2° MaveAAnvio ZuvedpLo Mvevpovikne YEpTAONC

2Tayakn EAévn
TTveupovoAdyocg
Akadnuaikn Yrotpowoc B' TTavemioTnuiakig TTveupdovoAoyiKRC KAIVIKAC- ouvepydTic Tov AITTY



EPQTH2H 1
Moot amnod tou¢ napakatw nAnBucpoug eivat uPnAol Kwvduvou yia avamntuén
Mveupovikng Aptnplakng YrEptaong;

1. OuLaoBeveic pe Kapdiakni Avenapkela pe dtatnpnuévo kKAaopa eEwdnonc (HFpEF)

2. OvaoBeveic pe okKANPOdEPUA, LE CUCTNUOTIKO EpUONMOTWSN AUKO KOl LE MLKTA

VOOO TOU OUVSETLKOU LOTOU
3. OuLaoBeveic pe HIV kat oL acOeveic pe xpovia nratonadeia
4. OuLaocBeveic pe ouyyeveic kapdiomaberec

5. 2+3+4
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Mapouociacn MEPLOTATLKOU

) 58y, un kanviotpla, pntépa 1 oo

AA:
2kAnpodeppa (limited Scl)- Stayvwon 28y
(44y akpwtnpLacuog (AE) petatapoiov AOyw yayypoLvac- EV GUVEXELQ EWC LECO KVAUNG,
ron- cofoapn dSuckatamnoocia, TNAEAYYELEKTOOLEC )

Oupeocsidittda Hashimotto

Aywyn:
Prezolon 5mg, MTX, Nexium 20 x 2, Salospir 100mg, Euthyrox 50, Entact

Avonvola emdevoupuevn: Mapanéunetol oto Latpeio NMvevupovikAg YEpTAONG



1t02= 98%, HR: 78 bpm

louv 2014
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dvonvoia npoonadeiag, WHO-FC: Ii

P e PP T PR PP PR e B b e e e e vt e e R R EEE
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HMEP/NIA EZETAZIHEI: 12/3/12014
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A=ONIKH TOMOTPASIA OIPAKOZ

H e€éraon ouvemAnpwONKe Pe TopéG UYNARG EUKpIVEITS.

ATI6 TRV AMEIKGVION TOU TIVEUHOVIKOU TtapeyxUparog, Sev avadeikvueTal
oagnc, eoTiakol TUTTOU aAAoiwan K aToixeia evepyoU vogou.

MiKpric EKTAOEWG IVWEN OTOIXEIA OTIG TIVEUHOVIKEG KOPUPES
appoTEPOTAEUPWG.

Aev ehéyxerai eikova UTTECWKOTIKAG GUAAOYNG.

A6 Tov £Aeyxo Tou HegoBwpakiou Kal Twy pacxaAiaiwy xwpwy, ev
avadeikviovral Sloykwyévol Aeppadiveg ye kpithpia aovikng Topoypagiag.
TToAU pikpoU PpaBuol mepikapdiakn ouAoyi aTov pdaBio epikdpSIo XWPo.
Mikpo0 BaByot SiappayuarokiAn.
KAivikn exrignon.
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KB AlaOwpakiko untepnyxokapdioypadpnua

YMEPHXOKAPAIOrPAGHMA (TT E )
, 1 ' R T
! louv 2014 1R T
— L calwi i L VVNONTING, W 3 TAZ
(Y= KAINIKEZ TAHPO®OPIES B
L TRVmax=2.7 m/
. -—
2.0/ M-mode HETPATEIS (Mm) P.1. Doppler exripnon a x ° S e C
mo) [Valsalva] 20-38 27 | Mioppoeidik por (m/s): E<0,9 A =068 DI=195
Trodoa aoptf (EvyUs Thrij0) <35 24 | TAPSE=20 S (RV)=13
Dio1Epds KOATIOG (LA) 10-39 34 | e’(wAdyio)= 11 e’ (MIK)=9 ® RVS P - 3 9 m m H g
gooxolhaxd didppaypa (IVS) 6-11 8 | Taximra ipou ££650u ap. xkokiac (m/s)=0,9
TioBo Toixwpa ap. kokiag (PW) 8-11 8 MeyioTn raxdinia aoprikig BaABidag (m/s)=1,6
sAoSoTokki BIGRETPOS ap. KoIAIag 36-56 41 | Méon aoprix kAion Tricong (mmHg)=
A Ak Mpctpos. ap. KoIAiag 24-40 23 | Aopriké otépio (cm*)= [ ] TA PS E — 2 0 m m
Aaopankd paxuvon (FS) [%) 29-37 Meyiotn ray. averdpkeiag 1piyA@xivac (m/s)=2.7 —
Adapa efwnong ap. kokiag (EF) (%] 60-80 85 ZuoTohikr Tricon Be§idg kolAiag (mmHg)=34-39
1aperpog Bekidg kokiag (RVDd) <30 29
J6ETPOC BEEIGE KOINIGLG (4V) <35 32 | ANENAPKEIEZ | Aopr (AR): ToiyA (TR): 174
3poVTia TEPXAPBIAKOG UYpO EAGuiorq | BAABIAON | Mirp (MR): + | Mveups (PR): + ® S RV - 1 3 cmy/sec
pootereg perpiioeic | PA=23mm -
FNQMATEYZH

Tpimiuxn aopriki) BaABida pe kaAd Siavoign.
AHPGTEDES KoMTTOKOINIaKES BaABIBEC SOPIKG K.§. :
Kohtor .. Aegid KON QUTIOAOYIKWV BIGOTAOEWY KAl IKAVOTIOINTIKAG OUGTOAIKAC ° IV C: 1 8
AeIToupyiag (TAPSE=20 mm, S-TDI=13 cm/s, FAC=29%). ‘ mm

PIOTERN Kotk QuTIoAy iKY BIaCTAoEWY Kal KaAS GUSTONKAC AeiToupyiac (KE=65%).
Evxpwpo Doppler KQTéypawe pIKPr) QVETTAPKEIR TRIYAWXIvag BaABidag. =10 cm/s (pfoog )
g TayurrTwy TTAQyiou TOIXWHATOS Kai METOKOIAIaKoU BlagpdypaTtog mr[ Baoikn ponpu)_. ’ 6

=S, Meyior rayornra Bia ¢ TPIVAWXIVS=2,7 M/s TIOU QVTIGTOIXE! Gt GUGTOAKN ° EA ax I. th n s p lK a p I. a K n

(TIVEULIoVIKA aprnpia Tepi Ta 29+(5-10)=34-39 mmHg. '
Khuong KATW KOANG PAERaG (18- mm) Kai IKAVOTTOINTIKI QVATIVEUOTIKN
NG Slapérpou auTnig.

PTIKOU T6E0u 23 mm Kai TaxOTnTa Kariedong aoptrg 1,6 m/s.
5 IYMNEPAIMA

ouAloyn
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YnEP;)'(brpAomo EPFAZIHPIO

YNEPHXOKAPAIOFPAGHMA
e —
1 | HAIKIA: 53 |
.. louv2014 — T
L KAINIKEZ MTAHPO®OPIES KARETA:

SCL
2 u@pﬁsﬁm“"; (mm) @.1. | I Doppler xtipnon 7
& atze (AON Valsalval 20 a0 1

Table 8A Echocardiographic probability of

pulmonary hypertension in symptomatic patients with
a suspicion of pulmeonary hypertension

Peak tricuspid Presence of Echocardiographic
regurgitation other echo  probability of pulmonary
velocity (mifs) ‘PH signs™ hypertension

=1 8 or not

measurable =

Muwkpn} miBavatnta MVEVUOVIKAC UTIEPTAONC

AloOwpakilko untepnxokapdloypadnua
(TTE)

* TRVmax= 2.7 m/sec

* RVSP=39mmHg

* TAPSE=20mm

* S(RV)=13cm/sec

* IVC=18mm

e EAdylotn meplkapdlakn

ouAAoyn
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ONOMATEMNQNYMO:
HMEP/NIA TENNHZHZ: 122/ 1901
HMEP/NIA ESETAZHZ:  1/4/2014

MATNHTIKH TOMOTIPA®IA KAPAIAZ

CQAGTATOS, TO EVOEXOMEVO GVUTITUGIG TIEPIOPIGHEVIG EKTAEWS VUK
470 ,au;%w MTTOPEI VA QTTOKAEIOTEL. MPOKEITal TTAVTWG yia IBIaITEpwg
1OPIOHEVO EUPNHA. TO HECOKOINIOKS BIAPPayHa avayvwpileral eAesBepe

O ‘ v WOEV. -
. To m%eu;mg apIOTEPAC KOINIag UTTOAOYIoTNKE B85%, WE
) oBIa0TOAIKO OyKo 106ml, TEAOTUGTOAIKG 37ml.

-£1G KOINIQ EPPAVIE! ETTIUAKN DIAMETPO 73XIA., gykapoia 37')@‘)\. To kANdouc
JEWC TNG KOINGTNTOG UTTOAOYIOTNKE 70% HE TENODIOGTONKS GYKO 100m,

oAIKG 30ml. Agv avayVwpiZeTal ELPAviG ECTIAKN 6|arqpcxxr'\ omv
ou TTPooBiou EAEUBEPOU TOIXWHATOC TNG \;O\N

Aem2: ADIGTEDOC KO

|

EPAZMA:
ggug)\oleég 01 GUCTOAIKEG TTAPGHETPOI TNG APICTERTS
maparipnon o1 oUOTACN TOU HUOKAPDIAKOU TOIXW

VNG EKTAOEWG OTIKTA £TTIKapdIakn TPOCAN
OiXWHa TNG KOIAOTAT

- . WTEPO T
ouc OTO TTAQYIO KaI KaTQ :
;?/gmgﬁng IVWTIKWYV OTOIXEIWV YE BACEI TA TTPOTIEPIYPAPEVTA 3

va QTTOKAEIOTEIL.
d

MRI kopbLaG

* (DuoloAoyikEC mapapeTpolL LV,
rbava mePLopLoUEVN lvwon
e Ae kolAia: k¢ EF, k diaoctaoelc

* AE KOAmnog: 15cm?
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DINESH KHANNA

b o——— —

' Séc'é‘a’\dé scleroderma-
spectrum disorders
WS ‘

— . Py, N - - —

Uncorrected DLCO < 60%

Right heart fcatheterization

systolic dysfunction, greater than grade ) diastolic dysfunction,

greater than mild mitral or sortic valva disease and no moderate
S

¢ Where amﬂsmﬁd‘@mdiognm did not reveal overt

PR SR s < A




AlEpE l',Vn O~ Detect algorithm

1. PFT’s

EVGENIDION HOSPITAL
THORACIC SERVICES

Chairman: CH. ROUSSO

ATHENS - MEDICAL SCHOOL
Ciiiiunk CARE DEPARTMENT

S MD, MSc, PhD, MRS, FRCP(C)

iden&ification: ‘;z‘{i:’u‘" First Name: Eirini
ast Name: Age: 53 Years
Sex: female g0 e 55,0 kg
Height : 161,0 cm Weight: ’
Smoker: Yes o cH
Opr_-r';:';t: 2Z Physician:
Flow [Us]
14 12 10 8 6 4 2 (] 2 4 6 8 10 12 14
FN in FN ex
s.—
' — =
Fvc— 105‘y e b b5 13103/ 14
- () |\ === &
z——-’ < SISO AMOTEAEEMATA ESETAZHE
FEV1=93.5%
- =270 o] ANA ANTIYPHNIKA ANTIZQMATA
Time (s]
o+~
o 0 4 6 8
TF= 75/) Pre $0bs/P 2 Abs
3.02 105.37 e
2.28 93.53
o o 75.45
-— 5.81 106.44
DLCO%= 45.5%
0.46 30.84
7.33 119.04 - ANTIMYPHNIKA ANTIZ. (ANA) : ?E;%o
17257 50.14 - ZE APAIQZH C N i
FVC/DLCO%=2.3 0.22 28.09 - TYNOE $O0PIZMOY : ANTIKENTPOMEPIAIAKO
6.47 : ; ;
s - MéBodog avooohBopLapoL : IFA
FIF 50 (L/s] (AN (YTOOTPWHX KUTTXpwV: HEP-2)
Mvv [L/min] 94.55 “ TIMES ANAGOPAZ :  APNHTIKO < 1:80
vt MV [L] QETIKO > 1:320

—

step 1 - DETECT

220

NOECHO

RECOMMENDED ECHO RECOMMENDED

370

300

RESULT: ECHO RECOMMENDED
BASED ON THE DETECT SCREENING ALGORITHM

440

PFT’s

FVC/DLCO pred = 2.3
Serum ACA (+)
TnAeayyelektaoieg (+)
Ae€roc agovac oto HKI
nT pro BNP 78pg/ml
Oupko o€V 4.2 mg/dl




ALEPE l.’)Vl'] Gn- Detect algorithm m=) step 2 - DETECT

Ymp;xorPAO’KO EFIAZITAFIO
o 1 e NORHC RHC RECOMMENDED
e L louv 29\;5 —TenR Y] RECOMMENDED
EZeT i | AT . ECWT — 3 T=100¢
LEEL e
SCL
Wﬂ“‘mﬂ'g (mm) ! ?‘Tl“l‘ Doppler extipnon
w\ 58 Dt=195
«=is TRVmax= 2.7 m/sec RESULT: RHC RECOMMENDED
= = L BASED ON THE DETECT SCREENING ALGORITHM
e 2 2:"+ CONSIDER REFERRAL TO ASPECIALIZED PAH CENTER
:AoBaoTokKi — E—
==z* RA area= 15cm
Mﬂ.m“v‘”l \FS) %) 29-37 MEYIOTT) TaY. QVETTAPKEIAC TPIYAWXIVAC (MVS)=2.7
:::’Wﬂ( ::' xokiag (EF) (%] 60-80 65 ZuoToAikr Tricon Se€iag kolkiag (mmHg)=34-39
pog eEiGC KoINiag (RVDd) <
Gpetpog Bekiic xohiag (4V) <§§ §§ ANENAPKEIEE | Aopr (AR): ToA (TR): 1/4
0pouoia EPIKAPBIaKOU LyPOU EAGyI0Tn BAABIAGN Mitp (MR): + Nveup (PR): +
PA=23mm
FNQMATEYZH

Tpimuxn aoprikr BaABida pe kahr SiGvoien.

Al KOATIOKOINIaKEG BAABIGEG SOMIKG K.Q.
Kohmor .. Aefid KONl QUUIOAOYIKWY BIGOTACEWV KAl IKAVOTIOINTIKAG OUGTOAIKAC
Aeimoupyiag (TAPSE=20 mm, S-TDI=13 cmis, FAC=29%).

Nl Kokia QuotoAoyikwv BIAOTACEWY Kal KAAG GUGTOAIKAS AeiToupyiag (KE=65%).
Evxpwpo Doppler karéypawe pikpr averrdpkeia TpiyAXIvag BaABidag. £'=10 cmi/s (péoog
le:;mmw TrAayiou ToixwuaTog Kai pecokoiAiakol Siagpdyparog otn Bagikr poipa).

: “Yb'n‘l Taxutnra Sia NG TPIYAWXIVaG=2,7 m/s TrOU QvTICTOIXEl OE GUOTOAIKR
“N OV Mveugiovik aprpia Trepi Ta 29+(5-10)=34-39 mmHg.
r Karw KkoiAng @AéRag (18- mm) Kai IKQVOTTOINTIKI QVATIVEUCTIKN
Blapérpou aurrig.
16€0u 23 mm ka1 TaxUTnTa Kariouong aoprig 1,6 m/s.
= ZYMMNEPAIMA




Alepevvnon

RHC 1 RHC -1 Results
7/ 2014 RAP  (mmHg) 2

PAP (mmHg) 38/12/21

PAWP (mmHg) 7

co (1/min) 3.3

Cl (I/min/m?) 2.6

PVR (Wood Units) 3.5

Sv02 (%) 74

Xopnynon é6oBoutapivng 30y/kg/min: xwpic petoBoln




EPQTHZH 2
Eivaw 0 1°¢ 6£€10¢ kapdlakoc kabetnpracpog (2014) Oetikog yua MAY;

1. Zopdwva pe tic odnyiec ESC/ERS GUIDELINES 2015 sivat apvntikoc.

2. 2ZUpdwva pE TNV npotacn oto tpocdato naykoopLo cuvedplo otn Nikoto-

wsph 2018, Nice, eivoit O€TIKAC.

3. MEeAAOVTIKA LOWC LITOPOUME VA UTTOBAAOULE TOUC alcOeVELC o€
EPYOOTILPOUETPiI N va xopnyoUue dofBoutapivn yia «arnokaAuvyn»

VWPLTEPO TNG TTVEVHOVLKAC OYYELAKNG VOOOU.

4. OAa eilval cwota
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MNopeio vocou

e AtaBwpakiko untepnyokapdioypadnua (TTE) 6/2016

opeTAPAnTO

e 2taBepn SUomvola NYHA Il

 Onwg téAog 2016 enmdeivwon....



Mopeia vooou

e AlaOwpakiko untepnyxokapdioypadnua (TTE) 6/2016

opeTaBAnto

e 2taBepn SUomvola NYHA II

 Ouwc téloc 2016 emdeivwon....

WHO-FC:IlI




> CT Owpoaka
> PFT’s

S LU, 0 cm

~ FVC:88%
 FEV1:78.4%

~ FvC/DLCO=2.8
:?5:.‘ :4’ ;' é }‘ ;T%E§:ﬂ

04 .42 LUvVeso
11.00
2.40 Silas
0.68 42.8
S 00704/

14123

DLCO- SB: 31.5%




» CT OQwpaka
> PFT’s

Tmmpeane L6U; 0 em

~ FVC:88%
 FEV1:78.4%

_ Fvc/DLCO=2.8
e

- 04.Ub D4 .42 LUUVec

11.00
00 2.40 3.5
(59 0.68 42.8
24/04/
1423

SB: 31.5%




ATTIKON HOSPITAL M4S Mi 0.08 e — o

b v s 27104117 11:45:24  USR Cardiac3 Tis2.1 - i = F 3
REOReES + : rgnsced 4 "Lg';lrl.!d,i.f',i.\.l.I.\.__..-éf

* TRVmax=3.5m/sec
* RVSP=57mmHg

* TAPSE=14mm

* S(RV)=11cm/sec
° IVC=21mm

e b
L
. . | || | | |

 Anp 2017
TRVmax: 3.5 m/sec

i " 'ﬁ Ty - I{‘\““"\)—s - r\("‘“m.. §
A D | o & J 1T T PN (T f’}l' 7
‘ -2 | <1 | ]

* MéetpLa neplkapdLoKn

ouAAloyn




ATTIKON HOSPITAL M4S e o
27104117 11:45:24 USR Cardiac3 . S B =
. ,=* ; ".‘.'.‘:‘.'}.”'"*-‘ f_lél_;\l.‘l,{tu_‘\j_\l'l_\m_gf
9 Table 8A Echocardiographic probability of | y s

pulmonary hypertension in symptomatic patients with
a suspicion of pulmonary hypertension

* TRVmax=3.5m/sec

Presence of Echocardiographic -,
other echo  probability of pulmonary . * RVSP=57mmHg

‘PH signs™ hypertension

Livw

* TAPSE=14mm

* S(RV)=11cm/sec
* IVC=21mm

* MéetpLa neplkapdLoKn

Mat reauired oulAloyn
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RHC 2 RHC -1 Results
4/2017 RAP  (mmHg) 7
PAPs/p/m (mmHg) 65/31/42
PAWP (mmHg) 10
Cco (1/min) 3.2
Cl (I/min/m?) 2.0
PVR (Wood Units) 10
Sv02 (%) 63

NTproBNP= 3695pg/ml



Risk assessment
in Pulmonary Arterial Hypertension

Determinants of prognosis®

(esti i lyear lity) Intermediate risk 5-10% High risk >10%

Clinical signs of right heart failure Present

Progression of symptoms No Rapid
Syncope No Occasional syncope® Repeated syncoper
WHO functional class LI i * v

MWD >440 m 165440 m <|65 m

Peak VO; >15 ml/imin/kg Peak VO, Peak VO; <1 | ml/min/kg
Cardiopulmonary exercise testing (>65% pred.) I'1-15 ml/min/kg (35-65% pred.) (<35% pred.)
VENVCO; slope <36 VENVCO; slope 36-44.9 VEIVCO,; 245

BNP <50 ng/l BNP 50-300 ng/l BNP >300 ng/l

NT-proBNP plasma levels NT-proBNP <300 ngiml NT-proBNP 300-1400 ng/l NT-proBNP >1400 ng/l
RA area 18-26 cm’
RA area <|8 em’ RA area >26 cm’
Imaging (echocardiography, CMR imaging Mo pericardial effusion R Pericardial effusion
effusion

RAP <8 mmHg RAP 8-14 mmHg RAP >|4 mmHg

Haemodynamics Cl 22.5 Vmin/m? Cl 2.0-2.4 Umin/m? * Cl <2.0 l/min/m?

SvO; >65% SvO, 60-65% SvO, <60%

ESC/ERS PH guidelines 2015



Evidence based treatment algorithm for PAH patients




Evidence based treatment algorithm for PAH patients

T '
WHO-FC I e " A
Intermediate risk (WHO FC li-aity (wno{cm-

Initial
combination
therapy




Oepansia

Ref.”

Ambrisentan +
tadalafil®

Other ERA +
PDE-5i

Bosentan +
sildenafil +

i.v. epoprostenol

Bosentan + iv.
epoprostenol

Other ERA or
PDE-5i +
s.c. treprostinil

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

analogues

247

246

198,
245

26 Anp 2017

Bosentan 125mg x 2
+

Tadalafil 40mg

Recommendations for efficacy of initial drug
combination therapy for PAH (group 1) according to WHO FC




aywyn 1y

[ 4
NapakoAovOnon- Follow up 3°S RHC

PARAMETERS Jul 2014 Apr 2017 May 2018
NYHA Il i Il
nT-pro BNP (pg/ml) 78 3695 298
TTECHO

TRVmax (m/s) 2.7 3.5 2.9

RVSP (mmHg) 39 57 45

TAPSE (mm) 20 14 18
RHC

RAP (mmHg) 2 7 7

PAP (s/p/m) (mmHg) 38/12/21 65/31/42 41/17/25

PAWP (mmHg) 7 10 7

co (1/min) 4 3.2 4

Cl (I/min/m?) 2.6 2 2.7

PVR WU 3.5 — 10 —_—> 4.5

SV02 (%) 74 63 2 TAR 74




EPQTHZH 3
Moo ano ta napakatw eivat Aadog;

1. O grmumoAaopog tng NY oto okAnpodeppa eival mepimov 10% ko avéavetat

20% otouc acBeveic pe DLCO <60%.

2. OLaoBeveic pe okAnpodepua Kkat MAY £€Xouv XELPOTEPN TPOYVWGT OO TOUG

acBeveic pe Wbomadn NAY.

3. H 3etng emPBiwon otoug acOeveic pe okAnpodeppa emnpealetal eEAayiota ano

NV vrtapén NMveuoVIKAC YIEPTALONC OE OXEON ME aUTOUG tovu dev £xouv MY.

4. H NY oto okAnpadeppa £xel TOAAOUC «PaVOTUTTOUC» TTOU HIOPoUV val

OUVUTIAPXOUV O€ £val acOevn.
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1. O grmumoAaopog tng NY oto okAnpodeppa eival mepimov 10% ko avéavetat

20% otouc acBeveic pe DLCO <60%.

2. OLaoBeveic pe okAnpodepua Kat MAY £Xouv XELPOTEPN TPOYVWGT OO TOUG

acBeveic pe Wbomadn NAY.

3. H 3etng emPBiwon otoug acBeveic pe okAnpodeppa emnpealetal eEAayiota ano

NV vrtapén NMvevOVIKAC YIEPTOLONG OE OXEON ME aUTOUG Itovu Hev £xouv MY.

4. H NY oto okAnpadeppa £xel TOAAOUC «PaVOTUTTOUC» TTOU HIOPoUV val

OUVUTIAPXOUV O€ £€va aoBevn.



Risk assessment 2

Determinants of prognosis*

High risk >10%

(estimated |-year mortality)
Clinical signs of right heart failure Present
Progression of symptoms Mo Rapid
Syncope No Occasional syncope® Repeated syncope*
WHO functional class L [ v
MWD >440 m 165440 m <|65m

Peak VO; >15 ml/imin/kg Peak VO, Peak VO; <1 | ml/min/kg
Cardiopulmonary exercise testing (>65% pred.) I 1-15 ml/min/kg (35-65% pred.) (<35% pred.)
VENVCO; slope <36 VENVCO; slope 36449 VEIVCO; 245

BNP <50 ng/l BNP 50-300 ng/l BNP >300 ng/

e NT-proBNP <300 ng/ml NT-proBNP 3001400 ng/l NT-proBNP >1400 ng/l
RA area 18-26 cm’ ,
, , L RA area <|8 em’ . ) RA area >26 cm’
Imaging (echocardiography, CMR imaging) No pericardial effusion No or minimal, pericardal Pericardial effusion
effusion %
RAP <8 mmHg RAP 8-14 mmHg RAP >|4 mmHg
Haemodynamics Cl1 22.5 Umin/m? Cl 2.0-2.4 Umin/m? Cl <2.0 Umin/m?

SvO; >65% SvO; 60-65% SvO, <60%




2ulntnon-BLBAoypadia

fuvaika pe okAnpodepua pe baseline tipeg PAP otn «uEXpL twpa ykpila {wvn»
kot avantuén onpavtiking MAY otnv 3etia

e 2TOV OPLOUO
* 2tn diepevvnon high risk mtAnGucpou

e 3tn Oepamnceia




lasl Force 4:haemodynamic definitions and

VDP,, updated clinical classification

1.Should we redefine PH and pre-capillary PH @

* PH: mean PAP > 20 mm Hg

s===)| Pre-capillary PH: mPAP > 20 mmHg, PAWP <15 mmHg, PVR > 3WU
Mveupovikn Aptnplakn Yréptaon(PAH)

2. Should exercise PH be reintroduced as part of the PH definition ?

e [Exercise PH may be defined as mPAP > 30mmHg and TPR > 3WU,

e but more research on mechanism (PVD vs LHD) and prognostic

relevance are needed before it can be included as part of the

definition of pre-capillary PH.




DINESH KHANNA

2ui{ntnon-BipAloypadia R

- Screening for PAH for high-risk ! =y

population

Borderline Mean Pulmonary Artery Pressure in Oinesh Khanna, MO, M
Patients With Systemic Sclerosis e i ! reeron

ARTHRITIS & RHEUMATISM Vol. 65, No. 4, April 2013, pp 1074-1084 ~ ‘ '; by

Chvac for

updates

Pulmonary hypertension in systemic sclerosis: different phenotypes

David Launay, Vincent Sobanski, Eric Hachulla, Marc Humbert

European Respiratory Review 2017 26: 170056; DOI - . .
Frequencies of borderline pulmonary hypertension
before and after the DETECT algorithm: results

from a prospective systemic sclerosis cohort

. ] "heumatology, Volume 57, Issue 3, 1 March 2018,
Incidence of pulmonary hypertension and

determining factors in patients with systemic

sclerosis
ERJ Express. Published on March 21, 2018



2uilntnon-BBAoypadia

Borderline Mean Pulmonary Artery Pressure in

____Patients With Systemic Sclerosis

GERALD SIMONNEAU 00:07:01
— “ 2% RHEUMATISM Vol. 65, No. 4, April 2013, pp 1074-1084
Borderline Mean Pulmonary Artery Pressure in
Patients With Systemic Sclerosis
wi T S e
T kS SIMONNEAU

Arthritis Rheumatism 2013

——— e e —

> In this study of patients with systemic sclerosis, 16 patients with | | oeener o PATonen hyperiension end detarmining factors in petients with systemic | 30
borderline mean PAP (21 to 24 mmHg), have developed manifest SN
: Govry Coghtan®s, Mstras WoT™, Oiver Dwted’ 5 £
PAH at the time of follow-up right heart catheterisation (median 1 Hanstyuncvs’. Adberio 14 Merres. ficata Baniammin). Cromsions Pt ot Exbamacs Gyt " o ‘- 2
. Eur Respir ) 2018 ( in press)

follow-up 45 months)

> At baseline evaluation , these 16 patients with borderline PH had
a mean PVR of 2.9 WU and increased to 4.9 WU at follow-up

s e e, e ———————n

. ) MeanPAP(mmHg) B22cka ZSi4 s
Incidence of pulmonary hyperte SR s GG

determining factors in patients

SCIerOSIS EP‘\J I-I\'JI&OO. I_UUIID‘I_I'CU UII- |V|al-bll LlL, £YU10

74!




—>| Pre-capillary
[

Task Force 4:haemodynamic definitions and
updated clinical classification

WSPH
1.Should we red
e PH: mean PA

2. Should exercis

e Exercise PHmM

° but more rese
relevance are
definition of p

GERALD SIMONNFEAU

| (\.‘}H

Summary

» The impact of the new definition on the number of pre-

‘28

. capillary pulmonar

y hypertension patients identified would

. below

- This de

2kAnpodeppua kot CTEPH

‘Evapén aywyng

ease < 10%

or stage

| » Recent data In patients with scleroderma assoclated PAH and

," in CTEPH support the interest of potentially treating this

population




2ulntnon- Take home messages...

* IkAnpodepua pe borderline PAP (21-24mmHg) i
ue MAY?

Oewpeital 6N voooc otouc high risk
nAnbuopoug?

* MBava va Aappavel Ospareio mov eEAI{OVME

va BEATIWVEL TRV MPOyvwon?
* Eav n aocBevic avtn vrtofaAAotav 1" dopa

onpepa o€ RHC?



2ulntnon- Take home messages...

* IkAnpodepua pe borderline PAP (21-24mmHg) i
ue MAY?

Oewpeital 6N voooc otouc high risk
nAnbuopoug?

* MBava va Aappavel Ospareio mov eEAI{OVME
va BEATIWVEL TRV MPOyvwon?

MANRGRIES ©  Eav n aoBsvic avti umoBaAlotav 1" popa

onpepa o€ RHC?






