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KAviki Mepitrrwon (3):

55 Q mpwnv KatvioTAC (15py) ue Mepropiopévn ZuoTnuaTikn ZKAnpodeppia
amd 2012 Baoe!:

= . Raynaud (2009) - AakTuAikd €Akn (2019)
2KAnpodakTuAia (2012) — 216pa «diknv KATTVOTAKOUAACH
TnAeayyeiekraaoiec (2012)

[OI(2010)

ILD (NSIP pattern) 2009 (1" ekdAAwaon)

ANA> 1/1280 kevipouePIDIOKOC — AVTIKEVTPOUEPIDIOKA (+)

KUpieg ekdnAwoeig
Exkretapévn ILD - WHO IV (MRC V) + emrigovog Enpog BrRxag

" YWPi¢ avtatokpian o€ AaTepocdwy (>0.5mg/Kg/nu) kai AZA->
AvarveuaTikr) Avetrapkela Totou [=>LTOT

DU ->Bosentan 125ug x2



KAivikn Mepitrrwon (3):

Px: iv CY 1g/mo (Total dose: 79) KMIVIKR Kal

Clinical St o?f)?rll‘:)?ll]m
FVC 48% (1.36)
FEV1 49% (1.17)
TLC 48% (2.34)
DLCO 19% (4.48)

Px: ivi RTX 2g (rescue therapy)

FVC 48% (136) 58.4% (168) Sa02 93% (4L/min) 98%
FEV1 49% (1.17)  54.3% (1.33) (2L/min)
TLC 48% (2.34)  52% (2.6) RR 18bpm 12 bpm

DLCO 19% (4.48)  18% (1.41) Prezolon 30mg/d 2.5mg/d



KAivikn MNepitrtwon (3):
Px: ivi CY 1g/mo (Total dose: 7g) + MP 1g/mo

ATTEIKOVIOTIKI)
BeAtiwon




KAivikn Mepitrrwon (3):

* AioBnua maAuwv = HKT: KoAtikog MNrepuyioude kar RBBB

RHC:

Kop510AoVIKH £KTilinon: PAP (S/D/M): 48/21/31 mmHg
Echo: PCWP: 14 mmHg

= EF=63% Xwpic UTIOKIVNOi€C Cl=2.5 L/min/m?
MR 1+/4 CO =4.3 L/min
TR 1+/4 PVR = 3.9 Woods/316 dynes-sec/cm
LA diam= 33mm RAP (mean) = 10 mmHg
Sv02 = 60%

OA: Tadalafil 40mg/d + Ambrisentan 10mg/d
(+ rivaroxaban, nebivolol)



KAivikn Mepitrrwon(3): Mpaktikd EpwtApaTa

1.  Oaovuotivate RHC og auth Tnv aoBevn?

2. NY - Group 11 Group 3?
. ‘Exe1 TpOoyvwoTIKi onpacio?

3. PAH-specific Px?
. MBavég EmiTAokéG?
= Ogelog?



KAiviki MNepitrtwon (3):
1. Note mpétel va oke@Tw Tov RHC o€ aoBevi pe SScl-ILD?

Table 1: Typical findings for lung function, radiology and exercize testing in pulmonary hypertension due to W

PH due to parenchymal lung dizeases I:GFDI.IV/
Lung functicn (% predictad)
FEV1 <60% in PH - COPD
FWVC or TLC <70% in PH - ILD
High resclution CT scan Presence of airway and / or parenchyma ( ECh O' o K)’ 9
CPET Maparounn o€
Exercize limitation Wentilatory 4 g
reathing N E¢eldikevpevo Kevtpo MY
Croygen pulse Mear nomal
COMNG, slope Mear normal
Croygen saturation Mild de=aturation
CO, during exercise May increase

COPD = chronic obstructive pulmonary diseaze; COMND» slope = cardiac output [ oxygen consumpticn ratio; FEV1 = forded expiratory volume in 1 second; FYC = forced
vital capacity; ILD = interstitial lung disease; PAH = pulmonary arterial hypertension; PH = pulmonary hypertension; TLC = total lung capacity

H ev AOyw aoBevi¢ £xel:

 ekretapévn ILD (>30%)

« FVC<70% kai

 aduvayia yia epyooTTIPOUETPIKA MEAETN = XaunAR utrowia yia PAH (Group 1)

AANNA Traoxel amd ZuaTtnuartikn ZkAnpodeppia 6trou n MAY umopei va guvutapxel pe ILD -
RHC yia mBavry mpoabrikn PAH- specific Px

Funke-Chambour M et al. Swiss Med Wkly 2016
Galie N et al ESC/ERS Guidelines European Heart Journal 2016



KAiviki Nepitrtwon(3): MpakTikd EpwthpaTta
2. MY Group 3 n Group 1?

Table 22 Haemodynamic classification of pulmonary

hypertension due to lung disease”

Terminology Haemodynamics (nght

heart catheterization)
COPDNPFCPFE without PH PAPm <25 mmHg
COPDNPFCPFE with PH PAPm =25 mmHg

COPDAPRCPFE with severe PH | PAPm =35 mmHg, or

PAPm =25 mmHg in the presence
of a low cardiac output

(Cl <1.5 Limin, not explained by
other causes)

KAvikf repirrwon: mPAP = 31 + Cl=2.5L/min - oofapn MY

Galie N et al ESC/ERS Guidelines European Heart Journal 2016



KAiviki) Nepirtwon(3): MNpakTikd EpwTipaTa
2. MY Group 3 n Group 1- ‘Exe1 onpacia?

1.00 +
= Mild PH-ILD
T 0,751 - Mild PAH
‘E = Moderate to severe PAH
% - Moderate to severe PH-ILD
0 0.50 1
ﬁ O Censored data
2
E
= 0.25 -
=
o

0,00 - . : : : . . : Follow-up duration

0 5 10 15 20 25 30 35 40 (months)

*Op1ouo¢ oofapnc MMY= mPAP>35 mmHg Launay D et al, Chest 2011



KAivikn Mepitrrwon(3): MpakTtikd EpwTtApaTa
3. PAH-specific Px: ETITTAOKEG?

Emdcivwan avrallaync agpiwv Adyw ayyeiodiaaToAnC € TTEPIOXEC XAMNAOU
agpiopou,

EkdnAwan AavBavouaag Apiateprc Kapdiaknig Avetrapkelag,
EkdAAwaon AavBavouoag TveudoviKAS AEBO-aTTo@pakTIKiS voaou,

AVEZEAEYKTN alIOppaYia ATTd YOO TPOEVTEPIK TNAEAYYEIEKTATIAL.




KAivikn Mepitrrwon(3): MpakTtikd EpwTtApaTa

3. PAH-specific Px: OpeAog?

70 ao0. (USA/France) e SScl-ILD kai Y (mPAP =43mmHg) = ERAs (66%),

PDE5i (29%) Prostanoid (5%)

Table 2. Response to therapy for pulmonary arterial hypertension at followup evaluation®

Baseline Followup P

No. in WHO functional class I-1I/III-IV (n = 67) 1255 16/51 0.52
f-minuic walk distance, mean = ) melers (0 = 34) 203 = 105 708 + 106 o
Hemodynamics, mean = SD (n = 34)

Heart rate, bpm 84 + 16 84 + 15 0.88

Mean systemic blood pressure, mm Hg 92 + 16 83+ 14 0.003

Right atrial pressure, mm Hg 6+4 Tx3 0.66

Pulmonary capillary wedge pressure, mm Hg Ex+4 9=+5 0.57

Mean pulmonary artery pressure, mm Hg 45 = 11 44 + 10 (.63

Cardiac output, liters/minute 43*15 46+ 1.1 0.1y

Cardiac index, liters/minute/m? 26+ 1.0 27+0.6 0.27

Pulmonary vascular resistance, dynes » seconds/cm’ 752 = 442 616 = 210 0.08
Oxygen requirement, mean + SD liters/minute

Entire population (n = 56) 0.4 = 0.05 1.4 +0.3 =0.001

Patients using oxygen at baseline (n = 26) 243210 38+ 16 =<0.001
Arterial oxygen saturation, mean = 5D %

Entire population (n = 56) 95+ 4 93 =5 0.01

Patients using oxygen at baseline (n = 26) 94 + 5 92 + 5 0.03

Le Pavec J et al. A&R 2011



KAivikn Mepitrtwon(3): MpakTikd EpwrApara
3. PAH-specific Px: O¢peAog?

01 X010
SSc Associated PH (ns 000 0
olo 0 010G
/P
Q7O 0N KA
OPATTO 0
SSc-PH-ILD (n=71) O 0 ole

ap.
U
[ =

1. BeAtiwon % emiBiwong (3etia=50%) vs raraidTepeg kooptee (21-35%)
2. Tpwipn xopaynon MNpootavoeidoug = HR=1.4 yia peyahitepn emipiwon

Volkmann E et al. A&R 2014



KAivikn Mepitrtwon(3):Zuptrepdopara

1. AcoBeveic e ZkAnpodeppia pémel va rapaméutroval yia RHC €1dikd av Exouv:
1. Echo ouppard pe duoAeitoupyia AE kolhiag
2. FVC>70% pe DLCO tmmoAuxaunAo
3. [lepiopiopévn ILD og HRCT

2. 2emepimwan ooBapng MY ae £dagog ekterapévng ILD n mpdyvwan tou
aoBevoug gival TTOAU Kakn

3.  Xopnynaon €101KAC ayyelodIaaTAATIKAC aywyNg TTRETTEI VA ECOTOMIKEUETAI KA VO
yviveral o€ EEe10ikeupéva Kevrpa dIoT!:

1. EmmAokég TTou Pmmopei va emdeIviwaouv TNV KAIVIKF KATAaTaon Tou aoBevoug
2. ABEBaio 6pehog



Euxaplotw yia tnv npocoxn ocac!
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