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Q¢ nveupoviki aptnpiakn unéptaon (pulmonary arte-
rial hypertension, PAH) opidetar n auénpévn nieon Tng
nveupovikig aptnpiag (uéon nieon > 25 mm Hg pe nieon
EVOPrVWONG NVEUPOVIKWY TPIXOedWY <15 mm Hg) nou
ogeiheTal og BAABN Twv apTNPIdiwV TNG NVEUPOVIKAG ap-
Tnpiag. AvriBera, o 6pog nveupovikr unépraon (pulmonary
hypertension, PH) avagéperar og aduénon Tng nieong tng
NVEUPOVIKAC apTnpiac onolacdhnoTe armoloyiac .

H nveupoviki unéptaon Ta&ivoueiTal og’:
1. Nveupovikn aptnpiakn unéptaocn (PAH)

1.1. 1dionabri PAH

1.2. Oikoyevri PAH.

"Exouv BpeOei peTaMMd&eig oto yovidio Tou unodoxea Il tng
00TIKAG HOPPOYEVETIKAG NpwTeivng (bone morphogenetic
protein receptor I) kar pnopef va ekdnAwdel oe nAikia 1
EWC 74 ETWV.

1.3. ZuoxeTi(opevn pe dANeG véooug kal pdppaka PAH

® voonparta koAayovou (kupiwg ouoTnuatiki okAnpo-

deppia/okAripuvon)

® oUYYEVN €nIKOIVWVIa ouoTNPATIKAG KUKAOpopiag-

NVEUPOVIKAG apTnpiag

* nuhaia unéptaon

® \oipwén pe Tov 16 HIV

® vooripara Tou Bupeoeidolq

® aiparoAoyikd vooripata (aipoo@aipivonddeieg, puelo-

unePNAAoTIKG vooripgaTa)

® KAnpovopIknA algoppPAyIKni TNAeayyelekTaoia

e v6éooc Gaucher

® onAnvekTopn

* pdppaka (avopegloydva, Kokaivn, AUPETAPIVEQ)

1.4. PAH ocuoxeTi{dpevn e vOOO TWV TPIXOEIDWV
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® ANO@PAKTIKA VOOO NVEUHOVIKWY PAEBWV
® QIPAYYEIOPNATWON NVEUPOVIKWY TPIXOEIDWYV

2. PH pe véoo TnG apioTepng kapdiag
(kothoTriTwy 1 BarBidwv)

3. PH pe nveupovondOeia kai/n uno&aipia
® xpdOvIa anoPPaAkKTIKA nveupovonddeia
® d1Idueon vOOOG TwV NVEUPOVWY
® nabriosig unoagpiopoU TwY NVEUUOVWY
e dnvola Uunvou

xpoévia diafiwon o€ peydAo UPSPETPO

4. PH pe 6popBogpPoAikn véco Twv
NVEUPOVIKWV apTNPIWV

5. PH noikiAng aitiohoyiag

® oapkogidwon,

® oupnieon aptnpiag ané éyko, Aeppadevo-

ndbeiq, N ivwon.

Zrnv nveupovikn aprtnpiakni unépraon (PAH)
exouv Bpebel oe auénpéva enineda n ayyeioou-
onaoTiki ouoia evdoOnAivn kal o€ pelwpéva ol
ayYEIODIAOTAATIKEG OUOTEG MPOOTAKUKAIVN Kal
o&eidio Tou adwtou (NO). H evdobnAivn dpa oTo
ayyeio péow TNG oUVOECTIC TNG PE TOUG EIDIKOUG U-
NoOOXEIC TN, ETA Kal ETB, vy To NO dpa p€ow TnG
KUKAIKAG HOVOPWOPOopPIKnG youavoaoivng (cGMP).
To cGMP diaondral ye Tn pwo@odieotepdon-5
(PDES5). Eival enfong yvwotd 611 n unoéia oto
NVEUPOVIKG ayyeio avaoTélel Toug diavloug K
kal n npokalodpevn eknéGAwon TnG pepPpdvng
ToUu Agiou puikoU KuTTdpou, NpokaAsl dvolyua
Twv dlavAwv Ca’ ue ouvénegia Tnv ad&non Tou
gvdokuTTapikoy Ca’ kal Tnv ayygioodonaon.

Ta ouxvOTEPA CUPNTWHATA TNG NMVEUPOVIKAG
unépTaong gival N NPOodeUTIKG endeIvoUpevN
duonvolia npoondBeiag, kai To Bwpakikd AAyog,
evw oTnv KAIVIKA e&€Taon PpilokeTal EVTovog o
OeUTEPOG KAPOIAKOG TOVOG. X NPOXWPNPEVA
oTddIa TNG vooou undpxel kudvwon, Oe&Id kap-
Ol0KA aVENAPKEIA PE NEPIPEPIKA OIONPATA KAl
XAPNAA apTNPIaKA Nfeon PE HEIWPEVO KaPOIaKO
kKAdopa e&wOnong.
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H duonvoia npoondBeiag diaBabuiceTar o
TA&EIG, WG AsiToupyikn katdoTaon Tou acBevoug
oUppwva pe Tov MNaykéopio Opyavioud Yyeiag
(WHO), wc €&nc:

Ta&n 1. AoBevii¢ xwpi¢ nepIopIopd TNG ouvnh-
Boug puoikrig OpaoTNEIOTNTAG.

Ta&n 1. AoBevi¢ pe nio NnepIoPIoPO TNG PUOI-
KNG OpaoTnpidTnTac. PuoioAoyikr dpaotnpidTnTa
npokaAei duonvoia, eEdvrAnon, Bwpakikd AAyog,
N Npo-ouyKonn.

Ta&n I1l. AoBeviiq pe peydho neplopiopd TG
PUOIKNG dpaoTnpIdTnTag. Alydtepn and Tn ou-
vhOn guoikn dpaoTnpidTNTa NPokaAei duonvola,
e&avrAnon, Bwpakiké dAyoc, 1 ouykonn.

Ta&n IV. AoOevri¢ nou dev pnopel va kAvel
Kapia puaoikn dpaoTnpidTNTaA, KA1 HMOPEl va EXEl
onpeia de€1d¢ kapdiakng avendpkelag. Mnopei
va undpxel ddonvola n eEdvtAnon og npepia,
KAl TO CUPNTWHATA Au&dvouyv PE onoladnnoTe
puUOoIKN dpaoTNEIGTNTA.

MNa Tnv iIkavéTnTa doknong Tou aoBevoug xpn-
olponoleiTal To TeoT BAdiong 6 AenTwv (6 minute
walk test, 6MWT 1 SMWT).

MNa tn didyvwon tng PAH, n apxikn adpn exi-
pnon (screening) yiveral pe dia-0wpakikd Doppler
unepNXoypPAPNUaA. XTI NEPICOOTEPEG HENETEG, TO
Doppler ungpnxoypdgnua divel IkavonoinTikn
METPNON TNG MIEONG TNG NVEUPOVIKAG apTNPIAg.
Mveupovikn aptnplakn unépraon Bewpeital 6-
Tav n ouoToAIkr TNG nieon eival > 35 mm Hg n
n péon nieon eival > 25 mm Hg og npepia, A n
pMEon nieon gival > 30 mm Hg pe doknon. XTnv
idla e&€raon ekTipdTal n apiotepn kapdia (yia
KoIAlakr ouoTOAIKA Kal O1a0TOAIKA duoAeIToupyia,
didtaon kolhotiTwy, kair BaABidonddeia), kal
TUXOV evdokapodlakn diapuyn (shunting).

Edv pe To Doppler Bpebei auénuévn nveu-
povikn nieon, Oa npénel va emPBePalwOel pe
KaBeTNpIaopd OGS KAPDIGG: HEON MVEUPOVIKNA
nieon (PAPm) > 25 mm Hg pe nieon evoprivw-
ONG NVEUPOVIKWY TPIXOEIDWY <15 mm Hg. Xtnv
id1a e&gTaon, oe nepinTwon 1d1onaboug PAH,
0 aoBevnc unoBdAletar oe TeoT o&eiag ayyelo-
avTidpaoTIkOTNTAG (vasoreactivity test) pe Bpaxei-
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N.1. IAKKAL

ZUPNTWHPATIKA NVEUPOVIKA apTnpIlaki unépraon

Fevikd péTpa (avrinnkrikd, dloupnTikd, 0&uydvo)

TeoT ogiag ayyelo-avTidpaoTIkOTNTAG

!

—

? Juvduaopévn Bepaneia
Prostanoid + bosentan

Bosentan + sildenafil
Prostanoid + sildenafil

OeTIkO apvNnTIkd
AAA and 10 OoTOHO Ta&n Il Ta&n 1 Ta&n IV
Sildenafil Bosentan epoprostenol IV
lloprost inhaler
Sildenafil

Trepostinil unodopiwg

\

Emodeivwon

N\

MEOCOKOANIKG OTOMIO
METAPOOXEUON NVEUUOVWY

Xxnpa 1. AAyépiBuog Bepaneiag Tng 1010naBods nveupovikAg aptnpiakris unépraong (iPAH).

ag dpdong pdppaka, Onwg elonveOuevo o&eidio
adwtou, adenosine i1 IV epoprostenol.

MNa tnv opOn Ta&ivépnon tng PAH npénel va
yivovrai:
® onivonpoypd@nua agpiopoU-alpdTwong yia
TOV anokAgiop6 BpouBoepBoAikig vOooU wg
aitiac Tn¢ PH.
® a/a Bwpakog.
® DOKINAOIEG NVEUMOVIKAG AsItoupyiag e OlI-
dxuon agpiwv.
® afoviki Topgoypagpia Bwpakog UPYNARG u-
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KpIvelag yia TOV anokAEIOPO dIAPECOU NVEU-
MOVIKNG VOoOoU.

* Doppler unepnxoypd@nua nulaiag yia Tov
anokAeiop6 BpduPwong.

® unepnxoypd@nua NNAaTog yia ToV anokAel-
OMO Kippwong.

® avoOo0AOYIKSO EAeYXOG JE QVTINUPNVIKA AVTI-
OWPATA, AVTIOWHATA EVAVTI TONOICOPEPAONG
KQl QVTIKEVTPOMEPIOIAKA AVTIOWHATA.

® QVTIOWMATA Yia ToV 16 HIV.

® peAéTn UnNvou yia Tov anokAEIop6 dnvoiag
Tou Unvou.
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® HKT, nou pnopei va dei&el de€1d oTpopr Tou
d&éova pe popporoyia R/S>1, gR, A rSR otnv
anaywyn V1, poAovoTi dev gival euaioBnTn
e&g€raon yia Tnv PAH.

O1 kaTeuBuvTripieg odnyieg Bepaneiag Tou
Apepikavikod KoAeyiou Mveupovoloyiag ava-
pEpovTal o€ 1010Nabn Nveupovikn apTnEIakn
unéprtaon, oe PAH oxeTi(éuevn Pe peupaTikd
VOORJATA i OE OUYYevr kapdiakh véoo °. Aev
a@opPOUV TNV NVEUHOVIKA UNEPTAON TN CUOXETICO-
MEVN PE TN XPOVIa anopEakTIKA nveupovondoeiq,
N TNV apiotepri kKapdiakn avendpkeia.

XTd YEVIKG PETPA Yid TOUG aoOeveig pe
1510nabni PAH nepidapBdvovral o1 ak6AouBeg
odnyieg:
* A\iPn KoupapIvikoU avTInnkTikou,
* \iyn O2 otav xpelddeTal yia va d1atnpouyV Tov
KOPEONO TOU O2 (SatOZ) oTafepd > 90%,
® anoguyn eykupoouvng r dlakonn.

H €101kA pappakeuTikn aywyn nepihapBdvel :
® QVTAYWVIOTEG TWV UNOOOXEWY TNG evOoON-
Aivng (Bosentan),

® avdhoya npooTakukAivng (npootavoeidn:

epoprostenol, treptostinil, iloprost) kai

® avaoToAeic pwopodieoTepdong (sildena-

fil).

® a00eveic pe OeTikd TEOT ayyelakig avTidpa-

oTIkoTnTag (NTwon Tng PAPM =210 mmHg
o€ <40 mm Hg pe augnpévn i apetdBAnTtn
Kapdlakn napoxn) kar anouaoia Oe&Idg kap-
dl1akn¢ avendpkelag pnopei va AdBouv and
TO oTéMa avraywvioTh dlaUAwv aoBeoTiou
(AAA).

O1 AAA dev Ba npénel va xopnyoUvTal &-
MMeIpIkd xwpi¢ euvoikd TeoT o&efag ayyelo-
avTidpaoTikdTNTaG. AoBeveiq ue PAH kal duopevn
npdyvwon napd Th GAapUAKeUTIKA aywyn (enf
3 priveg) Oa npénel va unofdAovral o€ peTa-
pOoxeuon NVeupovwy 1 KapdIAG-NVEUPOVWY.
O BepaneuTikdg alyopiBpog Bepaneiag TnG 101-
onaBou¢ NVEUPOVIKAG apTNPIAKAG UNEPTAONG
¢paiveral oTo Xxnya.
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Auopevei¢ NPoyvwoTIKoUG OeikTEG anoTehoUv:

* n emdeivwon TNG AEITOUPYIKAG TGENG

* n pikpn andéotaon Bddiong oTn dokipaacia

6MWT
* n nepikapdiakri ouMoyn
® n avénon Tng pEong nieong Tou de€lol KOA-
nou

® n peiwon Tou KaPdIakoU deikTN

® n av&non Tng PAPmM

H napakoAoubnon Twy acBevv yia TNV ekTipnon
TnG BapuTnTag TNG vOOOU KAl TNG avTanokpiong
otn Oepaneia, yiverar Pe TNV NEPIOdIKNA ekTipNoN
TNG IKAVOTNTAG AOKNONG PE TO TEOT BAdiong Twv 6
AeNTWV, KOl TNV eKTIINON TNG AeITOUPYIKAG TAENG. 2€
a00eveic pe ouoTnpaTIkA okAnpuvon, OOKIPNAGCIEG
TNG NVEUPOVIKAG AeiToupyiag pe didxuon agpiwv
(DLCO) npéner va yivovrar nepiodikd (kdbe 6-12
MAveQ) yia Tn diIdyvwon ayyelakig vooou 1 véoou
TOU OIAPEOOU 10TOU TWV NVEUROVWY.

ZUPNEPAONATIKG, N MVEUMOVIKA apTnpiakni u-
népraon eivar oxetikd ondvia véoog nou anaitef
enepPatikd dlayvwoTikd péoa. MNa 1o Adyo auTo,
aobeveic, nou oto Doppler unepnxoypd@nua @ai-
VETAI VA €XOUV MVEUPOVIKNA unépraon, npénel va
napanéunovral yia nepaitépw éAeyxo oe eldIkd
VOOOKOMEia nou aoxoAouvTal pe Tnv nddnon.
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