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Altlo elcodou

4 MNuvaika 57 etwv - NoonAeia tov 12/2017

AITia e1I0000U: 2ZUYKOTITIKO £TTEICODIO KATA TNV £yEPON ATTO KABIOTH B£0N.

ATOUIKO avauvnoTIKO: EAeUBepo pExpl Tov 08/2017 o1ToTE AOYW CUNTITWHATWY
OUOTIVOIOG KAl EUKOANG KOTTWONG apXiel KaTrola dlepelvnon O€ ECWTEPIKOUGC
IaTPOUG. TIBeTAI UTTEPNXOYPAPIKA N "acaPnG OIAyvwaon TIVEUUOVIKNG
UTTEQPTAONC XWPIC OMWG KATTOIO OUYKEKPIMEVN AyWY N TTEPAITEPW OONViIEC.

Xpovia papuakeuTIkn aywyn: Gabantin 400mg/dly

ATOUIKO avauvnOoTIKO:

1. Ae€ia apBpoTTAACTIKN VIO CUYYEVEC £CAPOpNUA I0XIOU.

2. AYYEIOVEUPIKI ATTOOUUTTIECON APICTEPOU TPIOUNOU VEUPOU AOYW VEUPOAAyiac.
2.UVNOeIEC Kal TPOTTOC (WNG: KATTVIOUA (-), AAKOOA (-)

AAAepyiec: Oev avagpEpovTal



Mapovoa NOoco¢

» AUoTIVOLOL KOTIWOEWC OTTO TETPOUAVOU, TPOOSEVUTIKA EMLOEWVOUUEVN
» Aduvapio-kataBoAn

»2UYKOTIN



KAwLKNA e€€taon

[evikn emlokomnnon: OYn kat BpePn kaAn, TANBwpPLKO MpoowTelo
GCS: 15/15
AKpOaon TMVELUUOVWV: OUOTIHMO aVATIVEUOTIKO PLBuplopa xwpic mpooBetouc nxouc.

Akpoaon kapdLac : S1, S2 puBuikotl, eukplvelc, puonua 1/6 oTnV €0TLO TIVEU LLOVLKIC.

Agpla aptnplakou aipatog: PO2: 57 mmHg, PCO2: 31 mmHg, pH:7,44 , HCO3: 21,1 mmol/L,
Sat02 = 90% (Fi02=21%), Kupehboaptnprakn dtadopa (A-a): 59 mmHg

Zwtka onueio: AM:100/70 mmHg, ©:36,0 oC, 2¢: 98/min, avarmvo&c: 15/min

EAadpU olbnua kAtw Akpwyv, Xwpic mAnktpodaktuAia, PnAadnto nmap oplakd



Epyaotnplakoc eEAeyxoc eLoodou-Evuprpata

e Hct:41.2 % (13.3 g/dL)

e MCV: 95,6 fl

* RDW: 14,0%

e PLT: 181,0 K/uL

« WBC: 6,8 K/pL

* INR: 1,05 sec

 D-dimers: (-)

e AST: 44 |U/L, ALT: 45 IU/L, yGT: 100 IU/L, LDH: 490 1U/L
« CRP:0,5



KTwvoypadia eLoaywync




HKT

SR taxukapdia
AteAéc RBBB

S1, T3, R’vl, RV strain

|

Axis +150




ATTELKOVLOTIKOC EAeyxoc- CTPA

Xwpic ewkova MNE
KUpLoug, AoBaioug
KOLL TLNMOTLKOUC
KAadoug

AUENMUEVEC

SL00TAOELC
KopdLaKkwv
KOLAOTATWV

Kwvog nveUOVIKAG
4,2 cm

Nepkapdrokn
ouAldoyn

WL: 60 WW: 350 [D]
T: 0.9mm L: 8.2mm

LARISA UNIVERSITY HOSPITAL
9977

Chest PE

iIDose (3)

278mA 140kV
5/11/2018 4:39:29 pup

(@)

Well’s score : 4,5



KapbloAoyikn ektipnon

» U/S kapblag

* LVEF: 55-60%

* D-shaped LV

e Aeflec koNOTNTEC coPapa SLATETOMEVEC
e RV pe emnpeacpeEVN CUOTAATIKOTNTO
 TR: 2+/4+

* PASP ~ 50-55 mmHg

* Muwkpn mepikapdlakn cuAAoyn

»TnT< 0.010 pg/L kat BNP: 306 pg/ml

v YrepnxoypadikéC EVOEIEELC ONUOVTIKAC TTVEUHOVLKI G UTEPTAONG



2 U LLTIEPOLOLLOLTLK AL

* AcBevnc 57 etwv

* [Npoodeutika ertbelvoupevn duomvola oo 4unvou
* JUYKOTIN

e AVOTIVEUOTLKN QVETIAPKELO TUTTOU |

* YriepnyokopoLloypadlkeC eVOELEELC ONUOAVTLIKNC TIVEU LLOVLKNG
uTtEPTAONG HE apvntikn CTPA




EriiOnpoAoyla mveu HOVIKAC UTIEPTAONG

Pulmonary arterial hypertension (PAH) 3 Pulmonary hypertension due to lung diseases andior
_ o
3,9%

1 Pulmonary hypertension due to left heart disease

4 Chronic thromboembelic pulmonary hypertension

1,5%

78¢, 5 PH with unclear andior multifactorial mechanisms
{0

??-’n

Adapted from Galie N. ESC 2009

Gabbay et al. ATS 2007




MINAKAE 2. EYTXPONH KAINIKH
TAEINOMHEH THE NNEYMONIKHE

YTMEPTAEHE (DANA POINT, 2008).

1. MvEupovIKN apTnpiakn UNEPTOON
(NAY)

3. MvEuPoVIKR UNEDTOON Mo ofEi lETa o
MVEUPOVIKES vooous kal/in unotia

3.1. xpHna onoPpoKTIKh MvEUPovVonaGGeD

3.2. Siapecn MveupoviKd wOOoDs

1.1. ¥nono8ns

1.2. kinpobotolpEwm

1.2.1. oonKds PoODEoyvEVEDNKSS MDUOCEvIKGS
unoboxEas tonou 2

1.2.2. wowileo s GUoIGS |UE DoV LinodSoocEn
s akTifivns kivdons inou 1, Ev-
Boydivn (pE H xoopis il npovop
O Oyl TEMMTy e Bnodmia )

1.2 3. wvwionn

3.3. aifes nveupoviKE vOODI IE JIKTO NERID -
MOTIEG KO GRopokTiEd npSmrno

3.4. Giutopmes ms ovanvons otov U

3.5. olvbpopa xupeib ol vnooEpIop oL

3.6. xpdma ExBeon o LYNRG UYPOHPETDD

3.7. ovanufia ks ouopaiies

1.3. npokinBeico aond @apuoxa om toEies

4. Xpowvia Bpopupoepfoiikhn NVELPOVIER

unEptaan

1.4, ouoeEnl, OBV |IE
1.4.1. wHoous U SuvGETIon 1o
1.4.2. HIV foipwEn
1.4 3. nuioia vnépwmon
1.4.4. ouwyyvevh kopdema wHoo
1.4.5. ColomGm oo
1.4.6. xpdnng Qiporiumia oo o

5. MvEUPOVIKR UNEDTOON JE GOOQES Kal /h
nofduna payovtikoOs Jnxaviauols

5.1. aipamioyikes Gowopomes: pusiolnep-
nioood olvGpopa, oninvextopn

T mfum.lm qmﬂfﬂmmq}pamxn voaos st

2. MvEupovIKn UNEpTaon Mou uq:-!:iﬂm
o apotepn kapbiakn vooo

5.2. cuotnpoukd voohpata: oopxoeboon,
MVELIOVI KN IoTIokuTIOpwon Langerhans,
FLEL MOy Y E OrE Qo BOMEOOT, VELNO OO OO
on, ayyEuba

2.1. ouvowm i Suoniemupyio

5.3. pecafoiines iompoes: voom anoBinkew
ons yiukoyovou, vooos Gaucher, vooo
Bupenabolis

2.2, ioomofkn Guciemoumyia

2 3. paifsbonabaa

5.4. anifo: anG@pofn and Gyvo, NOTKH ESD-

Bopoxinba, xpovia vEppIKh ovENGPKED
und mpoxabopon




Alepevnon MVEVUOVLKNC UTIEPTAONGC

» U/S KapOIAC: xwpic 151aiTepa EUPAPATA EK TWV APIOTEPWY KAPDIAKWV
KOIAOTATWV

» 2TEQAVIOYPAPIA: ZTepaviaia ayyeia XwPig OTEVWOEIC



2TEDAVIOYPAPLKOC EAEYXOC

API2TEPH >TEQANIAIA APTHPIA

2TEAEXOC: XWPLIC OTEVWOELC

MpooBLog KATLOVTOC: XWPLC OTEVWOELC
Neplomwpevn: Mn emikpatovoa. XwpLc OTEVWOELG

AE=IA STEANIAIA APTHPIA
Entikpatovoa. Xwpilg OTEVWOELC

APIZTEPH KOIAIOTPAQIA
Quololoyikec dtaotaoelc pe KE>50%

JUUTTEPOOUOL: Ztedaviaio ayyeio xwplc OTEVWOELS TOU AUAOU
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2TILPOUETPNON

FEV, %pred: 74%

FVC %pred: 82%

FEV, /FVC: 76%

DLCO: 60%



Alepellvnon MIVEUOVLKNC UTTEPTOAONC

> lotopiko — KAwvikn e€€taon — AMELKOVIOTLKOC EAEYXOC:

XWPLC EVPAUATA TTOU VO cLUVNYOPOUV UTIEP XPOVIOU
VOO UOTOC TOU QVOTTVEUOTIKOU CUOTNMOTOC.
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2TIVOnpoypadnHa ALLATWOEWC TIVEVHOVWV LE 99m Tc-MAA

> Xwplic oodn EUPALOTO TUTILKA TIVEUOVLKAC ELPOAAC-XONAA TiiBavdTnTa

s M£B0oboc¢ screening ekAoync yla tnv XOMY- MeyaAutepn evalcbnoia armo tnv
aéovikn
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Alepelivnon MVEVOVLKNC UTTEPTAONC

» EpyaoTnplakog EAEYXOG: K.Q.
> loTOPIKO: EAEUBEPO

» Birapivn B12: 601pg/ml

» QUAAIKS 0CU: K. .

» TSH: 1.88ulU/ml
» ATTEIKOVIOTIKOG EAEYXOG: APVNTIKOG

» 6MWD: 327/m
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Atepevvnon NveupovIKNC ApTNPLAKAC UTIEPTAONG

able 7 Updated risk level of drugs and toxins known
toinduce pulmonary arterial hypertension

AN yd

nice i

* Aminorex * Amphetamines *Co
* Fenfluramine * Dasatinib * P{enylpropanolamine
* Dexfenfluramine * L-tryptophan * 5t John's Wort

* Toxic rapeseed oil ethamphetami * Amphetamine-like

* Benfluorex drugs
* Selective serotonin * Interferon o and 3

reuptake inhibitors? * Some
chemotherapeutic

agents such as




Atepevvnon MNveupoviknC APTNPLAKNC UTTEPTAONG

» Avoooloykoc leyyoc (RF, C3,C4, ANA, cANCA, pANCA, AMA, anti-
Scl70, anti-dsDNA, ACA): apvnTLKOC

» loAoyikoc eleyyoc (HIV, HBV, HCV): apvnTLKOC



Atepevvnon NveupovIKNS ApTNPLAKAC UTIEPTAONG

» Yrniepnxoypadnuoa AYTM: xwpic moBoAoykd supnpoto

» Triplex ZrtAnvornuAaiou aéova: ywplc maboAoyikd evupripota



Mopeila vooou 1

* O aoBevnc umtePANON o 6e€Lo kapdlako KaBeTnPLACUO

* O AK amatteitat yia tnv enBePaiwon tng dtayvwonc tng MAY Kot tov
KaBopLoo TG MPOyvVwoncg.

Table 10 Recommendations for right heart
catheterization in pulmonary hypertension

Recommendatdons Class® | Level®| Ref"

RHC is recormmended to confirm the
dizgnosis of pulmonary arterial
hypertension (group 1) and to support
treatment decisions




Ae€Loc Kapdlakoc KaBetnplaopog

RA: 22/16, péon: 18 mmHg
RV : 85/22mmHg
PA: 85/45, néon: 58 mmHg
PCWP: 12 mmHg
LV: 105/15 mmHg
Ao: 105/80 mmHg
CO: 3,4 L/min Cl: 1,8 L/min/m2
PVR: 13,5 Wood units

O=YMETPIA
HR: 93 | Aoptn: 92%]| PA: 50%, RV: 51%, RA: 49%, SVC: 45%, IVC: 52%

» 20Bapou BabBuou nMveuLOVLKN aPTNPELOKI UTTEPTOON



Alayvwon

Mveupovikn Aptnplakn Yrneptaon (Idtomadng)



OePATTEUTIKN TTPOCEYYION- EVIKA UTTOOTNPIKTIKA METPO

* EpBoAlaopoc yia ypilmn Ko TtVEU LOVIOKOKKO
e AvtioUANANYN

e YyuyxoKoLlVwVLIKN UTTOOoTNPLEN

* [EVETLKOC EAEYYOC

e AVTLIINKTIKN Bepareia o mepumtwoelc toonaBouc PAH kot €Tl
eAelpewc avtevdeiéewv og 0oouc pEpouv HOVIHO PAEPLKO KaBeTnpa

* OtuyovoBepareia yLa KOpeoUOUC <91% o€ npepla N LETA IO TNV
AoKnon



Current targets of PAH therapy
Correction of endothelial dysfunction

Endothelin pathway ’ Prostacyclin pathway

Vessel
Endothelial ‘ Nitric oxide pathway ] lumen

cells \ ———
// \ Arachidonic acid =9 prostaglandin I,
Pre-pro-endothelin == pro-endothelin \

Prostacyclin

L-arginine —3 L-citrulline derivatives
Endothelin Prostacyclin
receptory (prostaglandin I;)
Endothelin-1 Nitri id ¢
Inric oxiae
Endothelin (SN l cAMP
receptor : : @.| Exogenous
: . - — £ | : .
antagonists C_\ @?f—Endothehn '\> cGMP nitric oxide vta-SOdl:ia;at?n
) il _ anti-proliferation
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Elbkn) Bepamevutikn npoogyylon tng MAY

* Class Il > avraywviotrj untoboxewv evéoBnAivng | avactoAeig
dwododieotepaong tunov 5

* Class lll > avtaywvioti untodoxcwv evboOnAivng | avacTtoAeig
dwododleotepaonc Tunov 5 N pe npootavoeLdn

* Class IV > avtaywviotr unodoxewv evoo0nAivng i avaoTtoAeig
dwododleotepaong TUMOU 5 Kal/r} EMONPOOTEVOAN

* Y€ TEPUTTWON QVEMAPKOUG KAVIKAG OVTATIOKPLONG, N ouvduaoTikr Beparneia Oa
MPETEL VO e€eTAlETOL

v Avootoleic StavAwv Ca xopnyouvtal oTtouc aoBeveic Tou avtamokpiOnkov
otn doklpacia ayyelodlaotoAng kata tov AKK



Determinants of

prognosis2

Clinical signs of right heart
failure

Low risk Intermediate risk High risk
< 5% 5-10% > 10%

Absent Absent Present

Progression of symptoms

\[o] Slow Rapid

Syncope

No < Occasional syncope™ Repeated syncope®

WHO functional class

[, I I \Y,

6MWD

>440 m C165-440m_> <165m

Cardiopulmonary exercise
testing

Peak VO, Peak VO, Peak VO,
> 15 ml/min/kg 11-15 ml/min/kg <11 ml/min/kg
(> 65% pred.) (35-65% pred.) (< 35% pred.)
VE/NVCO,slope < 36 VE/NVCO,slope 36-44.9 VE/VCO, 245

NT-proBNP plasma levels

BNP < 50 ng/I BNP 50-300 ng/l BNP > 300 nq/I
NT-proBNP < 300 ng/ml NT-proBNP 300-1400 ng/l NT-proBNP > 1400 ng/I

Imaging (echocardiography,
CMR imaging)

RA area 18-26 cm
No or minimal, pericardial
effusion

RA area > 26 cm?
Pericardial effusion

RA area < 18 cm?
No pericardial effusion

Haemodynamics

RAP <8 mmHg RAP 8-14 mmHg RAP > 14 mmHg
Cl 2 2.5 I/min/m?2 Cl 2.0-2.4 I/min/m? Cl < 2.0 I/min/m?
SvO, > 65% SvO, 60-65% SvO, < 60%

aEstimated 1-year mortality.

bOccasional syncope during brisk or heavy exercise, or occasional orthostatic syncope in an otherwise stable patient.
‘Repeated episodes of syncope, even with little or regular physical activity.



[Mopeia vooou 2

» H aoBevric 1€06nke o€ dITTAN BepaTtreia pe évav
QVOOTOAEQ PWOPODIECTEPAONG TUTTOU S +
avTaywvioTr) uttodoxea evoobnAivng (class Ill)

Measure/
treatment

Class™-Level”

WHO-FC | WHO-FC | WHO-FC

Ambrisentan <+
tadalafil®

v

Ref.®

b

247

Oither ERA +
PLIE-5i

lla

Ilb

Bosentan +
sildenafil +
i.v. epoprostensal

lla

246

Bosentan + iv.
epoprostenol

la

198,
245

Oither ERA or
PDE-51 +
s.c. treprostinil

b

b

Other ERA or
PDE-5i + other
i.v. prostacyclin
analogues

b

Ib




NMAPAMETPOI NMPO OEPATNEIAZ 10 MHNEZ META
AINAH AFrQrd
AN 105/80mmHg 130/75mmHg
HCT 41% 38%
HGB 13.3g/dl 12.8g/dl
PLT 180000 190000
SvO2 92% 96%
6MWD 327m 340m
HR 93 72
BNP / NT-proBNP 306 <100




Ae€Loc Kapdlakoc KaBetnplaopog

RA: 12/7, uéon: 9 mmHg
RV :70/12mmHg
PA: 70/30, péon: 48 mmHg
PCWP: 12 mmHg
LV: mmHg

Ao: mmHg
CO: 4,2 L/min Cl: 2,1 L/min/m2
PVR: 8,0 Wood units

O=YMETPIA
HR: 68 ,|Aoptn: 94% ) PA: 60%

> [VELLOVLIKN apTNPLOKN UTTEPTAON BEATIWHEVN UTIO SLITAN aywyn
aAAd xwpic emitevén otoOXWV akopa



NMAPAMETPOI

MPO OEPATEIAZ

10 MHNEZ META
AINAH AIFQrd

RA 22/16, uéon 18 mmHg 12/7, péon 9 mmHg
RV 85/22 mmHg 70/12 mmHg
PA 85/45, uéon 58 mmHg 70/30, uéon 48 mmHg
PCWP 12 mmHg 13 mmHg
CcoO 3.4 L/min 4.2 L/min
PVR 13.5 W/u 8 W/u
AO/PA 92% / 50% 94% / 60%




Determinants of

prognosis2

Clinical signs of right heart
failure

Low risk Intermediate risk High risk
< 5% 5-10% > 10%

Absent Absent Present

Progression of symptoms

\[o] Slow Rapid

Syncope

No Occasional syncope® Repeated syncope®

WHO functional class

[, I I \Y,

6MWD

>440 m C165-440m_> <165m

Cardiopulmonary exercise
testing

Peak VO, Peak VO, Peak VO,
> 15 ml/min/kg 11-15 ml/min/kg <11 ml/min/kg
(> 65% pred.) (35-65% pred.) (< 35% pred.)
VE/NVCO,slope < 36 VE/NVCO,slope 36-44.9 VE/VCO, 245

NT-proBNP plasma levels

BNP < 50 na/l BNP 50-300 ng/l BNP > 300 ng/I
NT-proBNP < 300 na/ml NT-proBNP 300-1400 ng/I NT-proBNP > 1400 ng/I

Imaging (echocardiography,
CMR imaging)

RA area 18-26 cm?
No or minimal, pericardial
effusion

RA area > 26 cm?
Pericardial effusion

RA area < 18 cm?
No pericardial effusion

Haemodynamics

RAP < 8 mmHg RAP 8-14 mmHg RAP > 14 mmHg
Cl 2 2.5 I/min/m?2 Cl 2.0-2.4 I/min/m? Cl < 2.0 I/min/m?
SvO, > 65% SvO, 60-659 SvO, < 60%

aEstimated 1-year mortality.

bOccasional syncope during brisk or heavy exercise, or occasional orthostatic syncope in an otherwise stable patient.
‘Repeated episodes of syncope, even with little or regular physical activity.



[Mopela vooou 3

» H aobevic 1€0nke ae TPITTAN BepaTreia
LUE EVAV AVAOTOAEQ PWOPODIECTEPAONG
TUTTOU S + aQvTayWwVIOTH UTTOO0XEQ
evooOnAivng + aywvioTn IP uttodoxEwv

Macitentan
added to
sildenafil?

Riociguat added

Selexipag”
added to ERA

andior PDE-5i"

Sildenafil added
to epoprostenol

Treprostinil
inhaled added
to sildenafil or
bosentan

lloprost inhaled
added 1o

bosentan

Tadalafil added
to bosentan

Ambrisentan
added to
sildenafil

Bosentan added
to epoprostencl

Bosentan
added to
sildenafil

Sildenafil added
to bosentan

Other double
combinations

Other triple
combinations

Riocciguat added
to sildenafil or
other PDE-5i

.

o an 0 an HnH

215




TitAomotnon selexipag

* Evapén tithomoinong pe 200 mg x2 ywa 10 nUEPEC KOl 0T CUVEXELA
400 mg x2, 600 mg x2 etc ava dekarnpepo.

* ' H6n amo ta 400 mg X2 apXLooV cuunmTwHATa Veupalyiog Tplduuou T
ortola eywvav ‘adopnta’ ota 600 mg x2 pe anoteAeopa TNV aduvapia
™N¢ acBevou g va cuvexloel o€ auTo To emimedo. Eywve otadlakn
ueiwon ota 400 mg x2 kot teAka ota 200 mg x2 (oe oAa ta emineda
£YLVE TIPOOTIAOELA TTAPALOVIC 0TO SOOOAOYLKO XA Yl 000 TO
duvatov HeyaAUTEPO XPOVLIKO dLaotnpa mpLv anodpacloBel n pelwon
doonc).

* Mepimovu 4 unvec peta n aocBevnc Aappavetl 200 mg x2 (oxL evxaplota)
aAAad pe cuvexn mapotpuvon. H teAevtaia 6MWD eivat 380 m.



Eowtnuata 77

e TLOa LIMOPOVOOUE VA KAVOUE TIEPALTEPW YLOL TNV awwénon doonc Tou
selexipag?

* XTNV TEPLITTWON MEPALTEPW KALVIKNG eTLOElVWONC TNS aicBevouc Kall
avAyKn xopnynonge npootavoeldwy - iv/sc/inh - Ba umtapéel kamotla
SlapopETLKN amoKkplon ocov adopa TNV VEUPAAyLa Tou TPLOULOU?




Evxaplotw




