2. EIZArQrH

2.1 Apxég

O1 kateuBuvTrpieg odnyieg Tou European Society of Cardiology (ESC) ka1 Tou European
Respiratory Society (ERS) yia Tnv Trveupovikn utréptacn (MY) katatGooouv TIG KATNYOopPIieg
OUCTACEWV KOl TAEIVOUOUV TO ETTITTEDO TwV ATTOOEIKTIKWY oToIxeiwv (level of evidence) kai
OUOTACEWV O€ peEidova dIayVWOTIKA Kal BEPATTEUTIKA {NTAHUATA CUPQWVA PE TIS apXES TTOU
TTeplypagpovTtal otov Mivaka 1 kai 2.

Mivakag 1 Katnyopia Twv ouoTAoEWV

Mpoteivépevn
SlatuTTwon xpnong
Katnyopia | ATTOOEIKTIKA >uvioTtarai /
oToIXEia KaI/f YEVIKA UTTOOEIKVUETAI
oupQwvia ot Jia
OUYKeKpPIPEVN BepaTreia
r dladikaaoia gival
EUEPVYETIKA, XPAOIMN,
QTTOTEAECUATIKN.
Katnyopia Il AVTIKpOUOUEVA OTOIXEIO
kai / i didoTaon
ATTOWEWV OXETIKA HE TN
XpnoiuotnTta /
QATTOTEAECUATIKOTNTO
TnG BeparTreiag ) NG
d1adikagiag.

Kartnyopia lla To emiedo NG Oa mpétel va
atrddeIgns / yvwpn ivai ouoTaBEi
UTTEP TNG XPNOoINoTNTOG/
ATTOTEAEOUATIKOTNTOG.
Kartnyopia 1B Xpnoiuétnrta / Oa ptropouoe va
ATTOTEAECUATIKOTNTA ouoTaBEi

dev gival TAApwWG
EMTTEPIOTATWHEVN

Kartnyopia Z0oTaong Opi1opog

ETritredo A Aedopéva TTou TTPoépxovTal aTTd TTOAAQTTAEG TUXQIOTTOINUEVEG
KAIVIKEG HENETEG I HETAVOAUOEIG




2.2 Négg lNMruxég
O1 KUpieg aAlayég Kal TTPOCAPUOYEG O€ OUYKPION ME TNV TTPONYOUUEVN €KOOON TwV
odnyiwv ECS kai ERS 2009 yia tnv mrveupovikn utrépraon (1Y) givar o1 €¢AG:

H doun Tou Trivaka TTepIEXONEVWV €XEl ATTAOUCTEUOEI PE Tpia apxIKA yeviKG Ke@AAaia
Tou TTEPIANOUBAVOUV TACIVOPNOEIG, PACIKEG TITUXEG Kal dla@opikr didyvwaon, Ouo
KeQAAaia yia TTveupovikh apTtnpiakr utréptaon (MAY) kai éva kepdAalio To KaBéva yia
MY Aoéyw apiotepns kapdiakng vooou (LHD), MY Adyw TIVEUHOVIKAG vOOoou Kal/f
utTogia, xpovia BpouBoeuBoAikh TTveuuovikh uttéptaon (XOIY) kai MY Adyw acagwv
Kal / fj TTOAUTTOPAYOVTIKWVY PINXOVICHWY.

‘Exouv ul00eTnOEi VEEG DIATUTTWOEIG KAl TTAOPAPETPOI VI TOV QIJODUVANIKO OPIoHO TwV
META-TPIXOEIBIKWY uUTToONGdwyv T1Y. H Ttveupovik ayyelokr avriotaon (PVR) €xel
oupTTEPIAN®OET oTOV alpoduvapikd opioud g MAY.

‘Exel ava@epBei pia evnuepwUEVN  KoIvh) KAIVIKR  Tagivounon vyia €VAAIKEG  Kal
TTaIdIATPIKOUG OOOEVEIG.

Avagépbnkav véeg e¢eliceic otnv TTaBoAoyia, TTaBofioAoyia, YeEVETIKA, €mdnuioAoyia
KAl TTapAYOVTEG KIVOUVOU.

‘Evag evnueEPWHEVOS BIayVWOTIKOG aAyopIBuog €xel TTapaoxebei oe éva ave¢dptnTo
KEQAAQIO KAl VEEG OTPATNYIKEG TIPOCUUTITWHATIKOU €AEyXOU TTPOTEIVOVTAI  OTN
O1adIKTUAKI TTPOCOAKN.

H otmoudaidotnta Twyv €1I8IKWY KEVTPWY TTAPATTOPTIAG OTN dIaxeipion Twv aoBevwy JE
Y éxel emonuavOei 6Toug dIayVWOTIKOUG Kal BEPATTEUTIKOUG aAyopiBuoug.

‘Exouv ava@epOei vEeg eEENICEIC OXETIKA PE TNV agloAdynon NS coBapdtntag tng MNAY
Kal TIG Bepatreieg KAl TOUG BOePATTEUTIKOUG OTOXOUG, CUPTTEPIAAPBAvouEVNG NG
ouvduaouévng Bepatreiag Kal dU0 VEWV EYKEKPIMEVWY Qapudkwy. O BepaTreuTikKOg
aAYOPIBUOG €XEl EVNUEPWOEI avaAOYWG.

Ta kepahaia oxeTikd pe MY 1mou ogeilovtal oe aoBéveleg pe LHD kal Tveupovik vooo
Exouv evnuepwBei. O o6pog "umrepPoAikry MY" (“out of proportion PH”) é£xel
EYKOTAAEIPOE Kal OTIG BUO OUVONKEG.

Néol diayvwoTiKoi Kal BepaTtreuTikoi aAyopiBuol avagépovtal oTto KepaAaio XOI1Y,
OUNTTEPIAQUBAVOUEVWY TWV YEVIKWY KPITNPIWV YIO XEIPOUPYEIO KAl YIO TIVEUUOVIKN
ayYeIOTTAQOTIKI JE UTTAAGVI (BPA) Kai yia éva TTpdo@aTta YKEKPINEVO QAPUOKO.

‘Exel TpooTeBei €va ouvtopo Ke@AAaio yia 1O 1Y Adyw aocapwv kai / N
TTOAUTTOPAYOVTIKWYV UNXAVICHWV.



3.2 Tagivopnon

H kAivikr) Tagivounon mg MY (Mvakag 4) arrookoTrei 0TV TAEIVOUNON O€ TTEVTE OUAdES
TTOAQTTAEG KAIVIKEG KATAOTACEIG OUMQWVA PE TTapOMOoIa KAIVIK) TTapouaiacr, TTaBoAoyIKa
eupnUaTa, algodUVAUIKA XAPaKTNPIOTIKA KAl OTPATNYIKA BEpaTTeiag.

Mivakag 4. MepiekTiKA KAIVIKA TA§IVOUNON TG TIVEUHOVIKAG UTTEPTACNG.

1. Mveupovikn aptnpiakn utréptacon (MAY)

1.1. 1d10TTABAG
1.2. KAnpovouIkr)
1.2.1. 00TIKOG HOPPOYEVETIKOG TIPWTEIVIKOG UTTOdOXEQG TUTTOU 2
1.2.2. GAAN peTdAAagn
1.3. TTpokAnBeica aTmdé eapuaKka Kal Togiveg
1.4. cuoXETICOUEVN VE:
1.4.1. véooug Tou ouvoETIKOU 1I0TOU
1.4.2. HIV Aoipwén
1.4.3. TTUAdia uTTépTaOn
1.4.4. ouyyevr| kapdiakr) vooo (Mivakag 5)
1.4.5. oxioToowyiaon

1’ MveupoVviK GAEBOATTOPPAKTIKI) VOOOGS Kal/rf} TTVEUHOVIKR TPIXOEIBIKY AlaYYEIWUATWON

1.1 Id101T06ONG
1’.2 KAnpodoTtoupuevn
1°.2.1. yetr@AAagn EIF2AK
1°.2.2. GAAN PeTGAAQEN
.3. TpokAnBeioa atréd eapuaka, Togiveg Kal akTivoBoAia
4. ouoxemifouevn pe:
1.4.1. véooug Tou ouvdEeTIKOU I0TOU
1.4.2. HIV Aoipwén

1
1

1” Mapapévouoa TTVEUUOVIKI UTTEPTOON TWV VEOYVWV

2. Tveupovikr UTTEPTACT) TTOU OPEIAETAI O€ APIOTEPH) KAPOIOKK) VOGO

2.1. ApioTepn KOIAIOKr) OUOTOAIKF BUCAEITOUPYia

2.2. ApioTepn KoIAIaKK dIaoTOAIKr dUCAEITOUpYia

2.3. BaABi1do1TdOeieg

2.4. XuyyevNg/emmikTNTn ammoQpaén apioTePAG Kapdidg oTov Xwpo €l106dou/e€ddoU KAl OUYYEVEIQ
HuokapdIoTrdbeleg

2.5 ZuyyevNg/eTTikTNTn OTEVWON TIVEUPOVIKAG BaABidag

3. MNMveupovikn UTTEPTOON TTOU OQPEIAETAI OE TTVEUUOVIKEG VOOOUG Kal/f) uTTogia

3.1. Xpovia atro@paKTIKA TTVEUPOVIKA vO00g

3.2. AiGueon TTveUPOVIKA vOoog

3.3. AAM\EG TTVEUHOVIKOI VOOOI JE HIKTH TTEPIOPITTIKI KAl ATTOQPAKTIKI) JOP@N
3.4. Aiatapay€g TnG avaTtvorg oTov UTivo

3.5. Alatapaxég KuyweAIdIKoU UTToagpIGuoU

3.6. Xpovia €kBeon o€ uPnAd UPOPETPO

3.7. AvaTrTuglaKEG aVWPOAIEG TIVEUROVWYV

4. Xpovia OpouPoePBOAIKA TIVEUUOVIKA UTTEPTACN Kal GAAEG QTTOQPAEEIC TNG TIVEUUOVIKWV
apTnEIwWV

4.1 Xpovia BpopuBoeUPOAIKN TTVEULOVIKR UTTEPTOCN
4.2 ANEG aiTieg amOQPANG TTVEUPOVIKWY apTnpIwV
4.2.1 AyyglooGpkwua
4.2.2 AN\oI evdayyelaKkoi OyKOol
4.2.3 ApTnpitida
4.2.4 Fuyyeveic oTEVWOEIG TTV. APTNPILWYV
4.2.5 Mapaoita

5. NveupovikA YTTEPTAon OPEIAGPEVN O€ TTOAUTTOPAYOVTIKOUG UNXAVIOHOUG




5.1 Aipatoloyikég SloTapaxés: Xpdvia  aigoAuTIKA  avaipia, PUEAOTTOAAATTAOCIOOTIKEG dIATAPAXEG,
OTTANVEKTON).

5.2 XuoTnuatikéG dlaTapaxéG: CAPKOEIdWAN, TIVEUUOVIKH I0TIOKUTTWOT, Agp@ayyeioAelopuopdTwaon,
VEUPOIVWHATWON.

5.3 MetapoAikég diatapaxég:vooog atmobrikeuang yAukoyovou, véoog Gaucher, diatapax£g Bupogidr

5.4 AN\Q: KOPKIVIKH) aTTOQPaEN, IVWTIKA NECOBWPAKITION, XPOVIO VEQPIKH AVETTAPKEIQ

ME/XWpIG aIgokGBapan, THNUOTIKA TTVEUUOVIKR UTTEPTOON




ZuvioTartal €vrova n TOKTIKA agloAdynon Twv acBevwy pe MAY ot egeidikeupéva kévtpa MY. Amtaiteital OUVOAIKA eKTiNNON, KaBWwg &dev UTTAPXEl MIa
MEMOVWUEVN METABANTA TTOU va TTAPEXEl ETTAPKEIG SIOYVWOTIKEG KOl TTPOYVWOTIKEG TTANPOQopieg. Ta onuUAvTIKOTEPA EPWTAMATA TTOU TTPETTEI VO
atravtnBouv o€ KaBe emmiokewn givai (i) uTTdpxouv evoeitelg KAIVIKAG emdeivwong atrd Tnv TeAeuTaia agioAdynaon; (li) eav vai, n KAIVIKA mdeivwaon €XEl
TPoKANBei atd v €&€AIEn Tng MY 1 amd Tautdxpovn acBéveia; (lii) civar n Asitoupyia TG &€€IGG KoIAiag oTaBepn Kal €TTAPKAG; Kal (iv) eival n
TPEXOUOO KATAOTOON CUUPBOTA HE MIO KAAN PakpoTTpOBeoun mTpdyvwaon, dnhadr o acBevig TTANPoI Ta KpIthpia XapnAou kivouvou (Mivakag 13);
Mpokelyévou va doB¢i atrdvTnon o€ AUTEG TIG EPWTNOEIG, aTTaITEiTal pia TTOAUdIGoTaTn TTPooéyyion. O MMivakag 13 atmrapiBuei I HETABANTEG TTOU
Xpnoiyotrolouvtal ouxvotepa ota kévipa Y. Aegv gival atmapaitnTo va agiohoyouvtal OAeg o€ KaBe emmiokewn. QoT1éo0, T0 Bacikd TTPOypPAUHa Ba
mpétel va TrepIAauBaver Tov mpocdlopioud TnG Aciroupyikng Tagivopunong (WHO-functional class) kair TouAdyioTov pia pétpnon Tng IKAvOTNTAG
doknong, 1m.X. BMWD 1} KapdioavatveuoTikly OOKIJACIA. ZuvioTaTtal €TTiong n atmokTnon KATToIwY TTANPOPOPIWY OXETIKA He TN AsiToupyia JegIdg
KoINiag, €ite pe pétpnon Tou BNP / NT-proBNP eite pe utrepnxokapdioypagia.

Me Baon Tn ouvolIK agloAdynon, o aoBeviAG PTToPED va TagivounBsi w¢ ‘YapnAou Kivouvou’, ‘evBIAUEcoU Kivouvog 1 ‘uywnAou KivOuvou’ yia KAIVIKNA
emdeivwon ) Bavaro (Mivakag 13). Puaoikd, uttdpxouv dia@opol GAANoI TTapAYOVTEG TTOU €XOUV QVTIKTUTTO OTnv €kOAAwWON TnNG vOOOU Kal OTnv
TTPOYVWON TTou dev PUTTOPOUV va TTnpeacTouv ammo Tn Bepartreia Tng MAY, cuptrepiAauBavouévou TnG nAIKiag, Tou @UAOU, TNG UTTOKEIEVNG VOGOU Kal
TWV ouVVoohpPOTNTWV.



Mivakag 13 EkTipnon kivduvou tng NAY

quuua’rpm Tro;’ KGBOQ'ZOW v XapnAou Kivduvou Evdidueoou Kiviuvog YynAou kivéuvou
mPOYyVWwon® (EKTIMWMEVN <50 5-10% ~10%
OvnoIpoeTNTA EVOG £TOUG)

KAIviké oToixeia deg1ag KapdIakng Ovi Ovi
QVETTAPKEIOG X X
EEENIEN TWV CUPTITWHATWY Oxi Apyni
2UYKOTTN Oxi MepioTaoiakn ouykotiP
MOY-Aeroupyiknh Tagivounon I, 1 ]
6MWD >440 m 165-440 m
TS Tp—— Méyiotn VO, >15 ml/min/kg Méyiotn VO, 11-15 ml/min/kg
602 acia n (>65% T1TPORAETTOMEVNG TIMNAG) (35-65% TTPOPBAETTOMEVNG TIUAG)

H VE/NCO; slope <36 VE/NCO; slope 36-44.9

. ; BNP <50 ng/I BNP 50-300 ng/l
Ermrimeda NT-proBNP 010 TAdoHa NT-proBNP <300 ng/ml NT-proBNP 300-1400 ng/ml
. ] ) RA Trepioxn 18-26 cm?
AtreikOvion (nxokapdioypagia, RA Trepioxr} <18 cm? Xwpic 1 8)\2X|érT]rl TTEIKAPBITKI]
atreikovion CMR) Xwpig TEPIKOPDdIaKT) cUAOYA GUANOYH
RAP <8 mmHg RAP 8-14 mmHg
Alpoduvapikn Cl >2.5 I/min/m? Cl 2.0-2.4 l/min/m?
SvO; >65% SvO; 60-65%

BNP = Narpioupntikd memTidlo Tou eyke@daAou (Brain Natriuretic Paptide); Cl = kapdiakdg Oeiktng (cardiac index); CMR = payvnTikfi Togoypagia kapdidg (Cardiac Magnetic
Resonance); SvO2 = kopeopdg HIKTOU QAEBIKOU aipaTog (mixed venous oxygen saturation); NT-proBNP = N-terminal pro-BNP; RA = 8e€16¢ KOATTOG (right atrium); RAP = Tricon degiou
KkOATToU (right atrial pressure); VO2 = katavdAwaon ofuyovou (oxygen consumption); VE/VCO2 = ventilator equivalents for carbon dioxide; MOY = Maykdopiog Opyavioudg Yyeiag
(WHO, World Health Organization); 6MWD = amréaTtacn Badiong 6 Astrtwyv (6—minute walk distance)

@ O1 TTEPITOOTEPES ATTO TIG TTPOTEIVOUEVEG HETARBANTES KAI OI TINEG ATTOKOTING BacifovTal Og YVWUN EUTTEIPOYVWHOVWY (expert opinion). MTTopouv va TrTapdoyxouv

TTIPOYVWOTIKEG TTANPOQPOPIEG KAl PTTOPOUV va XPNCIYOTToINBoUV yia Tnv KaBodriynon BepatreuTikwyv atmmo@dcewy, aAAG n €Qapuoyn O PEPOVWHEVOUG aOBeveiG TTPETTEI va Yivel
TTPOOEKTIKA. MpéTrel va onuelwBei OTI 01 TTEPICOOTEPEG OTTO AUTEG TIG METAPRANTEG €xOUV €TTIKUPpWOE wg emmi To TAgiaTov otnv Idiomadr MAY kai Ta €mmiTTeda ATTOKOTIAG TTOU
Xpnoigotroiénkav mapatmdvw dev 1I0XU0UV avaykaoTiKAa yia GAAeg pop@eg MAY. EmimAéov, n XpAon €yKEKPIMEVWVY BEPATTEILV Kal N €TTIOPACT] TOUG OTIG PETARANTEG TTPETTEl va
An@BoUV utTéYn KaTd TNV agloAdynon Tou KIvoUuvou.

P MepioTaoiakr ouykoTr) KAtd Tn SidpKela éviovng i Bapidg Goknaong fi TTepIoTAcIak) 0pBoCTATIKI] CUYKOTIA O€ £vav KaTd Ta GAAa oTaBepd aoBevn.

YETravaAapfavopeva e1TeI00810 GUYKOTTHG, aKOUN KAl JE PIKPH A KAVOVIKH CwuaTIKr) §pacTnpidtnTa.




Mivakag 18 ZuoTAOEIg yIa TNV ATTOTEAECHATIKOTNTA TG HovoBepatreiag pe @apuaka, yia tnv MAY (Opdada l)
oUuewva pe TRV Agitoupyiki Tagivopnon tou lMaykoouiou Opyaviopou Yyeiag. H oeipd gival kard
@apHaAKOAOYIKA opdda, Katd agioAdynon Kai Katd aAQapnTiKi oEIpd.

Kartnyopia® - Emitredof
WHO-FC Il WHO-FC IlI WHO-FC IV
AvaoToAeig AoBeoTiou | | - -
Aptrpiogvtavn (Ambrisentan) | IIb
AvtaywvioTég
UTTOBOXEWV Booevrdvn (Bosentan) | IIb
evdoBuAivng (ERA)
Makitevtavn (Macetentan)? | b
Z1IASevaiAn (Sildenafil) | IIb
AvaoToAeig
PWOoPWdIECTEPATNG Tadalagiln (Tadalafil) | | IIb
TUTTOU 5 (PDES)
Bepdevagiin (Verdenafil)* [o] [o] IIb
Aleyéptng TNG . -
YOUGVUAIKAC KUKAGOTG Piooiyoudrn (Riociguat) | | IIb
EToTrpooTevoAn B ] . ‘ -‘
(Epoprostenol) Evoo@A£BIio | A A
INoTrpGaTN Eiomrveduevo - - | IIb
(lloprost) EvOo@A£RIo* - - 1A [o]
MpooTavosidh Ymoddbplo - - | [o]
(Prostanoids) .
TemEooTIVIAN Eiomrveduevo* - - | [o]
(Treprostinil) EvEo@AéRIOt - - lla llb
Aia aTéparog* - - IIb - -
BepatrpooT (Beraprost)* - - [o] - -
AywvioTAG uTtodoxéwv | ZeAe€raykn (Selexipag (dia | | ) )
TIPOCTAKUKAIVNG oTéHaTOG))*

APAH= deutepoTrabrig Trveupovikh aptnpiakn utréptacn; EMA=European Medicines Agency; INMAY= TIVEUUOVIKF apTnPIOKr UTTEPTAON);
RCT= Ttuyaiomroinuéveg dokiyég eAéyxou; WHO-FC= Aeitoupyikr) Tagivéunon Maykéopiou Opyaviopou Yyeiag

“Karnyopia cuoTaong

PETIiITTES0 ATTOdEIENG

YMévo oe aoBeveig pe avramékpion otnv ogeia dokipaoia ayyeiodiaoToAng: Kartnyopia | yia idlomadh MAY, ouyyevy MAY kai MAY
TpokAnBeica atod @dppaka; Karnyopia lla yia deutepotrabn Tiveupovikr) aptnpiokr utrépracn (APAH).

5Xpovog £wg KAIVIKA €mdeivwon wg TpwTelov TeAKO onueio o RCT 1] @OPUOKA pe OTrodedelypévn EAATTWON OF TTAVTOG-QITiag
BvnoiyéTnTa.

€€ aoBeveig TTou dev avéyxovTal TNV UTTOBOPIA HOPPH.

*AuTé TO @Appako dev eival eykeKpINEVO aTTd To EMA KaTd Tnv wpa dnUoadieucng auTwy TwV KATEUBUVTHPIWY 0dnyIWV.



MNivakag 19 ZuoTdoE€Ig yIO TNV OTTOTEAEOUATIKOTNTO TNG APXIKAG OCUVSUOOTIKNAG QAPUAKEUTIKNG Bepatreiag yia
Tnv MAY (Opdda I) cupewva pe Tnv Asitoupyikn Tagivopunon tou MNMaykéopiou OpyaviopoU Yyegiag. H ogipd givai
Bdoel afioAdynong.

Katnyopia® - Emiredof
MéTpo/O¢epartreia
WHO-FC || WHO-FC IlI WHO-FC IV

Aptrpiogvtavn (Ambrisentan) + TadaAagiAn (Tadalafil) | | Ib
AAAol ERA + PDE-5i lla lla [o]
Booevtdvn (Bosentan) + ZiIAdevagiAn (Sildenafil) + i.v.

g - - lla lla
EmrotrpooTevoAn (Epoprostenol)
Booevtdvn (Bosentan) + i.v. ETrotrpooTevoAn (Epoprostenol) - - lla lla
AAAol ERA + PDE-5i + s.c. TpemrpoaTivikn (Treprostinil) - - [o] [o]
AAAol ERA + PDE-5i + dAAa i.v. avaAoya TTpOGTAKUKAIVNG ) ) b b
(prostacyclin analogues)

ERA= AvtaywviaTég utrodoxéwv evdoBuAivng; i.v.= evdo@Aéfia; s.c.= utrodopio; PDE-5i= AvaoToAéag @wo@odieaTepdang TUTTou 5;
RCT= tuyaiotroinuéveg dokIuég eAéyxou; WHO-FC= Acitoupyikr) Tagivounon Maykdouiou Opyaviouou Yyeiag

“Karnyopia cuotaong

PETTITTEd0 amddeigng

Y Xpovog €wg KAIVIKN) emdeivwon wg TTpwredov TeAikd onueio e RCT i @dpuaka pe amodedelyuévn eAGTTWON 0 TTAVTOG-AITIOG
BvnoiuéTnTa (TTPooTITIKG 0PIfOUEVO)

Mivakag 20 ZuoTAOEIG YIA TNV ATTOTEAECHATIKOTNTA TNG S10d0XIKAG OUVOUAOTIKAG QUPUAKEUTIKNG BepaTreiag yia
Tnv MAY (Opdda l) cuppwva pe Tnv Asitoupyikn Ta§ivopnon tou Maykéopiou OpyaviopoU Yyegiag. H ogipd givai
Bdaoel afloAdynong Kai Katd aA@aBnTikn og1pd.

Katnyopia® - Emitredof
MéTpo/Oepatreia
WHO-FC Il WHO-FC IlI WHO-FC IV

Makitevrdvn (Macetentan) TpooBnkn o€ ZIAdeva@iAn (Sildenafil)Y I | lla
Piooiyoudrn (Riociguat) TrpoaBrikn o€ Booevtdvn (Bosentan) | | lla
TeAe€imaykn (Selexipag)® mpooBrikn os ERA kai/ff PDE-5iY | | lla
Z1AOevaiAn (Sildenafil) TTpoaBrikn og ETToTrpoaTevoAn ) ) | lla
(Epoprostenol)
TpempooTiviAn (Treprostinil) TpooBrkn oe ZIAdevagiAn (Sildenafil)

. lla lla lla
Boogvravn (Bosentan)
IAotrpdoTn (lloprost) TpooBrikn o€ Boogvrdvn (Bosentan) [o] [o] 1[o]
TadaAlagiln (Tadalafil) TrpooBrikn oe Boogvtavn (Bosentan) lla lla lla
Aptrpiogvtavn (Ambrisentan) Tpoo8rikn og ZINdevagiAn (Sildenafil) b Ilb b
Booevravn (Bosentan) pooBikn oe ETromrpooTtevoAn (Epoprostenol) - - Ib Ib
Boaevtdvn (Bosentan) mpoa0rikn o€ ZiIAdevaiAn (Sildenafil) [o] [o] [o]
Z1AdevagiAn (Sildenafil) TpoaBrikn o Booevtavn (Bosentan) [o] [o] IIb
AAAo1 diThoi cuvduacopoi [o] IIb IIb
AAAol TpiTTAoi cuvduacoi b Ilb b

Piooiyoudrn (Riociguat) TrpocBrikn o€ Z1IAdevagiin (Sildenafil) i GAAo
PDE-5i

ERA= AvtaywvioTég uttodoxéwv evdoBuAivng; PDE-5i= AvaoToAéag @wa@odieoTtepdong TUTTou 5; RCT= TUXQIOTTOINUEVEG BOKIPEG
eAéyxou; WHO-FC= Aeitoupyikf Tagivounon MNaykdéouiou Opyaviopou Yyeiag

“Karnyopia clotaong

PETTiTTEd0 amddeigng

Y Xpoévog £wg KAIVIKA €mdeivwon wg TpwTelov TeAIKO onueio oe RCT 1) @ApuoKa PE OTTOOEDEIYUEVN EAATTWON OE TTAVTOG-AITIAG
BvnoiyéTnTa (TTPooTITIKG OPILOUEVO)

*AuTé TO @Aappako dev eival eykekpIEVo atTd To EMA katd Tnv wpa dnUoagieuong auTwV TwV KOTEUBUVTHPIWY 0dnyIwy.




Mivakag 20 ZXuoTAOEIG YyIO TNV OTTOTEAECUATIKOTNTA Tng Slaxeipiong orTnv Movdda evraTikng Ogparreiag,

KOATTIKNG Sla@payparooTopiog pe pmraAovdki (balloon atrial septostomy) Kol METAMOOXEUCNG TIVEUMOVWYV YIA
MAY (Opada l) copgpwva pe Tnv Asitoupyikn Ta§ivopnon Tou Maykéouiou Opyaviouou Yyeiag.

MéTtpo/Oepatreia

Karnyopia® - Etritredof

WHO-FC Il

WHO-FC IlI

WHO-FC IV

NoonAcia og povada eviaTIKAG BepaTreiag CUCTAVETOI O€ AOBEVEIG UE
MOY pe uwnAn kapdiakn cuxvoetnTta (>110 b/min), xaunAr apTnpiokn
mriean (ouaToAikr) apTtnpiakn Tieon <90 mmHg), xaunAr TTapaywyn
oUpwv Kal augavopeva eTTiTeda YOAOKTIKOU PE 1) XWPig
ouvvoonpPoTNTEG

IvOTPOTIN UTTOOTAPIEN CUCTAVETAI O€ UTTOTOOIKOUG AOBEVEIG

MeTapdoxeuon TTVEUPOVWY CUCTHVETAI GUVTOUA ETTEITA ATTO
QVETTAPKI KAIVIKF avTatroKpIon aTn PEYIOTN QAPUAKEUTIKN BepaTtreia

KoATtikn ¢ dlagpayuatocToyia pe prrahovaki (balloon atrial
septostomy) utropei va e§eTacBei 61T0U €ival diaBEaIun epoagov
UTTAPXEI QVETTAPKI KAIVIKF avTaTTOKPIoN OTN MEYIOTN QOPMOKEUTIKA
Beparreia

MAY= mrveupovikn aptnpiakn utrépraon; WHO-FC= Aerroupyikn) Tagivounon Maykéopiou Opyaviopou Yyeiag;

aKarnyopia ouoTaong — PEMiTEd0 ammodeigng






