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KAivikn Mepitrtwon:

57 Q mpwnv kamviatic (30py) e:
= Peuparocidn ApBpitida amd 2006 Bdaoe!:
= Y UMMETPIKAC TTOAUOPBPITIOAC MIKPWYV Kal EYAAwY apBpwatwy
= RF =56 U (p1<20)
» LD o€ £€dagog PA (UIP pattern) 2009 ekreTapévn
= QA: Leflunomide (2006-2007) = lMpedvi(oAdvn 5-10mg/d

MpoodeuTikn duoTrvola atd étoug (MMRC 3) = amrd unvéog duotvola o€
neepia (MMRC 4-5) mapda 1 LTOT 24h/24h.

O1dnpara/avacdpko

NoonAcia o€ Mep1pepikdé Noookopeio:
= Ax= KA = amoidnuartiki aywyn (AmwAeia BZ =17 Kg/ 3¢f0)
= Traparmouty aTo TNNOA «H ZQTHPIA» yia TepaItEpw AVTIPETWTTION



KAIvikn Mepitrtwon:

» Sa02 =94% (2L/min O2) - ABG: pH=7,44, pO2= 77, pC0O2=32
» E/E: epo TKE=33, CRP=0.34 mg/dL (¢1<0.3)
» HRCT: UIP pattern kupiw¢ yéoa kai KAtw TVEUHOVIKA TTEdia

Image size: 512 x512 ; 103613861 ( 57 v, S5 v )
View size: 706 x 706 Thorax Hi-Res PFTS
wl: 600 WWwW: 1600 Chest + HR-THORAXSOT

4

FVC  58%

FEV1  59%

~ TLC  62%

3 DLCO 20%
KCO  35%

B 2:29: 27 AM
Made In Horos



KAIvikn Mepitrtwon:

« ECG: SR, RBBB pg £KTOKTEC KOINOKEC GUOTOAEC

* Echo:

« EF=55% Ywpic utokivnaiec

* MeydAn diaraon AE kolAiag ye amwonon MXA I
TR 3+/4 > RVSP 65mmHg

e [VC=22mm
e MR 1+/4

» CT Bwpaka: Kwvoc MNveupoviknc Apt.=4.2cm



TIC=3
SJIC=3
VASp = 1/10
VASd =2/10
CRP =3mg/L

DAS 28 = 3.05

XopunAn evepyotnta amno tic apOpwoslLg

KAIviki Mepitrrwon:




KAivikn MepitTrtwon: Zovown
« 57 Q mpwnv kamvioTA¢ (30py) pe:
= Peuparocidn ApBpitida pe xaunAn evepyotnta amod Tic apbpwaeic
= Ekrtetapévn ILD (UIP pattern) pe pérpia-ocofapn mepIopIoTIK) GUVOPOUR

= NoanAcia yia ooBapri Ae§ia Kapdiakn averrapkeia (NYHA IV — avaoapka)
-> Evdeiteic oofapng Mveupovikng Ymépraong




KAivikn Mepitrtwon: Epwtnon 1"

1. Moéoo ouyxvA eival n ekbnAwon MNAY os acBeveic pe PA:
A) > 15%

B) 10-15%

) 0.5-5%

A)<0.5 %



KAivikn Mepitrtwon: Epwtnon 1"
1. Mooo ouxvA eival n ekbnAwon MNAY os acBeveic pe PA:
o [loAaiOTEPEC PEAETEC BATITUEVEC OE UTTEPNXOYPAPIKE EVOEILN = TUXVOTNTA <
30%!
* Y dieyvwopévn pe RHCath:

= REVEAL registry (US): 28 PA ag auvoho 641 ue CTD - EmmoAaouog
~4.4%?2

= French PH Registry (2004-2012): emmoAaopoc = 0.5%3

1Dawson JK et al, Rheumatology 2000
2Chung L et al, Chest 2010
3Montani D et al, Respiration 2018




KAivikn Mepitrtwon: Epwtnon 2

2. Note Ba Intow 6€€L0 KaBeTNPLAGUO 0 acBev pe Pevupatoedn
ApOpitida kat daxutn diapeon nveupovonadeLa;

A) ZoBapn MVEUUOVLKA UTLEPTAON OTOV YIIEPNXO KOPOLAC
B) Napouoia onueiwv Ag€Lag kapSLakAC OVETIAPKELOG
) 2oBapn umotaLpia pe meploplopevn dtaxutn dLapeon nveuvpovonabela

A) OAa ta VWTEPW



KAIviki Mepimtwon:

Moéte mwpémel va okepTw Tov RHC o€ aoBevi pe PA-ILD?

Table 1: Typical findings for lung function, radiology and exercize testing in pulmonary hypertension due to chronic lung diseases and in pulmonary arterial hypertension.

PH due to parenchymal lung diseases (Group 3) PAH (Group 1)
Lung function (% predicted) (% predicted)
FEV1 <60% in PH- COPD >60%
FVCorTLC <70% in PH-ILD =10%
High resolution CT scan Presence of airway and / or parenchymal abnormalities | No (or mild) abnomaliies
CPET
Exercise limitation Ventilatory Cardiocirculatory
Breathing reserve Reduced Preserved
Orygen pulse Near normal Reduced
CONQ, slope Near normal Low
(xygen saturation Mild desaturation Pronounced desaturation
CO, during exercise May increase Mo change / decrease

COPD = chronic obsfructive pulmenary disease; CO/VO, slope = cardiac output / oxygen consumption ratio; FEV1 = forded expiratory volume in 1 second; FVC = forced
vital capacity, ILD = interstitial lung disease: PAH = pulmonary arterial hypertension; PH = pulmonary hypertension; TLC = total lung capacity

g€elbikevpevo Kektpo NY

Funke-Chambour M et al. Swiss Med Weekly 2016

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



KAIviki Mepimtwon:
Moéte mwpémel va okepTw Tov RHC o€ aoBevi pe PA-ILD?

2TN OUYKEKPIMEVN a0oBeV = ETTAPKEIC KAIVIKO-EPYAOTNPIOKES EVOEICEIC
via [MAY = TTapatrouTr) o€ €CEIOIKEUMEVO KEVTPO

XapnAn YynAn
untoyia yLa untoia yia
NnAY MNMAY

2n HaVTIKE AN
FVC<70°
QVETIAPKELQ



KAIvikn Mepitrtwon:

* AcoBeviic NYHA IV kai onueia AE kapdiakig averrapkeiag ye NT-proBNP =3440 ng/L

RHCath:
PAP (S/D/M): 70/34/46 mmHg
PCWP: 10 mmHg
Cl=  L/min/m?
CO =3.3 L/min
PVR =11 Woods

RAP (mean)= mmHg
SvO2 =

Awadyvwon: MY ducavaloyn yia tnv £ktacn ¢ ILD =2 cuvunapyovoa MNAY

O®A: Tadalafil 40mg/d + Macitentan 10mg/d




KAivikn Mepitrtwon: Epwtnon 3"

3. Ynapxet O6wadopa otnv emPwwon tTwv oacBevwv pe dwapeon
TIVEUMOVOTIAOELOL KOl TTIVEUMOVLKN] UTIEPTOON O OUYKPLON ME TOUG
acBOeveic pe L6lomabn MVeEVLOVIKA apTnPLAKN UITEPTAON;

A) Kappioa

B) OAoL oL aicBeveic e SLapeon MVEVLOVOTIABELA KOL TTVEULLOVLKI] UTTEPTOON
£XOUV XELPOTEPN MPOYVWON O CUYKPLON UE Touc aoBeveic pe tblomadn MAY

) Movo oL aoBeveic pe dLapeon nvevpovomabela Kot LETpLa-cofapn)
TIVEULOVLKI] UTTEPTOLON €XOUV XELPOTEPN TIPOYVWON OE CUYKPLON UE TOUG
aoBeveic pe 1dlomabn MAY

A) OL aoBeveic pe Slapeon mveuLOVOTIAOELO KL ATILAL TTVEULLOVLKI) UTTEPTOON
£XOUV KaAUTEPN TIPOYVWON O€ CUYKPLON UE Touc aoBeveic pe 1blomadn MAY.



KAIviki Mepimtwon:
3. MY Group 3 n Group 1- ‘Exe1 onupacia?

Cross-sectional peAetn: 47 pe SScl-1LD +PH vs 50 pe PAH

1.00 4 -
2 L—.

8 Sy | Mild PH-ILD
S 0751 N - Mild PAH
i oo e I Moderate to severe PAH
-% Moderate to severe PH-ILD
a 0.50 -
% oo o O Censored data
2
E
E 0.25
= |
i

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

(months)

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



KAIvikn Mepimrtwon: Epwtnon 4

4. Mowog aoBeviAc pe PA Kol eKTETAMEVN OLAMEON TIVEUMOVOTAOELOL ME
ouvodo MY dwkaovtal SOKLHAOTIKA va AABEL ELOLKN ayYELOSLAGTAATLKNA

aywyn;
A) OM\ot
B) Autol pe mPAP>35mg
) Autol pe mPAP>25mg kat pe CI<2.5 L/min/mm?
A) Kaveig

E) Kuplwg oL aicBeveic otic meputtwoelg B +I



2.

3.

KAIvikn Mepitrtwon:
PAH-specific Px og PA-ILD: EmritrAokég vs O@elog?

EmirAokég:

Emdcivwan avrallaync agpiwv Adyw ayyeiodiaaToAnC € TTEPIOXEC XANAOU
agpIouoU

EkdnAwan AavBavouaag Apiateprc Kapdiakng Avettapkelag
EkdnAwaon AavBavouoag TTVEUHOVIKAG QAEBO-ATTOPPOAKTIKAC VOO OU
20papr aluoppayia amd meTTIKO EAKOC (auxvr auvvoanedTnTa).

O@elog: pn erapki dedopéva




KAIvikn Mepimtwon:
Mo10¢ aadevig pe PA-ILD kai MY dikaiouTan dokipaoTika PAH-specific aywyng;

Table 22 Haemodynamic classification of pulmonary

hypertension due to lung disease”

Terminology Haemodynamics (nght

heart catheterization)
COPDIAPRACPFE without PH PAPm <25 mmHg
COPDNPHCPFE 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 <2.5 Limin, not explained by
other causes)

Apa ol aoBeveic pe PA-ILD ko coBapn MY duocavadoya ce oxeon LLE TNV EKTAON

¢ ILD mpéneL va mapamnepunovrol o e€eldLkeVEVO KEvtpo yia MY

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



KAivikn MNepitrtwon: Follow-up

xe 1 €10G:

Xwpig onpeia (AE) KA
NYHA Il (a6 )
NT-proBNP =642 ng/L (amo

RHCath:

PAP (S/D/M): 70/34/46 mmHg
PCWP: 10 mmHg

Cl=  L/min/m?

CO = 3.3 L/min

PVR =11 Woods
RAP (mean)= mmHg
SvO2 =

RHCath:
PAP (S/D/M): 53/24/34 mmHg
PCWP: 8 mmHg
Cl=2.8 L/min/m?
CO=5.4L/min
PVR = 4.8 Woods
RAP (mean) = 4 mmHg
Sv02 = 67%




KAIviki Mepimtwon:
UNTTEPACHATO

1. AcoBeveic ue PA mrpémrer va raparéumovral yia RHC €181ka av €xouv:
1. Echo ouppard pe duoAeitoupyia AE kolhiag
2. FVC>70% pe DLCO oAU xaunAd
3. [epiopioyévn ILD og HRCT kar au¢nuévn RVSP/TRVmax

2. 2emepimwan ooBapng MY ae £dagog ekterapévng ILD n mpdyvwan tou
aoBevouc ival TTOAU KakT)

3.  Xopnynaon €101KAC ayyelodIaaTAATIKAC aywyNg TTRETTEI VA ECOTOMIKEUETAI KA VO
yviverar o€ EEe1dikeupéva Kevrpa diIoTI:
1. EmmAokéc TTou Pmmopei va emdeIviwaouv TNV KAIVIK KATAaTaon Tou agBevoug

2.  ABEBaio 6pehog



Euxoplotw ya tnv npoocoxn cog!




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 = 105 208 + 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 0.14

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) 24320 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
D-ILD/P
Q7O 0N KA
OPATTO 0
SSc-PH-ILD (n=71) O 0 ole

ap.
U
[ =
@
U

1. BeAtiwon % emiBiwong (3e1ia=50%) vs raAaidTepeg kooptee (21-35%)
2. Tpwipn xopnynon MNpootavoeidoug = HR=1.4 yia pyeyahitepn emipiwon

Volkmann E et al. A&R 2014



