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NMVEUPOVIKN apTnpiakn unéptacon (MAY) eivar pia

ondvia, NPoodeUTIKA vOooG PE MOANANAN nabo-

@uololoyia, SUCKOAN AVTIUETWMION Kal MTwXNA npo-
yvwon. Xapaktnpi¢etal and cucTnUaTiKA AnwAEIQ AEITOUPYIK®V
ayyeiwv avTtiotTaong oToug NVEUUOVEG 0dNywvTag o€ augnon
MVEULIOVIKWV MECEWV KAl QVTIOTACEWV MOU NPOKAAEI OUCAEI-
Toupyia Oe&IAg Kolhiag kal TEAIKWG Bdvaro. H enintwon Kai o
emnoAacuog Tng MAY unoAoyiCovtal o€ 2.4—7.6 NepIOTATIKA/
EKATOPMUPIO/ETOG Kal 15—26 nePIOTATIKA/EKATOUUUPIO/ETOG
avTioToIxa o€ PYEYAAEG NANBUCUIOKEG MENETEG YE AOYO 2:1 yu-
VaIK@V:avOp®V."2 MeAETN TOUu HEYAAUTEPOU GUYXPOVOU UNTPW-
ou REVEAL katadeikvUel akoua PETpia npdyvwaon Pe enifiowon
o€ 1, 3, 5 ka1 7 €tn and 1o diayvwoTiKO Kabetnpiacuod ota 85%,
68%, 57% Kal 49%, avricToixa.?

2UpQwva Pe TNy TEAeUTaia KAIVIKN Tagivounon TnG NVeu-
povikng unéptaong,* n MAY ta&ivopeitar otnv Oudda 1 Kai
nepINauBAvel dIAPOPEG HOPPEG: 1010Nadn, KANPOVOUIKN AOYw
METAMGEewY oTo yovidio BMPR2 n dA\a yovidia, opeIAOpEVN
o€ PApPaKa N To&iveg, Kal OXeTICOPEVN UE VOONUATA TOU CUV-
OETIKOU 10TOU, Aoipwén HIV, nuAaia unéptaon, cuyyeveic kap-
dlondbeieg (2K) kal oxiotoowyuiaon. Ayyeioocuonacn, GAEYUO-
VN, avwUaAieg andéntwong, ano@PAKTIKN avadiauoppwaon Twv
MVEUUIOVIKWYV ayyeiwv kKal BpouBwon in situ €xouv evoxornoin-
Bei otnv naBo@uoiohoyia Tng MAY. Aidpopol diaBiBacTeg nai-
Zouv poAo otnv avdanTtuén Tng MAY Kai o1 TPEIG ONUAVTIKOTEPESG
naboyeveTikEG 0doi atnv MAY, Tng evdoBnAivng, Tou o&eidiou
TOU QdWTOU Kal TWV NPOCTavoEIdWV (EIKOvVa 1) EXOuv anoTeAE-
O€I AVTIKEIPEVO €PEUVAG MOU 00Nynoe o€ avAnTugn papUaKeU-
TIKWV OKEUAOUATWV.®
H eicaywyn Twv otoxeupévwy Bepansiwv otnv MNAY dAage

€K BABpwV TNV KAIVIKN QVTIUETWMION TWV ACOEVOV AUTWV BEA-
TIWVOVTAG CNPAVTIKA TNV NPpAyvwon kal odnynce otnv avdaykn
VEWV KAl CUVEXWG METABAAOUEVWY 0dNyIWV yia TNV didyvwaon,
QVTIMETWMION Kal napakoAouBnon acOevwv e MAY, kabwg Kal
OTO OXEDIACHO VEWV TUXAIOMNOINKEVWY UEAETWV UE vVEQ oTIBa-
pPOTEPA KATAANKTIKG onueia BvntdtnTag Kal voonpdTtntag otn
B€on Twv PETPNOEWY avoxng otnv kénwon. O1 NPWTEG KAIVIKEG
odnyieg otnv MAY dnuoocieutnkav 1o 2004 Kai enikaiponoinén-
kav 1o 200957 kal npéogata 1o 2015.8 Auth n avdluon napou-
olddel Tiq TeAeuTaieq EENIEEIG OTN BEPANEUTIKA AVTIMETWMION
Kal napakoAouBnon acBevwv ue MAY cuunepiAaupBavouévng
MIag Bpaxeiag avaQopdg o€ VEOTEPEG (QAPMAKEUTIKEG Kal
ENEPPATIKEG OTPATNYIKEG.

O1 npéoparteg odnyieq MAY® eicdyouv apkeTd JIAPOPETIKA
OTOIXEIQ OXETIKA PE TIG NPONYOUEVEG.

Opicpoi. H diacToAikn KAion nieong, n dia@opd peTa&gu di-
QACTOAIKAG MVEUPOVIKNG MIECNG KAl MVEUUOVIKAG NiEoNg evoen-
VWONG Kal Ol NVEUPOVIKEG ayyelakeG avTiotdoelg (MAA) Exouv
aVvTIKATAOTAGEI TN DIANVEUMIOVIKN KAion nieong oTta KpIthpia
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2YITENEIZ KAPAIOMNAGEIEZ

e e LOW RISK < 5% INTERMEDIATE RISK 5-10% HIGH RISK >10%
(estimated 1-year mortality)

Clinical signs of right heart failure Absent
Progression of symptoms No
Syncope No

WHO functional class Il

6MWD >440 m
Cardiopulmonary exercise testing Peak V0, >15 ml/min/kg
(>65% pred.)
VE/VICO, slope <36
NT-proBNP plasma levels BNP <50ng/I
NT-proBNP <300 ng/I
Imaging (echocardiography, CMR RA area <18 cm?
imaging) No pericardial effusion
Haemodynamics RAP <8 mmHg
Cl=2.5/min/m?
Sv0,>65%

Absent Present
Slow Rapid
Occasional syncope® Repeated syncope*
Il v
165-440 m <165m
Peak VO, Peak VO, <11 ml/min/kg
11-15 ml/min/kg (35-65% pred.) (<35% pred.)
VE/VCO, slope 36-44.9 VE/VCO, =245
BNP 50-300 ng/I BNP >300 ng/I
NT-proBNP 300-1400 ng/I NT-proBNP >1400 ng/I
RAarea 18-26 cm? RA area >26 cm?
No or minimal pericardial effusion Pericardial effusion
RAP 8-14 mmHg RAP >14 mmHg
C12.0-2.41/min/m? Cl<2.0 1/min/m?
Sv0, 60-65% Sv0, <60%

6MWD — andaraon Badioews 6 Aentwv; BNP — eykepalikd varpioupntikd nentiolo; Cl — kapdiakdg deiking; CMR — Kapdlakog payvnTikg auvioviaudg; NT-
ProBNP - N-TeAIKG npo-eyKe@aAIKG varploupntiKe nentiolo; pred. - mpoPAenduevng; RA — 0e€idg k6Anog; RAP — nigan de&iou koAnou; Sv02 — LIKTAG pAEPIKOG
Kopeauog oEuydvou; VE/VCO2 — avanveuanka 100dUvapo dio&eidiou Tou dvBpaka; VO2 — karavdAwan oEuydvou; WHO — lMaykdapiog Opyaviaudg Yyeiag.

aigoduvapuikoU opIoPoU TNG PETATPIXOEIDIKNG MVEU-
MOVIKAG UNEPTAoNG Nou cuvnBwg SNAWVEI apIoTEPN
kapdiakn voco. AlacToAIkn KAion nieong <7mmHg
pE MAA <Buovadeg Wood SNAWVEI UEPOVWUEVN [E-
TATPIXOEIDIKN MVEUUOVIKN UNEPTAcN VW SIACTOAIKN
kAion nieong >7mmHg pe MAA >3uovadeg Wood
OnAwvel cuvduacopévn MNPO Kal PETATPIXOEIDIKA
NVEUPOVIKA UnEPTacn.

Ztnv MNAY oxemnddpevn pe K and aplotepode-
€¢ dlapuyég (Mivakag 5), ol acbeveig diaxwpidovTal
o€ dlopBwaoIyoug Kal un avdioya Pe TNy aigoduva-
MIKA oUVENEla Tou ENNEIPUATOG, TNV KAioN nieong, TO
MEyeBOQ Kal TNV KaTeUBuvon TG dIaPuyNg, To Adyo
NVEUPOVIKAG NPOG CUCTNPATIKA Napoxn kai Tig MAA.

Alayvwon. H unegpnxokapdioypa®ikn noavo-
TnTa TG MAY g&aptdral 6xi1 pévo and Tnv TaxdTnta
TNG AVeENAPKEIQg TNG TPIYAWXIVAG aAAd eniong and
OUYKEKPIPEVA EMNAEOV OTOIXEIQ ONwG TO PEYEDOG
TG Oe&Idg kolhiag, Og&lol KOAMou, MVEUMOVIKAG
apTtnpiag kai KAatw KoiAng eAERag, enNéEdwon Tou
MECOKOIAIAKOU d1a@pdyuaTog Kal TaxuTnteg npdow
PONG Kal avendpKelag TNG NVEUPOVIKAG BaABidag.

EkTigynon kivduvou. H avTigeTwnion kal napa-
koAouBnon tng MAY unayopeleTal and TNV eKTiUN-
on KIvoUvou Toug énwg kataypdgetal otov lMivaka
1, 6rnou ol acBeveig oTIg vEEG odnyieg xwpilovTal o
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01 1peic KUpieg odoi atnv naBoyévean g MAY: a) 000¢ evooBnAivng (ET),
b) 006¢ viTpikoU o&eidiou kai ¢) 000G npoarakukAivng (PGI2). ERA - aviaywviorég
unodoxéwv evooBnAivng; ETA/ETB - undrunor unodoxéwv vooBnAivng A kai B;
SMCs - Aciec PUIKES iveg; cGMP - KUKAIKI povo@wagopikn youavoaivn (GMP); PDE-
5 - pwopodiearepdan tunou 5; PDE-5i - avagroAéag PDE-5; CAMP - KUKAIKI L10VOQ®-
0popIKi adevoaivn. AvanapaxBév e aoeia and rov kOOTN®

3 avri yia 2 katnyopieg. O1 acBeveic katnyopionol-
ouvTal CE Katnyopia xapnAou, PETPIOU N uywnAou
KivdUvou pe avrtiotoixa <5%, 5-10% kar >5% eKTI-
MOPEVN €TACIO OBVvNTOTNTA, XPNOIUOMNOINVTAG NPO-
YVWOTIKOUG NapdyovTeG Onwg CUUNT®UATa Kai on-
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peia, Aeiroupyikn Tagn katd WHO, andotaon Badi-
oewg 6 Aentwv (6BMWD) (>440m, 165-440m, <165m
avTioToixa), Jéyiotn katavdAwon o§uyovou (>15ml/
min/kg, 11-15ml/min/kg, <11ml/min/kg avTticToixa),
BlodeikTeg, aNEIKOVIOTIKOUG KAl  QIJOOUVAMIKOUG
Oeikteq. H em@dveia de€lol kdAnou <18cm?, 18-
26cm?, >26cm? avTioToIXxa €XEl QVTIKATACTACE! TNV
OUGTOAIKN PETAKIVNON TOU TPIYAWXIVIKOU OAKTUAIOU
(TAPSE) ota aneikovioTIKA KPITNPIA KAl O MPIKTOG
PAEBIKOG KOPEOPOG 0Euydvou Exel NPOCTEBEI oTa
aipoduvapika kpithpia. H pyévn anodekTti katnyo-
pia gival auth Tou xaunAou KIvOUVOU LE AEITOUPYI-
KN TAEN | N 1, oxedOv PUGCIOAOYIKO UEYEBOG Kal AEl-
ToupyIikOTnTa O€€IAG KOIAiag unepnxokapdioypadi-
Kd, aloduvauikd N JE PayvnTIKO CUVTOVICUO, KAAN
avoxn otnv Kénwon ye 6MWD>440m kai peyiotn
Kkatavddwon o&uyovou>15ml/kg/min Kai pucioAo-
YIKO vaTpioupnTiké nenTidio B TUnou. AnoTuxia BeA-
Tiwong oTnNv Katnyopia xapnAou KivOUvou npéEnel va
odnyei oe INAN N TPINAN cuvduacuévn Bepaneia i/
Kal npowBnon Tou acBevouq yia KOAMIKA diappay-
paTooTopia n peTaudoxeuon.

O¢paneia. Apéowg PeTA Tn BgpeAiwon Tng OI-
dayvwong Tng MAY o€ €1dIkd KEVTPO, 0 acBevig
NEENEI VA QVTIMETWMICETAI UE YEVIKA PETPA KAl Uno-
oTnpIKTIKN Bepaneia. O 6e&16g KaBeTnpIAcPOG Kal
n dokiyacia o&giag ayyelodpacTikdTNTAG €ival ana-
paiTNTOI NPIV TNV €vapEn PAPAPAKEUTIKNG aywyng.
O1 acBeveig pe ayyeiodpacTikOTNTA NPENEI va Aa-
Bdvouv avraywvioTEC UNOOOXEWV ACPRECTIOU EVW
ol acBeveiq xwpig ayyeiodpacTikOTNTa NPENEl va
AauBdvouv povo n cuvduacTIkn Bgpanegia and Tou
OTOMNATOG av €ival 0 KATNyopia XaunAoU N PETPIOU
Kivouvou (Té&n Il i 1), kal apxikn cuvduaoTikn Be-
pansia cupnepIAQUPBAVOUEVNG KAl ENONPOCTEVOANG
av gival o€ Katnyopia uwnAou Kivouvou (tagn IV). Ze
avtiBeon pe Tig odnyieg Tou 2009 nou cuvicToucav
O1ad0oxIKN cuvduaaoTIKn Bgpaneia yévo os avenap-
KN KAIVIKA andvtnon, ol odnyieg Tou 2015 cuvicTtouv
mlavn apxikh cuvduacTikh Bepaneia and Tou oT6-
paTog 181aiTEPA YE Ta BETIKG anoTEAEOUATA TNG JE-
AeTng AMBITION pe auBpiogvtdvn/Tadalagiin nou
oudnTouvTal NAPAKATW.

O avraywvioTng unodoxeéwv evooBnAivng (AYE)
oitagoevtdvn, napwv oTig odnyieg Tou 2009, €xel
aqaipeBdei otig odnyieg Tou 2015 perd and Tnv ano-
oupon Tou Aoyw nmiBavwv napevepyeiwv. Néol na-
PAYOVTEG NOU avagepovTal oTiG odnyieg Tou 2015
onwg o AYE paocitevtdvn, o SIGAUTOG aywVIoTAG TNG
YOUQVUAIKNAG KUKAGoNG riociguat kar o aywvioTng
Twv IP unodoxéwv selexipag eEeTdlovTal EKTEVWG
napakaTw.

516 // EAAHNIKH KAPAIOAOTIKH ENIOEQPHZH « ECE

Ta yevikd pétpa nepidayBdvouv gupoliacuoug yia
NVEULIOVIOKOKKO Kal ypiMnn, WUXOKOIVWVIKA Urno-
oTpIEn Kal xopriynon O, OTIG QEPOMOPIKEG NTH-
o€lg oe aoBeveiq oe Aeimoupyikn Tagn Il kai IV av
pa0,<60mmHg.° H kinon npénel va ano@edyetal
KaBwg oxeTideTal e aunpévo Kivouvo avendpkel-
ac 0g&ide kolhiag kar BavdTou, av Kal €éXouv ava-
PePOEi ENITUXEIG KUACEIG IE OWOTN PAPUAKEUTIKA
Bepaneia kal paleuTikn @povtida.® H doknon xw-
pic unepPOAIKN CwPATIKA KATandvnon CuvIoTATal
yia BeATiwon TNG QUOIKAG KATAoTAONG, KABWG EXEI
napatnenBei 6Tl cUpPPETOXN o€ nponovnTikd nEod-
ypauua BEATIOVEI TN AEITOUPYIKA KaTtdoTtacn, Tnv
avoxn otnv kénwaon Kal Tnv noidtnta {wNe autwv
TwV aoBevwv."! O1 xEIpoUpYIKES ENEYRACEIG NAPOU-
oldouv augnpévo kivduvo otnv MAY kal xpeldleTal
Id1aiTepn p€piyva, moavn eniokAnpidia avaicbnaia
KQl XEIPOUPYIKN oudda Je eunelpia o€ acBeveiq e
MAY.2

Ta unooTNPIKTIKG PETPA NEPIAaUBAvouV dloupnTiKA
o€ napoucia oIdNPATWV Kal onueinv degAg kap-
diakng avendpkeiag™ kai ocuvexn xopriynon O, av
pa0, eival otaBepd <60mmHg.* H diyo&ivn €xel
anodeixOei weENUN Bpaxuxpdvia® pe acaph pa-
KpoOxpovn gnidpacn. And Tou GTOPATOG AVTINNKTIKA
aywyn Pnopei va xopnynBei napd TIG AvTIKPOUOE-
VEG anodei&eig KaBwg Exouv avaPePBEei avwualieg
IvwdoAuong kal NnENG o€ MAY.® Avaiyia kai €NAel-
wn 01®NPOoU CUVUNAPXOUV OE NOANEG HOPPEG MAY
KAl NPOKAAOUV WEIwoN oTnvy avoxn otnv Konwon
kal meava otnv eniBiwon, eNopévwg avanAnpwon
OI0NPOU UMOPEI va XOPNYEITAlI OE CUYKEKPIPEVOUG
acBeveig” Avaotoleiq Tou peTaTpenTikoU €viU-
MOU, QVTaywVIOTEG UMOOOXEWV QAYYEIOTEVCIVNG-2,
B-avacToAeig kar IBapnpadivn dev €xouv EvOEIgn
ot [MAY ek16G av xopnyouvTal yia CUV-VOONPOTNTEG
(n.x. aptnpiakn unéptaon, otepaviaia vodoog, api-
oTeEPN Kapdiakn avendpKelq).

Metd Tn didyvwon tng MAY, ol acBeveiq npénel va
unoBdaAlovTal o€ alyodUVAUIKN JENETN IE DoKIUAcia
o&eiag ayyelodpacTIKOTNTAG WOoTE va eniBeRalwOei
n didyvwon, va anokAgioBolv dAAa aiTia Nveupovi-
KAG unéptaong 6nwg aploTepn kapdiakn vooog, Kal
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va evronioTolv ayyelodpaoTikoi acBeveic nou Ba
wWPEANBoUV and xpdvia Xopnynon aviaywvicTov
unodoxéwv aocBeotiou. H dokiyacia ayyeiodpa-
OTIKOTNTAG NpPEnel va dievepyeital pévov o€ 10IkA
KEVTPa PE IKavo aplBud acbevwv Kal guneipia Kai
evoeikvutal yovo oe MAY 181onabn, KANPovouIKA A
OQEINOPEVN OE QAPUAKA, EVW AVTEVOEIKVUTAI OTIG
AN\eg POPQEG nveUpoVIKNG unépTtaong.t Qg BeT-
KA anokpion, n onoia anavtdral pévo og 10% Twv
acBevwy, opideTal n Peiwon TNG PJEONG NVEUMOVI-
KAG nieong 210mmHg pe andéAutn Tipn <40 mmHg
Kal id10 N auénuévo kapdiakd deiktn. Elonveodue-
vo 0&gidio Tou adwTou 10-20 ppm n evOOQPAERIa
€MnonpooTeVOAN €ival Ol CUVICTWUEVOI NAPAYOVTEG
yla dokipacia ayyeliodpaoTikdTNTag, €ICnNveESUEVN
INonpdoTn kal adevocivn Yunopouv va XpnoIYomnol-
nBoUv evw Ol AVTAYWVIOTEG UNOJOXEWV ACRECTIOU
avtevoeikvuval.

EkTO0G and Tn Xxprion aviaywvioTWV UMOBSOXEWV
aofeoTiou o€ CUyKeKpIpévoug aoBeveiq pe MMAY,
TPEIG KUPIEG 080 €xOUV €EvoxonoinBei otnv nabo-

@uaolohoyia Tng MAY (eikéva 1): Tng evdoBnAivng,
Tou 0&gIdiou Tou adwTou Kal TG NPOCTAKUKAIVNG. H
€peuva otnv MAY éxel odnynoel oe eEENIEN EIBIKWY
OUCIWV MOU CTOXEUOUV KABE 030 Kal £XOUV BEATIW-
O€l ONUAVTIKA TNV QVTIMETWNION Kal Npdyvwon au-
TAG TnG vOoOoU.

YwnAég OO0EIG avTaywVIOTWV UNOBOXEWV AOBECTI-
OU CUVIOTWVTAI OoToug ondvioug acBeveig pe MAY
1610Nabn, KANPOVOUIKA 1 and GApuaKa Mou €XouV
aAnBn BTk andkpion oTn dokipacia ayyeiodpacTi-
kOTNTaG."® H vipedinivn kai cnaviétepa n apiodinivn
NPEOTINWVTAlI CE ACOEVEIG Pe OXETIKA Bpadukapdia
Kal n OIATIQJEUN OE QCOEVEIG PE OXETIKN TAXUKAP-
oia. Mapevépyeleg 6nwg undtacn Kar oidnua Twv
AKpwv €ival cuvNBwG o1 NEPIOPIOTIKOI NAPAYOVTEG
yla Tnv augnon Tng d00NG €V CUVICTATAI NAAPNG
€heyxoqg kal OeEI0G kaBeTnpIaopog 3-4pnveg PETA
Tnv €vapén Tng Oepanciag. O1 avraywvioTEG uno-
OOXEWV aoPBeCTiOU NPENEI va NAPAPEVOUV WG pévn
Bepaneia povo oe acBeveiq oe Aermoupyikn Tagn |

32 213 185 202 192 742

AcBeveig
@dppako Boogvidvn Boaogvidvn
Follow-up (priveg) 3 4
AimioAoyia
1510nadig 85% 70%
Autodvoan 15% 30%
IK
‘AMo
Nemoupyikn Tagn
]
mn 100% 91%
v 9%
KaraAnkTiké onpeio 6MWD 6MWD
AnoreAéopara
6MWD 176m 1 44m
Aipoduvapika Behrinon
KAviki emideivwon Meiwon Meiwon

Boogvidvn ApBpioevidvn ApBpiogvidvn Maarrevidvn
6 3 3 24
58% 63% 65% 56%
20% 29% 30% 30%
17% 8%

5% 8% 5% 4%
100% 30% 45% 52%

60% 52% 46%
10% 3% 2%
6MWD 6MWD 6MWD Bvnrétnia
Aipoduvapika Noonpémra*
1 19m 1 31-51m 1 32-59m 1 17-22m
BeAriwon ‘Ioia ‘Ioia Betiwon
Meiwon Meiwon Meiwon Meiwan

BREATHE - Bosentan Randomized Trial of Endothelin Antagonist THErapy; EARLY - Endothelin Antagonist in mildLY symptomatic pulmonary arterial
hypertension patients; ARIES - Ambrisentan in pulmonary arterial hypertension, Randomized, double-blind, placebo-controlled, multicenter, efficacy study;
SERAPHIN - Study with an Endothelin Receptor Antagonist in Pulmonary Arterial Hypertension to Improve cliNical outcome; Follow-up — napakoAouBnan;
XK — Xuyyeveic kapdiondBeieg; 6MWD — andaracn Badioewd 6 Aenrav; * - xpdvoc and mv apxikn Evapén Bepaneiag Ewg 10 npwro NEPIOTaTiKG auveETou
onyeiou Bavdrou, dla@payuaroaTouiac, LETaUGoXEuans NVEUUGVwY, Evapéng npoaravoeldwy, i enideivwang TMAY.
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N Il ye oxeddév QuUGCIONOYIKA aIOdUVAUIKA OTOIXEIQ
Kal avTevdeikvuvTal oe acOeveic xwpig BeTIkN and-
Kpioh N xwpi¢ nponynBeica dokipyacia ayyegiodpa-
OTIKOTNTAG AOYyw MiBavwyv coBapwv MAapeEVEPYEILV
onwg unétaon, cuykonn Kai 0g§id kapdiakn ave-
ndpkeia.!® AoBeveig ye avenapkn BeATiwon Pe ayw-
YA QvTaywvIoT®WV UNOdOXEwV acBECTiou NPENEl va
AapBdvouv emNPOCOETEG CTOXEUPEVEG Oegpaneieq
yia TAY, cuvnbwg Pe diakonn Twv avtaywvioTwv
UNodOXEWV AoBECTIOU.

O Mivakag 4 napoucidZel nEPIANMTIKA TIG TUXAIOMNOI-
NUEVEG UEANETEG PE NpooTavoeldn. To cuoThua TG
€vdoBnAivng eival evepyonoinuévo otnv MAY,2° av
Kal dev €ival capEG av autn n gvepyonoinon ano-
TeAei aimo n anotéheopa. H evdoBnAivn npokaAei
pEow Twv unodoxéwv ET, kal ET, ayyeioouonacn
Kal NoANanAaciacpo oTig Agieg MUIKEG iveg, ouona-
on, noAanAaciacpd Kai ivwon oToug IVOBAACTEG

Kal noAAanAaciacud, ayyeiodiactoAn (peow NO kail
PGI2) kal ayyelocuonacn (uEow Bpoupo&avng A2)
oT1o evdoBnAio. O1 AYE anoteAouv pia and Tig KUpI-
€G KATNYOPIEG OTOXEUPEVWVY Bepanegiwv yia MAY. O
Mivakag 2 napouaciddel nepIANATIKG TIG TUXAIONOIN-
MEVEG PEAETEG e AYE and Tou otéuarog.

H apBpioevtdvn gival and Tou otéuaTog €I0IKOG
aVTaywvIoTNG Twv unodoxéwv ET, nou BeATiwvel og
povoBepaneia cupnT®PaATa, avoxn otnvy Konwon,
QIPOSUVANIKA OTOIXEIQ KAl XPOVO WG TNV KAIVIKN €MI-
deivwon.? "Exel xapnAin nnatoto&kdTnTa alAd uyn-
AOTEPN CUXVOTNTA NEPIPEPIKWV OIDNUATWV.22 ApXI-
KN cuvduaaoTikn Bepaneia otn yeAétn AMBITION e
auppioevtdvn kair Tadaragiin oe 500 napBévouqg
acBeveig yia 1.5 €rog peiwoe 50% ToOV KivOUVO KAI-
VIKNG anoTuxiag opifduevo wg BAvarto, VoonAEieg,
npPéod0 TNG VOOOU Kal JN IKAvornoINTIKA JaKpoxpo-
via KAIVIKA avTanokpion CUYKTIPIKG PE povoBOepa-
neia ye apppioevravn kai Tadaia@iin EexwpioTd.?

H Booevtdvn, évag and Tou oTéUATOG AVTaywVi-
omG Twv ET, Kal Twv ET, unodoxéwv €xel eKTIUNOEI
O€E NOANEG TUXQIOMOINUEVEG JEAETEG o€ TAY 1810M0a-
On, autodvoon kal opeINOuevn o€ 2K nou €dei&av
OTI BEATIWOVEI TNV AVOXN OTNV KOMWON, TN AEITOUPYI-
KN TA&n, aigoduvapikn, SEIKTEG NXwKapPdIoypaPiag

405 66 443

AoBeveig 278
@dppako LIAdevagiin TadahagiAn
Follow-up (pnveg) 3 4

AmoAoyia

1d10naBri¢/KAnpovopikn 64% 60%

Autodvoon 30% 24%

Luyyeveig kapdlondBeieg 6% 1%

‘Alro 4%
Nerroupyikn 1GEn

1

] 36% 34%

n 61% 62%

v 3% 2%
KaraAnkTiké onpeio 6MWD 6MWD
AnoteAéopara

6MWD 1 45-50m 120-33m

Aipoduvapika L unnA, | NAA 1 uNMA, | NAA

AerroupyIki TGEn

NT-pro BNP

KAhivikii emideivwon Meiwaon Meiwon

Bapdevagiin Riociguat
3 3
63%
25%
8%
4%
3%
42%
53%
1%
6MWD 6MWD
1 69m 1 30m
Y L NAA
1
[}
Meiwon

SGC — diaAurri youavuikii kukAdan; SUPER - Sildenafil Use in Pulmonary artERial hypertension; PHIRST - Pulmonary Arterial Hypertenslon and
ReSponse to Tadalafil; EVALUATION - Efficacy and Safety of Vardenafil in the Treatment of Pulmonary Arterial Hypertension; PATENT - Pulmonary Arterial
hyperTENSsion Soluble Guanylate-Cyclase-Stimulator Trial; Follow-up — napakoAotBnon; 6MWD — andoracn Badioewg 6 Aenrav; ullMA— uéon nicon
NVEUWOVIKNAG apinpiac; MAA — nVeULIOVIKEG ayyelakéS aviiordaeic; NT-proBNP - N-TEAIKG npo-eyKEQAAIKO vatploupnTike nemidlo.
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kal Doppler kalr xpdvo wg KAIVIKA gnideivwon.?+2”
Hnatoto&gkdtnTa avdioyn Tng dGoNg €u@aviceral
o€ nocooTd nepinou 10% Kal avacTpEPETAl PE PEI-
won Tng ddong n diakonn.

H paocitevrdvn €ivar évag véog and Tou oToua-
TOG avraywviomg Twv ET, kai ET, unodoxéwv nou,
otn peAétn SERAPHIN, BeAtiwoe onpavTikd Tn vo-
onpoTNTa Kal BvntdtnTa WG 10 TEAOG ThG Bepanei-
ag, TNV avoxn otnv KONwon Kai Toug Bavdaroug Kai
voonAegieg Aoyw MAY oe 742 acbBeveig, T6o0 NnapOe-
voug 600 Kkal ndn oe Bepaneia.?® H yaoitevrdvn dev
€XElI ONPAVTIKN NNATOTOEIKATNTA OUTE AAANAENIOPA-
o€Ig e Bapeapivn, cIAdevapiAn, KETOKOVAZOAn n
KUKAoonopivn aAAG avaiuia pe aipgoodaipivn <8g/
dl éxer avapepBei €wg kal oe 4.3% acbevwv nou
AauBdvouv 10 mg nuepnoing.?

H napaywyn tou ayyeiodiactoréa NO and 1o ev-
000nAio unoAeineral otnv TMAY peiwvovTag Tn eni-
Opach Tou oTnv ayyelodIacTOAA Kal avaoToAA MoA-
AanAaciacpou Twv Agiwv yuikwv ivav. To NO dpa
pEow evepyonoinong TnG OIOAUTAG YOUAVUAIKNG
KUkAGong nou napdyel 1o deutepoyevn diapiBactn
KUKAIKA  ovVOQwopopIkh  youavooivn (cGMP).%
AywvIoTEG TNG OIOAUTAG YOUAVUAIKNG KUKAGONG Kal
avacToAeiq Tou evlUuou anodopnong Tou cGMP
Pwo@odiecTepdon TUNou 5 (PDE-5) npokaAouv ay-
YEI00IaCTOAN KAl avacoToAn NoAAanAaciacuou PEcw
TG 000U Tou NO o€ NEPIOXEG PE UYPNAA EKPPAcn
TOU €vZUpou 6nwg Ta Nveupovikd ayyeia.*® Kai ol
TpeIg avacToleiq PDE-5 apxikd xopnyoUpevol yia
oTUTIKN SucAeiToupyia, cIAdeva@iAn, TadaAapiin
kal Bapdevaiin, npokalolv onuavTikh ayyeiodia-
OTONA®! pE ENAPPEG N PETPIEG NAPEVEPYEIEG AOYW
auTng (oidnua, novokEpaiog, €Eayn, eniotagn). To
riociguat, dueECOg aywvioTAg TNG SIAAUTAG youavu-
NKAG KUKAdong au&dvel Tnv napaywyn cGMP kai
Tnv guaicBnoia ota xaunAd enineda tou NO.%2 O
Mivakag 3 napouciddel nEPIANMTIKA TIG TUXAIONOIN-
MEVEG MEAETEG TV aANO TOU OTOUATOG AVACTOAEWV
NG PWOPOBIECTEPACNG TUMOU 5 Kal aywvIoTWV TNG
OI0AUTAG YOUQVUAIKAG KUKAGONG.

H oiAdeva@iin €xel anodeixOei 6T BEATIOVEI TNV
avoxn oTtnv kONwon, Ta CUUNTWUATA Kal Ta alodu-
vapikd otoixeia otnv MAY 1600 wg YovoBepaneia®®
34600 Kal npooTiBéuevn o€ BooevtAvn® 1 enonpo-
oTEVOAN. 38

H tadala@ikn €xel euvoikn enidpaon otnv avo-

XN otV KONWon, CUUNT®PATA, AIJoOUVANIKA OTOI-
X€ia Kal Xpovo wg Tnv KAIVIKN emdeivwon oe 406
acBeveig pe MAY, 53% Twv onoiwv ntav ndn o€ Bo-
oevravn.¥

H Bapdevaiin BeATiwoe Tnv avoxn otnv KONw-
on, AIodUVAUIKA OTOIXEIQ Kal XPOVO WG TNV KAIVIKN
endeivwon o 66 napBévoug acBeveig e MAY.®

To riociguat oe 443 napbévoug Kal yn aoBe-
VeiG BeATiwoe avoxn otnv KONwon, aipoduvauika
oToIXeia, AeIToupyikn TAgn, varpioupnTikd NenTidlo
TUnou B, noidtnTa {wng Kalr Xpovo wg TNV KAIVIKA
endeivwon 1600 o€ MAY®* 6oo kal oe xpdvia Bpop-
BogpBoAIkn v6c0.4°

H enonpooTevoAn, pia CuvBETIKN NPOCTAKUKAIVN,
XOPNYEITal ye ouveEXN eVOOPAERIa €yxuon PECW PO-
VIJoU evOOQPAERIOU KaBeTNpa AOyw TnG PBpaxeiag
nuiZwng Tng 3-5 Aentwv. ‘Exel anodeixOei dpaoTikn
o€ 1510nabn*" 2 kar autodvoon® MAY BeATIHVOVTAG
CUMATWPATA, AVOXn oTnv KONwon, aioduUVApIKG
OTOIXEIQ Kal gniong peiwvovTag Bvntdétnta o€ 1810~
nadn MAY.* H enonpootevoAn PEIWCE TN GUVONIKA
OvntéTnTa Oxedov 70% o€ pera-avaiucn 3 Tuxal-
OMNOINPEVWY PENETWV,* gv@ €xouv KaTadeIxOei
Hakpoxpovia anoteAécpata o€ 1Blonadn MAY#
kai MAY ano okAnpddépua*® kar ZK.* H Bgpaneia
ME ENOMPOGCTEVOAN €XEI ONUAVTIKEG MAPEVEPYEIEG
OQEINOUEVEG OTO PAPUAKO (EEaywn, MOVOKEPAAOG,
d1dppoia, névol aTa dkpa) Kai Tnv 000 XopAynong
(duoAeiroupyia avthiag, TonikA @QAeyuovn, anod-
@pagn kKaBetpa, onyaipia). AndToun diakonn TNG
€YXUONG EMONPOCTEVOANG UMNOPEi va MPOKAAECEI
€Eapon NveupovIKNG unNépTaong Pe enIdEivwon Cu-
MNTWUATWV PEXPI Kal BdvaTo. ‘Exel eniong napaxOei
pia OgpuocTaBepn Pop@N EMONPOCTEVOANG MOU
Oev anaitei NayoKUOTEIG YIa va NAPApEivel Evepyn
8-12 peg.*®

H 1AonopdaoTn gival éva xnpikd otabepd avaio-
YO TNG NPOCTAKUKAIVNG Nou xopnyeital evOOPAERIQ,
anod Tou oTOPATOG N EICNVESNEVO 6-9 POPEG NUEPN-
olwg. Ze TuxalonoiNPEVN JEAETN N IAONPOOTN BEATI-
WOoE avoxn oTnv KONwon, cupntwuara, MNAA kal kA-
VIKA oupBAuaTa,*” ev® npooTiBéuevn o aywyn e
BooevTdvn augnce Tnv avoxn otnv kénwon.*® ‘Exel
Niyeg napevepyeleg Onwg novo otn yvdbo Kai e§a-
wn aAAd n xpnon Tng neplopi¢eTal and Tnv avaykn
NoAU CUXVNG XOpNyNong KABE 2-3 WPEG.

H tpenpooTividn €ival éva otabepd oe Ogppo-
Kpacia dwpatiou avdAoyo TnG €MonpocTEVOANG
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Rubin et al. Barst et al. | Badesch et al. Simmoneau | TRIUMPH-1
et al.
23 81 1M 203 470 235 349

AcdBeveig
Odppako EnonpootevoAn  EnonpootevoAn  EmonpootevoAn
Follow-up (prveg) 2 3 3
AitioAoyia

1510nadrig 100% 100%

Autodvoan 100%

IK

‘ANAo
Neiroupyikn 1GEn

] 9% 5%

n 65% 75% 78%
v 26% 25% 17%
KataAnkTiké onpgio Aipoduvapikda Aipoduvapikd 6MWD

AnoteAéopara
6MWD 1 45m 1 47m 194m
Aipoduvapika BeAtiwon BeAtiwon BeAtiwon
KAivikii emideivwon Meiwan Meiwaon ‘Ibia
1 emBinon

INonp6aotn Tpenpoomviln  TpenpooriviAn Tpenpoarvin
3 3 3 3
51% 58% 56% 74%
13% 19% 33% 18%

24% 7%
36% 1%
1% 34%
59% 82% 98% 66%
1% 7% 2%
11680 + 6MWD 6MWD 6MWD
1 6MWD
1 36m 1 16m 1 20m 123m
Berinon Betiwon
Meiwaon Meiwon ‘Iia ‘Ioia

AIR - Aerosolized lloprost Randomized; TRIUMPH - TReprostinil Sodium Inhalation Used in the Management of Pulmonary Arterial Hypertension;
FREEDOM-M - Oral Treprostinil as Monotherapy for the Treatment of Pulmonary Arterial Hypertension; Follow-up — napakoAouBnan; ZK — Zuyyeveic

KapdiondBeieg; 6MWD — andoraon Badioews 6 Aentav.

nou €xel JEAeTNBEi o xopnynon evOOoPAERIa, and
TOU OTOUATOG Kal unododpla and pikpd unodoplo Ka-
OeTNPa Kal MIKPO-avTAid. Z€ TUXAIONOINKEVN JEAETN,
N TPENPOCTIVIAN BEATIWOE avoxn otnv KONwon, ai-
HOdUVANIKA oToIXeia Kal cupntwuara o€ MAY, 101ai-
TEPQA OTOUG NAEOV ENNPEACEVOUG ACBEVEIG, eV O
névog OTO CNUEIO £€yxuong ATav N cUXvOTEPN NApPE-
VEPYEIQ Nou odnyouce o€ dIaKonn Kai aduvayia au-
&nong Tng Bepaneiag.*® Eionveduevn TpeNPOaTIVIAN
o€ acBeveig pe MAY ndn AapPdvovteg Booevtdvn
n oiAdevaiin €dei&e BeAtiwon oto 6MWD, varpr-
oupnTIKG NeNTiIOIO TUNou B kal eikTeg noidtnNTag
ZwNg.%° AUO GANEG UENETEG UE TPENPOOCTIVIAN And Tou
oTopaToq Oev £0€1EQV OTATIOTIKA ONUAVTIKEG dIAPOo-
P£G,%"52 evd n KUPIA UENETN ANOTEAECHATIKOTNTAG, N
FREEDOM-M (Oral Treprostinil as Monotherapy for
the Treatment of Pulmonary Arterial Hypertension),
OINAN TUPAN, TuxalonoiNPEVN UEAETN e placebo oe
349 napBevoug acBeveig pe MAY €0e1e BeATiwon
oto 6BMWD xwpi¢ onuavTikn enidpacn oTnv KAIVIKN
enideivwon.®

H Bepanpdotn, TO NPWTO XNUIKA oTaBepd ava-
AOYO TNG NPOCTAKUKAIVNG, BEATIWOE TNV avoxn oTtnv
Kénwon dlapkouca 3—6 PAVEG Xwpig algoduvapi-
KEG AANAYEG N HAKPOXPOVIO OPEANOG OE 2 TUXAIONOI-
NUEVEG ENETEG.S
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H Aoyikh yia Tn ouvduaoTiKn @apuakoBepansia
nnyddel and 1o yeyovog 6Tl dIapopPETIKA pApuaka
OpouV PECW OIAPOPETIKWYV 00wV Kal mavd ou-
VEPYIOTIKA, EMITPENOVTAG XOPNYNON XAPNAGTEPWV
06cewv. EninAéov, n TAY eivar coBapn ndbnon
ME NTwXN NPoyvwon Kal nibavd NpéEnel va avTiye-
Twni¢eTal Kar’avaAoyia Pe AMEG nabnoeig onwg
n KapdIaKN avendpKela Kal ol KAKoNBeIeg, drou n
ouvOUAOTIKA papuakoBepaneia anoTeAei Tn ocuvn-
On NPAKTIKA.

H peAétn BREATHE-2 cuvékpive 1o cuvduacuo
Booevtdvng Kai ENonpocTeVOANG PE PovN EMOnpPo-
oTevohn o€ 33 acBeveig Tagng llI/IV kai €6€iEe e-
YOAUTEPN peiwon MAA Xxwpig GTATIOTIKN CNUAVTIKO-
TNTA Kal PIkpn enidpaon oto 6MWD.% Ztnv STEP
(Safety and Pilot Efficacy Trial of Inhaled lloprost
in Combination with Bosentan for Evaluation in
Pulmonary Arterial Hypertension), npécBeon eI-
onveduevng INonpdoTng o 67 acBeveig ndn o€ PBo-
oevtavn BeAtiooe 6MWD, péon nveupovikh nieon,
AEITOUPYIKNA TAEN KAl XPOVO WG TNV KAIVIKA EMIOEiVw-
on.*® Ztnv PACES (Pulmonary Arterial Hypertension
Combination Study of Epoprostenol and Sildenafil),
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npéoBecon and Tou oTéuaTog cIANOEVAPIANG oE 267
aoBeveig pe MAY ndn oe evOoPAERIa ENONPOCTEVO-
An JE pn IkavonoinTikn andvtnon, BeAtiwoe 6MWD,
eniBiwon kal KAIVIKNA emdeivwon.5®

H ouvduaoTtikn Oepancia €xel PeAETNBOei o€
QPKETEG N TUXAIOMOINPEVEG PEANETEG WE IKAVOMOI-
NTIKN AOQAAEIQ KAl CUVEPYIOTIKN dpdon og dIdpo-
pPOUG cuvduacuoug OnNwg NpocBeon BooevTAVNG
o€ npooTavoeldn,®” oINdevapiAng o€ €lonveduevn
INonpdoTn,%® cIANdeva@iAng o€ TPENPOOTIVIAN® Kal
oINdevapiAng oe Booevtdvn.®® Meta-avalUuoelg Tu-
XAIONOINPEVWY HEAETWV €0€1§av BeATiwon avoxng
oTnV KONWOoN, CUPNTWUATWV KAl AlJOOUVAMNIKWY
OTOIXEiWV e cuvduUaoTIKN Bgpanegia ard avTikpou-
Oueva KAIVIKA o@EAN n.x peiwpévo® 82 A avalloi-
wT0® Kivduvo KAIVIKNG gnideivwong. H npdopatn
peAETN AMBITION €06€1&e 6T apxIkdG cuvduaopog
ue Tadaiagiin kal auBpioevtdvn oe 500 napBEvoug
acBeveig pe MAY peiwoe 50% T1a cupBduata kAivi-
KNG anoTuxiag (Bdvarol, voonAeieg, npdodog MAY,
MN IKavonoIinTIKA KAIVIKA KATAoTaon) OXETIKA JE
povoBepaneia TadaAagiAng h auBpioevtdvng Kai
BeATiwoe avoxn otnv KONWGoN, VATPIOUPNTIKO NEMTi-
O10 TUNou B kai mBavaTnTta IKavonoiNTIKAG KAIVIKAG
avtanokpiong.z

H cuvduaoTikn Bepaneia pnopei va eival €§’ap-
XNG A OIadOXIKN CE MEPINTWON [N IKAVOMOINTIKAG
avranékpiong otnv apxikn Bgpancia. Mpdoeara,
€&’ apxng cuvduacTiKh Bepaneia PYe eENONPOCTEVOAN
Kal Booevtdavn o€ 23 napBévoug acBeveiq ue MAY®
Kal €§’apxng TpINAN Bepaneia oe acOeveig pe TAgn
Il kar IV MAY® anodeixbnkav WQENPES OE PIKPEG
OPXIKEG PENETEG. XTI NpOoPaTeEG odnyieg Tng MAY
undpxouv €I0IKEG cuoTdoElg yia €8’ apxng n diado-
XIKN cuvduacoTiKn Bgpaneia avdhoya Pe Tn AEITOUp-
YIKN TEEN, evid N ouvdUAOTIKA Bepaneia €xel yivel
ouvNBNG NPAKTIKN o€ NOAAG kévtpa MAY napd Tnv
avdykn NEPAITEPW EPEUVAG IE TUXAIOMNOINUEVEG JE-
NETEG.

AIAQOpPEG VEEG OUCIEG PE ayyeIODIAoTAATIKA aAG
Kal  avTinoAaNAQoIaoTIKN KAl avadiapop@TIKA
Opdon €Xouv eKTIUNOEI 0 NPOKAIVIKEG KAl KAIVIKEG
HeENETEG oTnv TAY.

To Selexipag €ival and Tou GTOPATOC AYWVIOTAG
Tou unodoxéa IP Tng npootayAavdivng pe xpdvo
nuIZwNng 8 WPEG Kal UPnNAGTEPN €I0IKOTNTA aNd Ta
AAAQ NPOCTAVOEIDN, YEYOVOG NOU ENITPENEI XOPNyN-
on o€ UPNAOTEPEG OGOEIG. MPOKATAPKTIKA ANOTEAE-
opaTa TNG TUXAIoNoINPEVNG KAIVIKAG HEAETNG pAoNG
Il GRIPHON (prostacyclin [PGI2] Receptor agonlst

in Pulmonary arterial HypertensiON) ce 1156 acfe-
veiq oe 4.3 €1n, €dei§av 40% peiwon BvntoTNTag
Kal voonpoTtnTag Pe 1o selexipag o€ acBeveig 1600
napBevoug 600 kal oe aywyn pe AYE n avacTtoAeiq
PDE-5. To @dpuako €ival o d1adikacia €yKpIong
yia Bgpaneia MAY and 1iI¢ AuepIkavIKEG Kal Eupw-
NaikEG apxeg.

AvaoToAeig kivdong Tng Tupoaoivng. H ipaTivipnn
€ivar avacToAéag Kivdong TG TUPOGivNG TOU unodo-
x€a PDGF kai ennpeddel Tn SUCAEITOUpYia Kal MOA-
AanAaciacpd evOoONAIGKWY KUTTAPWY Kal TN JETA-
vAoTEUON TWV A€iwv YUKWV Ivav. ‘Exel eykpIOei yia
Oepaneia noAManAwv kakonBeiwv. H Tuxaionoinué-
vn KAIVIKA peAéTn IMPRES (IMatinib in Pulmonary
arterial hypertension, a Randomized Efficacy Study)
e&€raoe Tnv €nidpacn TNG IHATIVIUNNG o€ acBeveiq
ue MAY, cupntwuaTikoug os >2 Bgpaneieg MAY kai
MAA >800 dynese®sececm?® kal, Jetd and 6 pnveg,
€0e1&e BeAtiwon 6MWD kai MAA xwpig diapopd otn
AEITOUPYIKNA TAEN, XpOVO WG TNV KAIVIKA €nidgivwaon
Kal BvnTdTNTA, UE ONPAVTIKEG OPWG NAPEVEPYEIEG.®
O Aoyoc wPpEAelag/KivoUuvou dev BewpeiTal aveKTOG
yla va enITpanei n xpnon Tng 1yativipnng otnv MAY
oTnv napouca ¢gdcon. H vikoTivipnn €ivar évag and
TOU OTOPATOG AVACTOAEQG KIVAONG TNG TUPOGIVNG
VvEaQG yevedq pe 20-50 QopEG UWNAOTEPN avaCTAA-
TIKA dpdon and TNV IPJATIVIPNN Nou €xel Adn Xpnaol-
ponoinBei oe KakoNnBeleg Kal ival otn diadikaacia
Tuxaionoinuévng PeEAETNG otnv MAY.

AvaoroAeic tn¢ Rho-kivaong. H 000G 1ng
Rho-A/Rho-kivdong emdpd otov noAAanAaciacuo,
anénTwon, KIVNTIKOTNTA, JETAVAGCTEUCN, (AEYMO-
v Kal ayyeioocuonacn PECw €vepyonoinong and
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O1dpopeG oucieg eunAekdpeveg otnv MAY o6nwg
evdoBnAivn-1, BpopBo&avn-A2 kal ogpoTtovivn, Kal
naicel onpavtiké péAo otnv naboyéveon tng MAY.
H @acoudiin, évag 1oxupdg avacTtoAéag Tng Rho-
KIvdong nou €xel enidpacn o€ NEIPAUATIKA JOVTEAD
MAY oe apoupaioug, €xel o&gia ayyelodIaoTAATIKN
Opdon oe acBeveig pe coPapn MAY un avranokpl-
vopevn o€ cupBaTiki Bepaneia.’® KAIVIKEQ HENETEG
unodeIKvUouV OTI N PAcoudiAn PEIWVEI TIG NMVEUUO-
VIKEG NIECEIG KAl AVTIOTACEIG OE JIAPOPES HOPPEG
MAY.*” O véog avacToAég Tng rho-Kivdong Pe uyn-
A e181koTNTa adaivOOAn-1 €xel enidpaon otnv MAY
andé unoé&ia kal povokpoTahivn o€ apoupaioug Kal
MNOpPEi va anoTeAEoEl pia UNooxOUEVN ouaia yia Tn
Bepaneia Tng MAY oT1o PEAMOV.%

To ayyelodpacTiKG eVIEPIKO NeNTiOIo, €va VEU-
POMENTIOIO TNG UMEPOIKOYEVEIAG EKKPIONG TOU Ma-
pdyovta aneAeuBEépwong YAUKAYOVIKNG Au&nTIKNG
opudvNG, €XEl oNPAVTIKA AyyeIOdIAoTAATIKA, avTI-
NoAAaNAaoIacTIKA Kal avTIQAEYpovwdn dpdon. ‘Exel
QAVE(I OE PIKPEG PENETEG OTI BEATIWVEI AvVOXh oThv
KONWon Kal alyoduvapikd oToixeia Tdéoo 0§Ewg 600
Kal o€ XxopNynon 3 PNvwv Xwpig cnPAvTIKEG NAPE-
VEpYeIES,® av Kal n yakpoxpdvia xprion Tou o€ MAY
Dev €xel DIEUKPIVIOTEL™®

Metaudoxeuon apxeyovwv evooOnAIaKwWY KUT-
Tdpwv. H evdoBnAhiakn ducAeiToupyia naidel onpa-
VTIKO pOAo otnv naBoguaoiohoyia Tng MAY. Ta ap-
xéyova evOoBNAIOKA KUTTAPA, €XOVTAG HEPIKOUG
KUTTapIKoUG €vO0BNAIakoUg JEIKTEG Kal PETAPPO-
OTIKOUG NapdyovTeG Tou wplhou evooBnAiou, uno-
pouv va KukAo@opouv, va noAAanAiaciddovral Kai
va dlagopornolouvTal o€ wplha evooBnAiakd KUTTa-
pa kai va Aaupdvouv YEPOG O€ VEOQYYEIWON Kal VE-
oevdoBnAionoinon. e pia PIKPN JEAETN o€ 1I510Nabn
MAY, €yxuon auTOAOYWV apXEYOVWV EVOOBNAIAKWY
KUTTApwV BEATIWoE avoxn oTnv KONwon Kal aigo-
duvapikoug OeikTeg PETA and 12 €BOOUAdES XwPIg
onpavTikég napevépyeleg.” H Tpéxouca KAIVIKN pE-
Aétn @dong |, PHACeT (Pulmonary Hypertension
Assessment of Cell Therapy) ueAetd otnv napouoca
@don Tnv avoxn, ac@dAela kal enidpacn Twv au-
TOAOYWV apPXEYOVWY €VOOBNAIGKWY KUTTAPWV NPo-
YPOUUATIOPEVWY VA UMEPEKKPIVOUV TN ouvBeTdon
Tou evdoBnAiakou NO oTtnv MAY.

Aiadepuikn Alappayuarootouia pe MnaAdvi. H on-
MIoupyia PECOKOAMIKAG EMIKOIVWVIOG OE ACBEVEIQ
ME avendpkela BeEIAG koINiag enmPENEl ano@opTIon
g 6€1dg kapdidg, au&dvovtag To NPoPOPTIO TNG
aploTepng kapdIAg Kal TNV KapdIiakn Napoxn Pe ko-
OTOG TNV KUAvwon ASyw Tng de§loapioTepng dlapu-
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YAG oTo KOAMIKG €ninedo, ‘Exel xpnoipyonoinBei wg
YEQUPA NPOG PETAPOOXEUCN AANd cuvodeUeTal and
onpavtikn BvntéTnTa AdYyW TNG KPIoIUNG KaTtdoTaong
TWV UnownQiwv acBevwv Kal Tou Kivduvou dIdTpn-
oNgG Tou aopTikoU h KapdiakoU TOIXWUATOG KATA TNV
napadoociakn dIATPNoN Tou PECOKOAMIKOU e BEAS-
va,’”? wg €K ToUToU NPEnEl va dievepyeiTal ydvo oe
€101KG KEVTPA. AIAPOPES NEIPAUATIKESG EWG TWPA TE-
XVIKEG JE DIdTPNon Ye pelpa padloocuxvoTntag, did-
TAON AIXPNPWVY UNAAOVIWV h TONoBETNON VAPONKWY
€V €idEl NETAAOUDAG OTO UECOKOAMIKG didppayua
und evookapdIakn NXwKapdloypaPia €XoUV CUOXE-
TIOTEl JE XAPNASTEPN BvNTETNTA KAl EMINAOKEG.™ Eni-
BeBaiwon Twv gupnudTwy autwv niBavd va odnyn-
o€l og npoondBeia diagpayuaTooTopiag vwpitepa
an’éTl oTIC NPONYOUPEVEG OUOTACEIG. Mpwiyog dia-
OOXIKOG ouvdUaopdg dIaPEAYUATOoTOUIAG PE Una-
AOVI kal oTOXEUUEVNG Bepaneiag yia MAY eixe peya-
AUTEPO OPENOG OTN pakpoxpdvia eniBiwon and Tnv
anAn dIaQPAyUaTooTodia PE HOVOo 2% OXeTICOUEVN
JE TNV enéuBacn BvntdTnTa.™ Znv napouoa gdon n
dla@paypatooToyia ue unalévi npénel va eEetddeTal
o€ aoBeveiq pe Oegid kapdiakn avendpkeia un Bei-
TIOUJEVN PE QPAPPOKEUTIKN Bepaneia, PUe avenapkn
KAIVIKN BEATIWON OE PEYICTONOINPEVN GAPUAKEUTIKN
Bepaneia n o NioTa yia YETAUOCXEUCN, EVW NPENEI
va anogelyetal oe acBeveig TENIKOU oTadiou pe
pé€on nieon de&lou kdAnou >20 mmHg Kal kopeouo
O, o€ npepia <85% ot aTHOCPAIPIKG AEPQ.

Aiadepukn Anovelpwon [lveuuovikng ApTnpi-
ag. H didtaon Tou OTEAEXOUG TNG MVEUMOVIKAG ap-
Tnpiag N Twv KAAdwv Tng MBavwg naidel pdAo otnv
MAY péow evepyonoinong TaceoUNOdOXEwV OTOV
dIXxacpdé n Kovtd oe autov. MNpdoeara, n NPWTN
oe avBpwnoug peAetn PADN-1 (Pulmonary Artery
DeNervation for treatment of pulmonary arterial
hypertension) e&étace Tnv enidpacn TNG NVeUPoVI-
KAG anoveupwong oTo JIXAoPO TOU OTEAEXOUG Kal
OTIG EKQUOEIG TwV KAGOWV PE Tn Xpnon kabethpa
KatdAuong e peupa padloouxvotntag kal €0€IEE
BeAtiwon oto MWD Kal o€ QIJOSUVAUIKEG KAl NXW-
KapJIoYPAPIKEG NAPANETPOUG.” XpelddovTal nepal-
TEPW PEYANEG NONUKEVTPIKEG HENETEG YIQ MAAPN EKTI-
MNON QUTWV TWV NAPATNPNCEWY Kal JIEUKPIVION TNG
niBavng xpnong Tng ueBGdou otnv MAY.™

H ©epaneia Kapdiakou Enavacuyxpoviouou
pnopei va weehnoel acbeveiq pe MAY kal dIaKoIA-
aKO UNXavikd dUCCUYXPOVIOUO, Onweg €xel OEIXOEl
O€ PIKPNA PHEAETN 6nou BnpaToddTNCN ToU EAEUBEPOU
ToIXwuaTtog TG Oe€Idg KoINiag BeATiwoe Tnv kap-
OIaKA CUCTOAIKN AgIToupyia oe coapn NVEUUOVIKA
unéptaon Aoyw xpdviag BpouBoguBoAIKiG vdoou.”

H eEwowparikn kukAo@opia Pnopei va xpelaoTel
o€ o&eia Oe&1d kapdiakn avendpkela kal Kapdloyevh
katanAn&ia N wg yépupa npog peraudoxeucn. Mno-
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PEi va EpapuooTEi HEGW NOAANAWY 00wV, CUVNBWG
o€ dlacwANVwUEVOUG aoBeveic, aA\d vedTepEG Te-
XVIKEG EMITPENOUV TN XPNON TNG OE CUYKEKPIPEVOUG
nepINATNTIKOUG aoBeveig.”™

Av Kai n npoyvwon otn MAY €xel onuavTika BEATIw-
O¢€i PE TIG OTOXEUUEVEG BEPANEIEg, N PAKPOXPOVIa
€KPBaon €ival EM@UAAKTIKA KAl N JETAPOOXEUCN Ma-
PAUEVEl pIa emAoyn o€ acBeveiq TEAIKOU oTadiou
pE avenapkn avranokpion. H emBiwon perd anod
perapdoxeuon yia MAY eival 52-75% ota 5 €Tn kai
45-66% ota 10 €Tn"*®' pe anodekm noidTnTa {WNAG.
H napanopnni yia YeTaudoxeucn NPENEl va GUVU-
noAoyidel TNy avenapkn avranokpion N KakEG npo-
YVWOTIKEG KATNYOPIiEG Onwg autodvoon [MAY nou
XPEIAZeTAl NPWIPOTEPN NAPAMNOUMNA KAl MVEUPOVIKN
PAEBOANOPPAKTIKN VOOOG KAl MVEUPOVIKN TPIXOEI-
OIKN aIPayYEIWUATWOoN Nou NPENEI va NAPANEUNo-
vTal auéowg PeTd T didyvwon. O1 NEPICCOTEPOI
acBeveic unoBArlovTal o AUPOTEPONAEUPN PETO-
MOOXEUCN NVEUPOVWY, EVW) JETAPOOXEUON KapPdIAG-
NVEUPOVWVY XPEIAETAlI OE NEPINTWOEIG MUE AVEMQ-
vOpBwTn cucoToAIkn ducAermoupyia S€EIAG KOIAIAG
n/kar S1a0TONIKN QUCAEITOUPYIa apIoTEPNG KOIAIOG,
EVW PETAPOOXEUON NVEUPOVWY PE D10pBwon Kap-
OIaKWV EMNEINPATWV PINOPEI va YivEl GE AOBEVEIG pe
ouvdpopo Eisenmenger.®

O Nivakag 5 nepiypdper Tnv npdoearn kAIvikn Tagl-
vounon tng MAY nou ogeidetal og K. MAY anavtd-
Ta1 oe 5-10% evnAikwv acBevwv pe XK. MNaparera-
pEVN augnon NVEUPOVIKNG NAPOoXNG AOyw S1apuywv
and TN CUCTNPATIKA OTNV NVEUPOVIKN KUKAOQOpIa
Kal augnon TNG MVEUPOVIKNG MiEong JNopei va
odnynaoel o€ ATUNN NMVEUPOVIKA anoppPakTIKN apTn-
piondBeia avdioyn pe Tnv 161onabn MAY nou npo-
KaAei avgnon Twv MNAA. Avaotpopn Tng dIapuyng
Kal kudvwon gugavicerar otav ol NAA ungpBaivouv
TIG CUCTNPATIKEG (oUvSpopo Eisenmenger). To ouv-
dpopo Eisenmenger anoteAei pia NOAUGUCTNPATIKA
vOOO MOU XApaKTNpiZeTal and Kudvwon Kal OguTE-
ponabn epuBpokuTTApwaon, NOAU HEIWUEVN avoxn
otnv  koOnwon, BOpopPokuttaponevia, aiuénTuon,
ayyeiokd eyKEPONIKA €neicodiq, anooTNUATA EYKE-
@dhou, diatapaxeg nnEewg, aipvidio Bdvaro. To
nNPocdOKIYOo eNIBiwong €ival PEIWPEVO AANd onpavT-
KA UPNAOTEPO anod ANEG pop@eEg MAY, pbdvovrtag

€wg 30, 40 kal pepikég @opég 70 €tn. H xeipdtepn
npdyvwon, avtiotoixn pe Tnv 1Idionadn MAY, napartn-
peital oe acBeveiq pe MAY perd and divpbwon ZK
N UE PIKPG/oupnTwpaTikG eAMeippaTa. H kaAdTepn
npodyvwon niavov ogeiletal oto 611 N de&IA KoIAia
NApPaPEVEl UNEPTPOPIKA PE dlaTnpNEvn AEIToupyia
XwpIg avadiapdéppwaon PETA TN yévvnon Kabweg Kal
otn duvardTtnta nou Tng SiveTal va XPNOILONOIET TN
oe€loapioTepn diaguyn yia va ano@opTideTal diatn-
PWVTAG TNV KAPSIAKA NAPOXN.

O1 acBeveig pe MAY and K npénel va napako-
AouBouvtal o€ €I0IKG KEVTPA HE 1DIaITEPN NPOCOXN
OTNV NEPINTWoN AcBEVEIWY, PN-KAPDIAKWY EYXEIPN-
OEWV, YEVIKAG avaicOnoiag Kal JEyAAOU UYOUETPOU.
H évrovn doknon BAANTEl MG n ehagpd doknon
eival w@éNiun. H kdnon npénel va ano@euyeTal
ASyw Tou NOAU uwnAoU KIvOUVoU yia TN PUNTEPQA Kal
TO €uPBpuo kal cuvioTdTtal avTicUANnyn. Xpelddetal
€nIBETIKA avTikatdoTacn oIdNPoU, VW APAIPAEEIG
ME TaAUTOXPOVN ICOOYKAIUIKA avanAnpwon €evoei-
KvuvTal Jévo OE CUUNTWPATA Kal onpeia ungpyAol-
41nNTag, ouvNBwWG o€ alyaTokpitn >65%. Avtinngia
andé Tou oTéuaTog PUNopEei va xopnynBei oe anouacia
aipénTuong Kal cupnTwuaTtikh o§uyovoBepaneia ou-
vioTdTtal av NPoKaAei otaBepn avénon apTtnpiakou
kopeopou.t H didpBwon avtevdeikvuTal o€ cUVOPO-
po Eisenmenger kai og MAY ue PIKPEG OlAPUYEG.
€ Kupiwg aploTepodedIEC OlIAPUYES, XEIPOUPYIKN
n enepBamkn didpBwon gvdeikvutal av ol MAA/enI-
@dveia owpatog eival <4 povadeg Wood kal avrev-
Oeikvutal av ol NMAA/enipdvelia cwuatog eivar >8
povadeg Wood, evy acBeveig Pe TIEG HETAEU 4 Kal
8 povadeg Wood npénel va aglohoyouvTal atouikd.®

H @apuakeuTikn Bepaneia BaocideTal Kupiwg o€
YVWUEG EI0IKWV Kal akOAOUBEI Tn oTpatnyikn dAAwv
popowv MAY. H xpnon avtaywvioTwv acBecTiou €i-
val enikivduvn kal Npénel va ano@euyeTal 0 aoe-
veiq pe olvdpouo Eisenmenger aAd OTOXEUPEVEG
Bepaneieg kal and TIG TPEIG AANeG NnaBouaoioloyi-
K€G 000Ug Tng MAY éxouv xpnoiyonomndei. H Bo-
O€EVTAVN AnoTEAEI TO HOVO E10IKO PAPAKO MOU €XEI
e€etaoTei oe TuxalonoiNuévn PENETN OE ACOEVEIG e
ouvdpopo Eisenmenger kal napouciace Bpaxu Kal
Makpoxpovia BeATiwon oe avoxn oTnv KONwon Kai
MAA xwpig gnidpacn otn BvntdTNTa.?? H appploe-
vTavn® kai oI avaoToleiq Tou PDE-5 oIAdevapiin®
Kal TadaAa@iAn® €xouv xpNaoIUonoINBEl HE WPENUN
€nidpaon, evw n enonpoocTtevoAn BeATIWVE! alpodu-
vauika oToixeia kar avoxn otnv kénwon o€ oUvdpo-
po Eisenmenger.* ZuvduaoTikn Bepaneia €xel xpn-
olgonoinBei ye Tnv idia AoyikA énwg otnv 1810nadn
MAY,®aA\d n xopriynon Bepaneiag oe MAY ané ZK
WoTe va eniteuxBolv Ta anapaitnTa KPITApIa yia di-
6pbwon ZK eival au@iAeydpevn Kal Oev cuvioTdTal
€ni Tou NapoVTOoG.
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2YTTENER. KAPAIONABGEIE>

1. ZYNAPOMO EISENMENGER

MeydAa kapdiaka eNeippara e apxikd dlaguyn and GuoTNATIKA NPOC NVEULOVIKA
Kukhogopia, npoodeuTikni avgnan MAA kai avaotpogn (Mveupovikn npog
ouoTnpaiki) aueidpopn dlaguyn Kal Kudvwon

2. NAY ME ENMIKPATOYZA LYXTHMATIKH NPOX NMNEYMONIKH AIA®YTH

* AiopBwoipeg

© Mn 610pBwOINES
Mérpia npog peyda eNeippara, eEhappd npog pérpia augnaon MAA, Kupiwg
GUOTNPATIKA NPOG NVEUROVIKNA A1aQUYN XPI§ KUAVWON o€ npepia

3. MAY ME MIKPA/ZYMNTQMATIKA EAAEIMMATA

YoBapn at&nan MAA napouaia PIKpOV kapdiakov eENelppdTav (VSD <1cm Kai
ASD <2cm nxwkapdioypagikd o€ evANKEG), un uBuvopeva yia Tov Badpd g
av&nang Twv MAA. H KAVIKN €lkdva opolGZel noAU Ty 161onabn MAY. ZOykAEion Tov
eNelppdrov avievdeikvural

META
MNAY perd and di6pbwon K €ite napapévouca apéowe perd m 616pBwan h
avantBoodpevn PAvES i xpdvia apyotepa Xwpi§ onpaviikeS unoAeindpeveg BAGRES

TAY — nveupoviki apinpiani unépraan; MAA— NVEULIOVIKEG ayyEIakES avniatdoglg; VSD —
peaokoMakd éMelppa; ASD — peaokoAnikd EMelupa; XK — auyyeveic kapdiondBeleg.

H autodvoon MAY anavtdral Kupiwg o€ Yuvaikeg
Kal €xel XeIPOTEPN NPdyvwon and tnv 181onabn kai
kAnpovopikn TAY. Bgpaneia pe and Tou oTOPATOG
Booevtdvn, pacitevrdvn, cIAdevagiln, riociguat kai
unoddpia TPENPOOTIVIAN €XEl AnOJEIXTEI WPEAIUN
O€ UETA-aVAAUCN TWV TUXAIOMNOINUEVWY UEAETWV.8
O¢epaneia Pe enonpooTevoAn BeATIwWoE avoxn otnv
KONWon, CUMNTWUATA KAl aldodUVAIKA OTOIXEIa OE
3unvn Tuxaionoinuévn PENETN* aANd UE HIKPOTEPN
enidpaon otnv eniBiwon and tnv 1Idionadn MAY, ni-
Bavd oPeINOUEVN OTIG CUV-VOONPAOTNTEG.

AoBeveig pe MNAY npénel va napakoAouBouvTal oTe-
vd KABe 3-6 uriveg Onwg eniong Kal o€ KABE KAIVIKNA
emdeivwon N dAAn vOoO HOTE va NAPAPEVOUV OTNV
kartnyopia xapnAou Kivduvou (IMivakag 1) n va odn-
youvTtal o kKANydkwon Tng Bepaneiag.t H exTiunon
npénel va nepIAapPBAavel KaBOPIoPO AEITOUPYIKNG
TAENg, avoxng otnv KONwon €vaAlG§ Pe unopeyi-
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oTtn ekTiynon ye 6MWD kal peyioTn ekTiunon pe
KapdI0avanveUoTIKA KONWON, Kal AEITOUPYIKOTNTAG
Oe&I4G KoIAiag nxwKapdloypadikd N pe pETpnon
varploupntikoU nenmdiou TUnou B. HAekTpokapdio-
ypapnuata kai neplodikoi éAeyxol Holter npénel va
OlevepyoUvTal yiIa AnOKAEICUO CNUAVTIKWY appuBuI-
WV, EVW) EPYACTNPIAKOG EAEYXOG UE NAEKTPOAUTEG,
VEPPIKN AEITOUPYIa KAl NNATIKEG DOKIPACIEG OTOUG
aoBeveig oe AYE eival anapaitnTtog.

O1 acBeveig npénel ndon Bucia va Bpiokovral
oTnv Katnyopia xapnAou Kivouvou (Mivakag 1) pe
Aermoupyikn 1é&n | i 1l, uciohoyIko 1 oxeddv puol-
oAoyIKO pEyEBOG kal AeiroupyikoTnTa OeEIAG KOIAIAG
ME NxwKapdloypagia n pgayvntikd CUVTOVIOPO, Pu-
OIOAOYIKA aIpoduVauIKA oToixeia OeEIAG koINiag e
nieon de§lo0U kOGANou <8mmHg kal kKapdiako deikTn
>2.5L/min/m?2, BMWD >440m, péyiotn katavaiwon
o&uyoévou >15ml/kg/min, kal pucioAoyikd vaTpiou-
pnTIkd nenTidlo TUnou B. Tétola katdotaon cuvnh-
Bwg oxeTieTal e KAAN noidéThTa {WNG Kal XaunAn
OvntéTnTa aANA pnopei va pnv givalr duvatév va
enITeuxBei oe acbeveiq Ye npoxwpnpévn véoo, on-
MAVTIKEG OUV-VOONPATNTEG N NPOXWPENHEVN NAIKIA.

H nxwkapdloypagikn ektipnon otnv MAY npé-
nel va nepidapBavel peyebog kar emeaveia Oe§Idg
KOIAiag kal €100 KOANOU, avendpKeIa TPIYAWXIVAG,
O€iKTn EKKEVTPIKOTNTAG APICTEPNG KOIAIOG, ocuona-
OTIKOTNTa OE&IAC KOIAIAG, ENIPNKN CUCTOAIKN Napa-
HOPEWoN/pudbud NapaudpPPWoNng Kal KAAoUATIKA
peTaBoAn em@dveiag Oe&Idg Koldiag, deiktn Tei,
OUGTOAIKN PETAKIVNON TOU TPIYAWXIVIKOU OAKTUAIOU
(TAPSE), diap€Tpoug KATw KOIANG GAERAG Kal NVEU-
MOVIKNG apTnpiag, Kal napoucia nePIKAPdIaKNg
oUMoyng.t” H 1piodidoTtatn nxwkapdioypagia pno-
pei va enitixel KAAUTEPN EKTINCN TNG AEITOUPYIKO-
TnTag Tng Je&IdQ Kolhiag,® evy n nxwkapdioypagia
KaTd TNV AoKNon Ynopei va ekTiunoel Tn duvaTtéTnta
augnong nveupovikng nieong >30 mmHg katd Tnv
doknon, Tnv €novopadopevn CUGTONIKN epedpeia
TG O€&IAG KoIAiag, Nou anoTeAei aveEAPTNTO NpPo-
yvwoTiké Oeiktn o€ coPapn MAY.&°

O kapdiakdg payvnTikGG CUVTOVIOUOG UNEPTE-
pei TNG Nnxwkapdloypa®iag oTnv eKTinNoN TNG Yop-
@oAoyiag Kal AsIroupylkoTNTag TnG Oe§IAG KOIAIag
Kal eniong unoAoyidel Kapdlakd JEIKTN Kal AnEIKo-
ViCel NVEUPOVIKEG APTNPIEG KAl KABUCTEPNUEVN EVi-
oxuon Pe yadoAivio, aAd €xel auEnPévo KOOTOG Kal
OUOKOAIa oTn xpnon Tou. AIOOOXIKEG JETPNOEIG OEl-
KTWV PJayvnTIKoU cuvToviopoU KaTtd Tnv NapaKkoAoU-
Bnon pnopei va unodei§ouv ducAeiToupyia de&IAg
KOIAiag npo TnG KAIVIKAG avendpkelag Kal va Bonon-
OOUV OTNV AVTIPJETWMNION AUTWV TWV AcOeviv.®

O 0e&16g kKaBeTNpIacudg Napéxel NANPOPOPIES
yla NOAU onpavTikoUg NPOYVWOTIKOUG OEIKTEG ONWG
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n nieon de§loU KOANOU, 0 KAPJSIAKOG JEIKTNG Kal O
MIKTO QAERIKG kOopeopd o&uydvou. Eivar anapaitn-
TOG KaTd Tn dIdyvwon Kal oTIC BEPANEUTIKEG aAAa-
YEG, KAIVIKN enmdeivwon Kal napanounn yia JeTapd-
OXEUON.

H napakoAouBbnon acBevwv pe MAY npénel va
yiveTal o€ €10IKA KévTpa nou dlaBETouv oudda noA-
AANAWV EIBIKOTATWV PE YPNYOPES DIACUVOEDEIG HE
AMeG €10IKOTNTEG ONWG PEUPATOAGYOI, €I0IKoi 2K
Kal JETAPOOXEUCEWY. Ta KEVTPA NAPAMNOUNAG NPéE-
nel va napakoAouBouv TouldxioTov 50 acBeveiq e
MAY, va d€xovtal TOUAAXIOTOV 2 VEEG NAPAMNOUNEG
avd pnva pe anodedelypévn TAY, va dievepyouv
TouAdxioTov 20 JOKIUOCIEG AyyeI0dPACTIKOTNTAG
avd €10G Kal va AauBAvouv PHEPOG GE KAIVIKN EPEU-
va og MAY ocupnepAauBavopévwy KAIVIKWV PENE-
TV @dong Il kai lll.

H npoBAeyn tng npodyvwong ortnv [AY anorte-
Aei npékAnon aAANG eivalr €EQIPETIKA oNPAVTIKA.
Tpia npdéoeara untpwa, 1o French Network on
Pulmonary Hypertension registry,®® 1o Pulmonary
Hypertension Connection registry,® kai o REVEAL,
€va unNTPWwo napartnpnoswy anod 55 kévrpa pe Bdon
TIg HMA,® éxouv dei&el BeATIWPEVN NPOYvVwon oTny
MAY og oxéon e 1o apxikéd untpwo MAY Tou NIH.%
O1 npoyvwoTikoi d€ikTeg nepIAauBdvouv 1O yEVog,
Kapdlako deikTn kal andotacn BAdiong yia 1O yaA-
NKO UNTPpWO, Kal Thv NAIKia, aigoduvauikd oToixeia
Kal autodvocoo véonua yia 1o untpwo Pulmonary
Hypertension Connection, Ta onoia uynopouv va
XpnoipgonoinBouv yia Tnv avantugn npoyvwoTIKWV
egiowoewv. O unoAoyiotng tng REVEALanoteAesi
€va NoAUNAOKO €PyaAgio Nou cuvunoAoyicel dnpo-
YPAPIKA OTOIXEiq, aimoAoyia, AeIroupyikn Tagn, {w-
TIKA onpeia, 6MWD, vatpioupnTtikd nenTidio TUNou
B, nepikapdiakn cuAoyn, didxuon povogeidiou Tou
AvOpaka Kal unoAoyicel €vav O€IKTN NPOYVWOTIKOU
KIvdUvou.*®" H eniBiwon peiwveral andétoua oe dei-
kteC REVEAL kovtd oto 10, unodnAwvovtag méavd
avdykn kKAiudkwong Ogpaneiag oe aobeveiq Pe Oei-
KTn KOvTA OTO 8.

O1 napadociakeg PeAETEG otny MAY xpnoiponoliouv
Bpaxeig xpdvoug napakoAouBbnong 3-4 unvwv Kai
napévOeTa KATaAnKTIKG onpeia, kupiwg 10 6MWD
MEAETWVTAG MIKPOUG NANBUCLIOUG AOYW TNG PIKPNAG

ouxvéTnTag TnG vooou. Mia npdo@arn peTa-avaiu-
on 3112 aocBevwv and 22 KAIVIKEG UENETEG €0€IEE
611 o1 aAAay€g oto 6MWD dev npoéRAenav Tnv eni-
dpaon ota KAIVIKA oupBduaTta,® evd acBeveiq o€
ndn IkavonoinTikn Bgpaneia n pye Ndn uPnAN apxi-
KA andéotaon BAdiong nNapouciddouv «PaivOPEVO
0pOoPNG» Kal Oev YNopoUlV va auEAcouV NEPAITEPW
10 6MWD.” Enopévwg, napadektd KATAANKTIKA
onyeia oTIG TPEXOUOEG PEAETEG dong Il vEwv Be-
pangiwv otnv MAY 6a npénel va gival voonpdTtnTa,
BvntéTNTa N KAIVIKNA eMdeivwon.®® KAIVIKA onuavTikd
KATaANKTIKA onpeia otnv MAY 6a ynopouoe va givai
Bdvatog, petaudoxeuon, avAykn NPOCTAVOEIDWY,
voonAeia yia emdeivoupevn TMAY, avenapkng and-
vinon o€ Bgpaneia n cuuntwuara MAY and €181ka
NPWTOKOAMA ava@opdg Twv acBevwv. O YENETEQ
MAY npénel va nepAappBdvouv peydlo apiBuo
acBevwy, yeyovog nou UnodeIKVUEl TO oxedIAoUO
NOAUEBVIK®V, NMOAUKEVTPIKWV UEAETWV yia va €&a-
O@aAIOTEl 0 avaykaiog nAnBucudg. EninpdcBera,
n NnapakoAoUBnon NpEnel va €ival onPAavTiKA Peya-
AUTEPN, O€E £TN, 101QITEPA YIA I XPOVIA NPOODEUTI-
KA vooo onwg n MAY. Aedouévng TG XpovidTnTag,
NPOOJEUTIKOTNTAG KAl NTWXNG Npoyvwong Tng TMAY,
OAa Ta OKEAN TNG PEAETNG npé€nel va Aappdvouv
Bepaneia, eEaleipovtag €1ol TO NBIKG B€ua TNG un
Bepaneiag o€ kANolo NANBUGCPG Kal KAVOVTAG EUKO-
AOTEPN TNV EKTIUNON CUVOUACTIKWY Bepan&iwy.

H npdodog otn didyvwaon aAAd Kal oTh YEVIKN, Gpap-
JakoAoyiKh Kai enepBaTikn Ogpaneia Tng MAY €xel
METABAAAEI ONUAVTIKA TNV AQVTIMETWNION KAl BEATIW-
O€l NOAU TNV nNpdyvwon autng. MNepamépw €peuva
O€ OUVOUOOTIKEG Bepaneieg kal oTIBapd KATAANKTI-
KA onuegia BvntdtNTag Kai voonpdTtntag ivar ana-
paitnTa yia Tn BeATioon Tng Npdyvwong Kai noidétn-
Tag {wng acBevwv ye autn Tn coBapn Bavartneoépa
véoo.
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