
(8% o€ oxéon pe 16%) poéviyo Pnuatodotn Adyw
KOAMOKOIANIaKoU anokAeiopoU. Ta anoTteAéopara
Oeixvouv akdéua KaAUuTepa oe acBeveig <35 eTwv, Pe
anoucia nePIENEURATIKNG BvNTOTNTAG Kal avdykn
yla péviun Bnuartoddétnon pévo oto 5%. Merd and
Ta dedopéva auTtd, apxiel va ocudnTeital N alayn
TWV CUCTACEWY, I0IAITEPa ONWG AUTEG eEkPpAdovTal
OTIC QUEPIKAVIKEG KATEUBUVTNPIEG OJNYiEG, OTIG
onoieg ocuvioTdTtal n enepBaTikn Bepaneia pévo oe
acBeveic yeyahuTepng nNAIkiag. AcBEeveig e AiyoTe-
po évtova ocupntwpara (NYHA Il) eaiverar 6T gni-
ong weeAouvTal and Tnv enéppaocn, €xovrag enifio-
ON CUYKPIOIUN UE AQUTAV TOU YEVIKOU NANBucpoU. 2 &
QuTAV TNV KaTNyopia acBevwy €xel OUwG onpacia n
OlevEPYEIa KaPBIOavanveuoTIKAG KONwoNG yia Thv
QVTIKEIMEVIKN a§IOAGYNoN TnG AEITOUPYIKAG IKAVOTN-
Tag, KABWG Kal N eNapkNng OOKIKN TNG AnOTEAECUA-
TIKOTNTAG TNG QAPHAKEUTIKNG Bgpaneiag npiv tnv
anégaon yia dIevEpyela eNePPaTIKAG Bepaneiag.

EEaipeTikd onpavTikn €ival n amoAoyikn d1d-
yvwon TNG UNEPTPOPIag o€ acBeveiq Ye paivoTuno
UNEPTPOPIKAG HUokapdiondbeiag.! Tivetal TeAeu-
Taia NEPICCOTEPO AvTIANNTO OTI KAMOIOI ACHEVEIG
ndoxouv ané KAnolo anobncaupIcTIKG voonua (n.x.
véoog Fabry, apulogidwan) To onoio anaitei €181KA
Bepaneia. Paiveral 611 0 KAPSIAKOG PaAIVOTUNOG TNG
véoou Fabry dev eival Tdéco ondviog 6co niotela-
ME NaAQIOTEPA KAl avaPEPOVTal NEPINTWOEIC A0OE-
VWOV PE @aIvOTUNO UMNEPTPOPIKAG ANMOPPAKTIKAG
puokapdlondBeiag nou avakaAuntovtal akéua Kai
NEPIEYXEIPNTIKA, XdpN OTNV NApATNPENTIKOTNTA TOU
XEIPOUPYOU Mou BIEVEPYNCE TNV YUEKTOWNA.2

To pEN\OV yIa TOuG QCBEVEIG PE UNEPTPOPIKN
puokapdiondBeia Tov 210 aiwva Ba euxopacTav
va Jag napéxel Tn duvatotnta va kabuoTepoupe
TNV €EENIEN TNG vOoou. Mia YeENETN o€ diayovidiakd
novTiKia, oTa onoia xopnynBnke pavoAadivn, €0€IEE
avacToAn eEENIENG TNG UNEPTPOPIAg Kal TNG diacTo-
NIKAG duoAeiToupyiag, divovTdg pag Tnv duvaroTnta
va NICTEUOUE OTI N €UXN AUTA UNOPEI va Yivel JeA-
AovTikd npayuatkéTnTa.®
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Treatment of Hypertrophic Cardiomyopathy in 2017

Angelos G.Rigopoulos, Michel Noutsias

Mid-German Heart Center, Department of Internal Medicine IlI, Division of Cardiology, Angiology and
Intensive Medical Care, University Hospital Halle, Martin-Luther-University Halle, Germany

The modern management of hypertrophic cardiomyopathy (HCM) aims at relief of
symptoms and prevention of sudden cardiac death. The latter is based on the identi-
fication of clinical risk factors, now incorporated in the development of a risk score by
the European Society of Cardiology, which enables the identification of high risk pa-
tients, who should receive an ICD. The existence of left ventricular outflow obstruction
(LVOTO) is associated with symptomatic status and specific treatment options (surgical
myectomy, alcohol septal ablation/ASA) aim at the abolition of intraventricular gradient.
The interventional treatment (ASA) has become very popular during the last 20 years,
and has been proven effective and safe in various patient groups. Identification of HCM
phenocopies, i.e. Fabry’s disease, is the prerequisite for special treatment with already
established specific therapeutic regimens. Latest data on transgenic mice treated with
ranolazine give us the hope that delaying HCM phenotype development will be possible
in the future.

KEYWORDS: hypertrophic cardiomyopathy, treatment, alcohol septal ablation, sudden death,
ranolazine, ICD, Fabry’s disease
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