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Mepintwon aocBevouc

[uvaika 47 eTwv
Mn kamviotpla
Qawopevo Raynaud amo 3etiag

04/2016: Etoaywyn MvevpovoAoyikn KAwikn yio Stepguvnon AP
UTTE{WKOTLKN G GUAAOYNG

06/2015: «NoonAetla og MaBoAoykn KAwvikn) Adoyw duoTmvolog Kol
OVOTTVEUOTLKAG OLVETIAPKELOLGY

— OLkeloBeAEC e€LTrPLO TIPLV TNV OAOKANPWON TOU EAEYXOU
— ANA, anti-ds DNA, ANCA apvnTtiKa



Nepintwon acBsvoulc
KAwika evpiupota

QwTtogvaiocOnto eplONUA TAPELWV-PLVOC
Raynaud

MeplwvixLo epLONUA

OxtL okAnpodaktuAia/okAnpuvon S€patog
MoAvapBpitida pkpwv apBpwoewv

Owdnpata Katw akpwv 1(+) ABGs

Awdtoon odaytidwv Fi02: 21%

p02 47
mmHg

Meiwon AW AP Baoncg pCO2 25
mmHg

pH 7.47

— O€eTIkO NratoodayLtdLlkd onpeio



Nepintwon acBevolc




Nepintwon acBsvoulc

EpyaotnpLlakoG/ATELKOVIOTIKOG EAEYXOG

Hct

33%

NT pro-BNP

4663

D-dimers

1880

CRP

Heart echo

Eneiyovoa CTPA

1) (-) yia tveupovikn epBoAn

2) Artouoia aéloAoywv PAABwV OTO MTVEUUOVLKO TIOLPEYXU UL
3) YrnielwkoTtikry ouAAoyn AP

4) Mikpn tepkapdLakr) cuAAoyn

1) 2oBapn niveupovikn umneptacn (PASP 80 mmHg)

2) Awataon AE kothotritwy (RA area 37 cm?— Oplakn ouomootikotnto AE kKothiag
3) 2xAua D otn cuoTtoAn

4) EAaxLotn tepkapdLok) cuAloyn

PFTs: FVC 79% - FEV 81% - DLCO??



Nepintwon acBsvoulc
EpyaotnpLlakoG/ATELKOVIOTIKOG EAEYXOG

AE KopOLAKOG KOOETNPLOOHOC

Pulmonary artery 82/33/49
(S/D/M)

RAP 5 mmHg

P wedge 10 mmHg
cO 4.7 |/min

Cl 2.3 I/min/m?
Wood Units 8.3

OETIKOC ylLa TVEULOVLKN UNTEPTOAON



MPaKTIKA KAWVIKA EpWTAMOTA

YIIAPXEL UTMTOKELUEVO QUTOAVOOO PEUHOTLKO
voonHQ;

Av vau, 1TolLo;
— JkKAnNpobepua;
— 2EN;
— AMN\O;
‘Exel onpaoia; AtodEpel n Oepaneia;

Mowa N KatdAANnAn OEpaAMEVUTIKA AYWYN;



Mveupovikn aptneLaKn UEPTAOH OXETW{OMEVN HE VOO LOTO
OUVOETIKOU LoTOU

CTD-PAH

SSc 315 (74%)
MCTD 36 (8%)
SLE 35 (8%)
DM/PM 18 (4%)
RA 13 (3%)
UCTD 9 (2%)
Sjogren’s 3 (1%)

Total 429

Condliffe R, et al. Am J Respir Crit Care Med 2009;179:151-7; Hassoun PM. Semin Respir Crit Care Med 2009;30:429-39



‘EXEL onpacia n CUYKEKPLHEVN dtayvwon;

Nay, yiati otnv PAH og €dadog ZEA/MCTD mibavav €xeL O€on n
OLVOOOKOTOLOTOATLKN aywyn — otnv SSc, oxt

Kapia tuyatonotnuevn peA€tn (Case reports Kol UKPEC LEAETEC

nopatnpnong) o
23 aoBeveic pe ZEA } MCTD-oxeti{opevn PAH 3
— 16 povo avoooKATAOTAATIKA oywyn 0
. 50% amdvtnoav (8/16) a e IELE
— 7 0VOOOKATOOTAATLKA + AYYELOOLOOTAATLKA ayWwyN R

* 57.1% omavtnoav (4/7) Kool mpoyvwoTtikol mapAyovteg

Kapia BeAtiwon og acBeveic pe SSc 1. XopnAf NYHA class
2. KoAUtepeg aLOSUVAULKES TIOPAUETPOL

Jais X, et al. Arthritis Rheum 2008;58:521-31; Sanchez O, et al. Chest 2006;130:182-9; Tanaka E, et al. ] Rheum 2002;29:282-7; Kato M, et
al. Lupus 2011;20:1047-56



KaAutepn n npoyvwon o€ SLE-PAH amn’otL o€

SSc-PAH

Exercise
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p{ﬂ mT
|
Years from diagnosis
Patients at risk
42 36 32 23 ] 4
259 179 94 53 27 §]

Condliffe R, et al. Am J Respir Crit Care Med 2009;179:151-7

exXercise

rest

86% twv acOevwv pe SLE-
PAH éAaBav (7 Aappavav
6N VOoOKATAGTAATIKNA
Oepaneia)

** Neotepn nAwkia
KaAutepo 6MWT
KaAutepn baseline DLCO

otouc aodeveic ue ZEN



Mepintwon acBevouc (ouv.)

2tolxeia SSc: TnAayyelektaoieg, PAH

2tolxeia ZEA: EpuOnua ypvoaAAidac, MeplwvuyLo
epLONUO

Kowa otoleia kat yio tat 2 voorjpata:
Raynaud/AyyeLlokivnTtika akpa, ApBpitida



MNepimtwon
aicBevouc (ouv.)

AVOGOAOYLKOG
EAEYXOC

Anti-centromere abs

YPnAn sdikotnta ya SSc (> 90%)

(+) o 5-7% aoBevwv pe ZEA

YWUAO: UNAU

KAwvikn: ATTIKO

ANOZOAIATNQETIKOY EAEIXOXL

f S

|

! Heprypagi eéraong EvpeOeica Tiun ~ b ég, 1
AVU

[Avmrupnvn\'(i AVTIOOUOTO OFETIKA >1:640 < 1:80

Eidog ®Ooptopiot ANA AT O Bl 1O

- ANTIKENTPOMEPIAIAKOY) ;

~ s TANY 4 Q¥ N2 £
|7 AT TTINAT OTTAT]C EATKOG

[(W.ELISA)

7,65 APNHTIKA

< 30 U/ml

e A %
[Evavti ZxkAnpodéppatog

[(w.ELISA) 1,69 APNHTIKA <15 U/ml
E’\vrmgvtpou&:maﬁmxa ey — ]
avTioopaTa
PN .
(ENA Avticopata . e
{(u.ELISA) 0,27 APNHTIKA Jim
ISM Avticépata (L.ELISA) 1,61 APNHTIKA <15 U/ml
RNP Avei 0,83 APNHTIKA <15 Ui |
(w.ELISA) i
SSA(Ro) Avriobjiata 4,67 APNHTIKA <15 Uil
(w.ELISA) | |
SSB (La) AVTlO'(b'J.aTa 0,17 APNHTIKA | < 15 U/ml “'.
(WELISA) s
‘Evavii Aelov poikev vov APNHTIKA <140 |
‘Evavt petikovAivig APNHTIKA <1:40 ‘
‘Evavtt pitoyovopiov APNHTIKA < 1:40 |
Avti-B2GP1 IgM 1,21 APNHTIKA <15 MPL |
Avti-B2GP1 IgG 0,77 APNHTIKA <15 GPL
‘Evavti P-ANCA APNHTIKA <1:20
I <1:20
‘Evavtt C-ANCA APNHTIKA el .




NMepimtwon aocBevouc (ouv.)

Awayvwon: Noooc pe otoleia 2EA Kol GUCTNMOTLIKAC
okAnpodepuiac (overlap syndrome)

Anodaon yia xopiynon cuvdéuaopou PAH-specific Tx ko
OLVOOOKOATAOTAATIKAG OLYWYNAC:

 Ambrisentan 5 mg/d

* |V kukhodwaodpauidbn oe unviaiec woelg 1gr

e XapnAn 6oon mpedbvilovng
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Mepintwon aocBevouc (ouv.)

Baseline

6 UNVEC HETA

Pulmonary artery pressure (mmHg)

w sPAP
w dPAP
. mPAP

N
6 LAVEC pHETA
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Nepintwon acBevouc (ouv.)

6 UNVEC HETA

Cardiac output (L/min)

4.7

O N

Baseline

5.3

6 LAVEC LETA

10

O N & OO

Wood Units
8.3
4.2
Baseline 6 UNVEG HUETA



Nepimtwon aocBevouc (ouv.)
6 UNVEG HETA

5502 (start) | 5502 (end) | Distance

98% 98% 396m

Anobéopeuon ano O,

NT pro-BNP (ng/L)
4663
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Mepintwon acBevouc (ouv.)
14 pAveC peta

H aoBevrc oAokAnpwaoe 6 pnviaia kat 3 dipnviaia oxnuota 1V
CYC

MetaBaon o AZA (“aywyn cuvtipnong»)

2 UHUUETOXN O€ KALVIKA MEAETN — MpooBnKkn o\devadiAng otnv
ambrisentan

KaAn yevikn kataotaon



KUpla onpeia

Y€ neputwoels 2EA 1 MCTD (awvtiBeta e tnv SSc), n Beparmeia tng
PAH pmopel va meptAapAavel Kol 0vOCOKATOOTAATIKA aywyn o€
ouvOUAOUO HE AYYELOOLOOTOATLKA

— KaAutepn npoyvwon os SLE-PAH
Baowkn emtAoyn n CYC

H dtayvwon twv CTDs mapoeVEL KAWVLKN QVEEAPTNTA OTTO KPLTNpLAL
(6ltayvwon vs. taévounon)

AVAYKN TIOLOTIKA KOAUTEPWY UEAETWV YLa TN oUYKPLON
OYYELOOLAOTAATIKWY VS. OYYELOSLOOTAATLKWY + 0lVOCOKOTAOTOANG O€
CTD-PAH



