MNapovoioon MNMeplotatikov:

AVOTIVEUOTLKIN OVETIAPKELQ,

EUTIUPETO KAl QLLMOTITUCN OE
£60dOC MVEVULOVLKNC UTIEPTAONC

KAwvikn Evtatikn¢ Ospameioc
Awpa EvayyeAiocuou



Altio eLoodou:

e AcBevnc 45 eTtwv eloayetol otnv
TIVEULLOVOAOVYLKN KALWVLKN HLE:

-EUTIUPETO,

-OlVOTIVEUOTLKN OLVETIAPKELOL KOLL
-olUPOTEPOTIAEU PO TTIVEV LLOVLKA S1NONpata
o€ €5ad0oC MVEVUUOVLIKNC UTIEPTAONC.



ATOULKO AVOUVNOTLKO

e >TAnVeKTOUN, ETEPOLLYOC B-UECOYELOKN
avatpia, taxuBAevvoyovitidba Ae typopeLou.
Kanviotpla 35 pack/years. Mntepa 2 matdlwv

* NoeuBproc 2012: Adaipeon WoHLLWHATOC —>

e dUuoTvolx OTNV KOTtWOoN MPOOSEUTIKO
EnMLOEVOUUEVD.



ATOULKO AVOUVNOTLKO

* MeBpouvaploc 2013: U/S kapdLac: apyouevn
JTVEUUOVIKN UTTEPTAON UE TILECN GTNV MVEUUOVLKN
aptnpla 35-40mmHg, dtataon kot urteptpo@io NG
beélac kotdiac ue kaAn ocuotoAikn arrodoon Ko
dlataon tou 6e€lov KOATIOU.

- O AEeLTOUPYLKOC EAEYXOC TOU OVOATIVEUOTIKOU UE
omiipopetpnon: EQOO.

- Aokipaota dtaxvong: DLCO: 58% tou
npoBAemopevou.






ATOULKO AVOUVNOTLKO

o 2emrTEMRPIOG 2013:
e | ApaoTnpioTNTwyv AOYW OUCTIVOIQC.

o US Kapodiac SPAP: 85mmHg, |
OUCTOAIKNG aTTOd00NC OECIAC KOIAIOGC.









ATIO TL TILOTEVETE OTL TTAOYEL
n acBevnc;



KAwikn vrtogia MY

OAuvcrnvola
OEUKOAN KOTMwon
OAduvopula
OZUYKOTIN
02tnBayyxn



2NUEL

OApPLOTEPH TIAPOCTEPVLKN avATtaAon

OAUENON EVIAOEWC TOU TTVEULOVLKOU OTOLYXELOU
TOU 2°V TOVou

OOAOGUGCTOALKO pUONUO AVETIOPKELOLC
TPLYAWYXLVOC

OALOLOTOALKO dUCNLLA OVETIAPKELOC
TIVEU LLOVLKNC

03°¢ TOovoc armno tn O&éLa KoLl



loTOopLKO

Mopouvoia mapayoviwyv KivOuvou n mabnoswv
ocuupatwyv pe Tnv avartuén MY



Yriepnyokapodloypodia

eExtipnon ZMNMNA (oo tnv taxvTNTa TS AVETIAPKELOC TNC
TPLYAWYLVOC)

SPAP =4 x TRv >+ RAP

[SPAP = 1.07 x (4 x TRv 2 + RAP) + 7.4]
e[Ipoocgyylon peonc MNMA

mean PAP =0.61 x PA systolic pressure +2 mmHg
[MPAP = 1.1 x (0.61xPAP + 2) + 2.5]

*JUXVQ Ol LETPNOELC TNC CUOTOALKNCG TILEONC TNG

TIVEU LLOVLKNC OPTNPLAC QVTLTPOOWTIEVOUV ELTE UTIEP- ELTE
UTTO-EKTLMNON, Kol yUauto N peEBodoc dev mpoteiveTal yLa
SLOYVWOTLKN 0OpWOonN TOU A0UUIMTWHATIKOU TAnBuopou



Yriepnyokapdloypadla

e AVETTOLPKELOL TTVEU LLOVLKNG

*Melwan Tou XpOVOU ETLTAXUVONG TNG TIVEUOVLKNG PONG
(PV AccT <100 msec)

eAlataon Oe€Lwv KOLAOTNTWY, TIVEULOVLKNC aptnploc
eYrieptpodia de€lac kolAlag
e[Ta®oAoyikn Asttoupyio MKA

[Tapovacia maboAoyiac mouv e&nyel tnv MY



METHZ EVANGELISMOS 14:33:01
PARTALI,NARIANNA ID:PARTALI 02-Oct-14




METHZ EVANGELISMOS 14:46:43
PARTALI,NARIANNA ID:PARTALI 0Z-Oct-14

HR: 63 BPM
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MBavoAoynon MY pe Baon tnv toxUTNTO AVENMOPKELOG TNG TPLYAWXLVOG

Echocardiographic diagnosis: PH wunliboe by

Tricuspid regurgitation velocity <2.8 m's, PA,
systolic pressure < 36 mmHg, and no
additional echocardiographic variables
gu;ggestr-.re aof PH

Class™

L 1.-'41-]"'

E:hﬂq:ardmgraphlc ﬂagnﬂ-sls. F'H pﬂsslhh:

Tricuspid regurgitation velocity =28 m/s, PA,
systolic pressure <36 mmHg, but presence of
additional echocardiographic variables
suggestive of PH

Tricuspid regurgitation velocity 2.9 —-3.4 m/'s, PA
systolic pressure 37 —50 mmHg with/without
additional echocardiographic variables
gu;ggestr-.re aof PH

E:hﬂq:ardmgraphlc ﬂagrm-sns* F'H lll-u:tr

Tricuspid regurgitation velocity = 3.4 m/s, PA
gsystolic pressure =50 mmHg, with/without
additional echocardiographic variables
gu;ggestr-.re aof PH

E:ru:n:nsq: D-up-p-h:r Echﬂ:arﬂﬂgraphy iS5 Mot
recormirmended for screening of PH

=1

=1



HKI (sens 55%, spec 70%)

eAlataon 6€ KOATou (oévatypo P upouc >2mm
otic Il, aVF kat >1 mm otic V1, V2)

*Yrieptpodia 6€ kolhiag, strain, RAD



Right atrial enlargement

. Only voltage criteria

. . Tall P wave >2.5mm
3mv ¥
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Note : The width of RA potential
also increases but not visible

as it’s within LA deflection
Hence RAE do not widen P wave

www. drsvenkatesan.com
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AkTivoypadlo Bwpakoc

e ALATALON KEVTIPLKWV TIVEU LOVLIKWV
APTNPLAKWY KAQOWV

*Epnuwon mepupepelac
eAlataon &€ KOATIOU Kol KOLALOLC

*Eupnuota veuvpovonabelac cuppatnc pe
1Y



Sanz J et al. Rev Esp Cardiol. 2010;63:209-23
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/\ELTOUPVYLKEC TIVEULOVLIKEC
SOKLULOOLEC

*Melwon dtaxvoncg CO (40-80% tou
npoAENOUEVOL).



Table 4 Updated clinical classification of pulmonary
hypertension (Dana Point, 2008")

1 Pulmonary arterial hypertension (PAH)

I I
1.1 Idiopathic
Oplopoc-Taglvopnon
121 BMPR2
122 ALK1, endoglin (with or without hereditary
haemorrhagic telangiectasia)
123  Unknown
1.3 Drugs and toxins induced
. 14 Associated with (APAH)
Table 3 Haemodynamic definitions of pulmonary 141 Connective tissue diseases
hypertensiona 142 HIV infection
143 Portal hypertension

. u.m _r . e b 144 Congenital heart disease
D DR A 145 Schistosomiasis
146 Chronic haemolytic anaemia
Pulmonary Mean PAP All 15  Persistent pulmonary hypertension of the newborn
hymrtension 225 mmHg --------------------------------------------------------------------------------
(PH) 1" Pulmonary veno-occlusive disease and/or pulmonary
................................................................................ capillary haemangiomatosis
Pre-capillary PH Mean PAP 1. Pulmonary arterial 2 Pulmonary hypertension due to left heart disease
=25 mmHg hypertension 21  Systolic dysfunction
PWP =15 mmHg 3. PH due to lung diseases 2.2 Diastolic dysfunction
23 VWalvular disease
CO normal or 4. Chronic = RO A et e e s e s e s e
reduced® thromboembolic PH 3 :ulrncrnary hypertension due to lung diseases and/or
) ypoxia
5. PH with unclear and/or 3.1 Chronic obstructive pulmonary disease
multifactorial 32 Interstitial lung disease

3.3 Other pulmonary diseases with mixed restrictive and
obstructive pattern

34 Sleep-disordered breathing

35 Alveolar hypoventilation disorders

36 Chronic exposure to high altitude

37 Developmental abnormalities

mechanisms

Post-capillary PH Mean PAP 2. PH due to left heart
=25 mmHg disease

PWP =15 mmHg

CO normal or

= L1 oL > P
Passive TPG <12 mmHg 5 PH with unclear and/or multifactorial mechanisms
- 5.1 Haematological disorders: myeloproliferative disorders,
Reactive (out of TPG =12 mmHg splenectomy.
proportion) 52 Systemic disorders: sarcoidosis, pulmonary Langerhans cell
histiocytosis, lymphangicleiomyomatosis,
2all values measured at rest. neurofibromatosis, vasculitis
bAccor‘dingto Table 4. 53 Metabolic disorders: glycogen storage disease, Gaucher
“High CO can be present in cases of hyperkinetic conditions such as disease, thyroid disorders

54 Others: tumoural obstruction, fibrosing mediastinitis,

systemic-to-pulmonary shunts (only in the pulmonary circulation), anaemia, : ) o
chronic renal failure on dialysis

hyperthyroidism, etc.

CO = cardiac output; PAP = Pmmonary arterial pressure; PH = Pmmonary ALK-1 = activin receptor-like kinase 1 gene; APAH = associated pulmonary

CSCIERS GUIDELINES arterial hypertension; BMPR2 = bone morphogenetic protein receptor, type 2;

hypertension; PWP = pulmonary wedge pressure; TPG = transpulmonary
@ ettt HIV = human immunodeficiency virus; PAH = pulmonary arterial hypertension.

pressure gradient (mean PAP — mean PWP).




2 € TIolaL Katnyopia Ba
taélvopovoate thv acBevn;



ATOULKO AVOUVNOTLKO

° Oktwfproc 2013: Elocaywyn oto 2winpia, CT Owpakoc:

-EAAELPUO TTANPWONG O€ TUNUOTLKO KAAOO yLa Tov KAtw AoBO NG
de&Lac MVEVOVLKAC apTnplac.

-scanning olpAtwonc: ToAAATAQ eAAELLpOTO TTANPWONG
Alayvwon: Xp. ©popBoepPoAlkl vOOOC, TVEUOVLK UTIEPTOON
‘EAeyxoc Bpopodiiiac: Opoluyocg yia tn petaAdaén MTHFR 677T.
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ATOULKO AVOUVNOTLKO

* Oktwfprocg 2013: KabBetnplaopocg deélwv
kKolthotNtwv (QvaoceLo):

-PAP: 109/40 mmHg (<30/12) , MPAP: 65 (<20)
mmHg

-PCWP: 8 (5-12)
-PVR: 16 (<2) Wood Units
-CO: 3,5lit/min, Cl: 2,2 (2,5-4) lit/min/m?.



ATOULKO AVOUVNOTLKO

* Oktwfproc 2013 : Bosentan: 125mg x2 +
AlovpnTLKAL.

* Mefpovaploc 2014: Erubeivwon duomvolag
-MpocBnkn o\devadiAnc.

-EAeyxoc veuvpovikng epBoAnc (apvntikn CT,
MRA), Scanning awatwonc: OETIKO







ATOULKO AVOUVNOTLKO

* AmnpiAiog 2014: llI-1V kata NYHA

KaBetnplraopoc & Aokipaocia evOopAePLoc
ETIOTIPOOTEVOANC

e Meta TN Yopriynon €MomnpooTteVOANC:
-PAP: 60/20 mmHg MPAP: 40 mmHg.
-PCWP: 8mmHg

-PVR: 7,4 Wood Units

- CO: 4,3lit/min, Cl: 2,7 lit/min/m?2.



ATOULKO AVOUVNOTLKO

* Matocg 2014 : Hickman otnv aplotepn €ocw
odayitida yla xopnynon
ETIOTIPOOTEVOANC.

e Atakorn olthbevadiAng



TiivOnpoypadnua aEPLOUOU-
QLULATWONC

eKataAAnAo yia tnv avadelen THNUATIKWY EANELLUATWV
oTNV aLUATWON

QuolooyLko N xapnAng mbavotntac amokAELEL TNV
xpovia OpopPoepBoAikn vooo pe evaloOnoia Kal
eldkotnta >90%

*Oewpeital n neBodoc ekAoync ylo capwaon Tou
nAnBuopov yla tTn dtayvwaon TN XpOovLiog
BpopuPospPoAiknc vooou (duoxepng AA oo MVEUUOVLIKN
dAePoatodppaKTIKA VOOO KoL TIVEU LOVLKI TPLXOELOLKN
OLLLAYYELWATWON)

Tunariu N, et al. J Nucl Med 2007;48:680—-684.



Aovikn topoypadia vpnAng
eukpilvelac, CTPA

*EEQLPETLKA XPNOLUN OTN LEAETN TOU
NP EYXULATOC YLa OLEPEVVNON OVOATIVEUOTLKNC
VOOOU.

X0OpOAKTNPLOTLKA EUPNALOTO OE TIVEU LLOVLKN
dAeBoATTOPPOKTLKI) VOGO (Resten A et al. Am J Roentgenol
2004;183:65-70)

2t Xpovia BpopuBoepBoAikn vooo XpnoLUEVUEL OTO
oXeOLAOLO TNC OEPATTEVUTIKNC OTPATNYIKNG

(TvEULOVLKN EVOAPTNPEKTOWUN)  Reichelt A et al. Eur J Radiol
2009;71:49-54.



AeéLoc KaBeTnNPLACUOC

eAvaykatioc yia tn dtayvwon tng MAY
eAcodalnc (Bvntotnta 5/10000, voonpotnta 1%)

*Antattouvtat: RAP, RVP, PAP, PCWP, CO/CI, ScvO,,
Sv0,, Sao,

e AOKLUOOLOL QVTOATIOKPLONG OTA OYYELOOLAOTAATLKA,
le taxeiac dpaonc napayovta (NO, evOopAEPLa
adevooivn N emompootevoAn). Ostikn Sdoklpaoia:
ntwon tn¢ peong PAP 210 mmHg pe teAkn TLun
<40 mmHg, ue tavtoxpovn avénon N dtatnpnon
otaBepnc tnC KapdLOKNC TTAPOXNC



AefLoc KaBeTnpLAOHOC

-Metpnoeilc otnV TEAO-EKTIVEUOTLKN
daon

-KaBuotepnon Twv KUPATWYV O€
oxeon pe to HKI avtiotowyo touc

-OxL amapattnta KA CUCXETLON TNC
PCWP pe tnv mpayuatikn LVEDP

Halpern SD et al. Chest 2009; 136: 37-43






Pressure (mmHg)

=y

-+

(

Gl

Moment of
occlusion

Juan C Grignola World J Cardiol 2011 January 26; 3(1): 10-17



Schema illustrates example of hemodynamic profiles of
patient with PH-HFpEF (upper row of numbers) and another
with HFpEF (lower row of numbers).

PVR=4,25 wood

PH-HFpEF
15 15 65/15 65/30/(42) 25 25 25 160/25
PA (mean)
5 5 47/5 47126 (33) 25 25 25 160/25
F

PVR= 2 wood

Hill N S et al. Circ Heart Fail. 2011;4:238-240

z American
Heart
Association. Copyright © American Heart Association, Inc. All rights reserved.




Juan C Grignola World J Cardiol 2011 January 26; 3(1): 10-17
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Mapouoca vooocC

o JemtepPBroc 2014: H aoBevnc dlokoplletal He
10 EKAB ota TEN tou mveuvpovoloylkoU LE:

-Eprntupeto amno 10 nuepou €wc 39 °C
-Eribelvwon avammveuoTIKNC QVETIAPKELOC

-Erubeilvwon duomvolacg



Mapouoca vooocC

e AVTIKELMEVIKA EUPAMATOL:

-AN: 100/60 mmHg

-odpuéelc 110/min

-Kapdrakot tovol: S1 S2 sukplveic puBpuikod.
-AvarmvevuoTtiko PLBuplopa: opOTLHO
-KolAila: paAakn, EUTtlEoTN

-AploTo €Ttimedo eMKOWVWVLAG



Mapouoca vooocC

e Epyaotnplakoc EAsy)oc:

-A€pLa aptnplokol aipatoc o 4lit/min
nopoxn oEuyovou UE PLVLKO KaBetnpa:

pH: 7,51 Pa0O,: 49 mmHg PaCO,:27,8 mmHg
HCO3: 26,4 mmol/L

-Fevikn aipotoc:WBC: 17.000 (80% NEU)
HCT:30, Hb:10, PLT:500.000.

-Bloxnuikog eAeyxoc: EQO
-Aeiktec pAeypovnc: CRP 5,1



Mapouoca vooocC

e ATIELKOVIOTLKOC EAEYXOC:

e A/a Bwpakoc: AuENUEVOC KapOLOBWPAKLKOC
delktnc kat KupeAdika dindBnuata apdpw.






[Mopela vooou

Eumelpikn aywyn pe Moé&upAoéaaoivn,
TewkomAavivn Kot Mepormeveun,.

Avtlyova oUupwv apvNnNTIKA.
ALpoKaAALEpYELEC TIEpLPEPELA / OLPVNTIKEC
Maoka N EMOVELOTIVONC.

T> 38. AAN\ayn o€ ZutpodAoéaoivn / Ko
AwveloALlON MepoTeveun Ko
OceAtapuBipn.



[Mopela vOoou

e KAwwkn Emibeilvwon
- CT Owpakocg

- US Kapdiag (1 SPAP, diataon deflwv
KOLAOTNTWV)



partali m

CT Owpakoc: [ToAAarmnAd
Sindnuoato oUW Koto
TOTTOUCG UE
aePoBpoyXOypaLLO Kol
JauBn valo......

partali marja



Aquilion

889905




[Mopela vOoou

* Oktwfproc 2014: Elcaywyn otn MEG 2

-Maoka pn enavelomvonc kot ABG pH: 7,49 PaO2: 56
mmHg PCO2: 33 mmHg HCO3: 25 mmol/L

-Alpoduvapika otaBepn

-T ewg 38 °C

-AploTo eTtimedo enKowwviag
-Hickman yia emomnpootevoAn 1pg/min

-NapBavel emutAeov: diyoéivn, poupooepuidn,
Booevtavn, yaotponpoaotacia, doAlko ou, mAnpn
avtunéia pe XMB nmaplvn KoL LEPOTIEVEVN,
oupodAoaoivn, Alve(oAidn kat ooeAtautBipn.



Aktivoypadla etoaywync otn MEO




[Mopela vOoou

Eumupetn kot oplakad ABG

Triplex aplotepnc opayitidac: xwplc elkova
BpopPwonc N ekBAaotnoewyv oto Hickman
Triplex pAePwV KATW AKPWV: ApvNTLKO

US Kapdbiac: SPAP: 100 mmHg, duataon
6LV KOLAOTNTWV KAl | CUCTOATIKOTNTOG
deélac kolAtac. BaABidec: xwplc
ekBAaotnoELC.




[Mopela vOoou

e PCR mtueAwv: Coronovirus NL 63.
e EAgyX0OC QVTLOWUATWY OTO Ol VLA :

-toxoplasma, chlamydia, cryptococcus,
coxsackie, leismania, coxiella burnetti,
adenovirus, Influenza A and B, EBV,

apvnTka IgG ko IgM.

- CMV apvntka IgM kat Betika 1gG.



[Mopela vOoou

o KOOI (6e€la eow odayitida): emMompooTEVOAN.

o Zevyn atpokaAAepyelwyv amo Hickman ko
neEPLPEPELAL.

e 1 apokaAAepyeta (Hickman): MDR Klebsiella :
KoAuukivn (2S), yevtapukivn (1S) kat TlykeKUKALVN
(2S).

-2UVEPYELEC: KOALoTlvN-HEPOTIEVEUN, TLYKEKUKALVN-
LLEPOTIEVEN, TILTEPAKUKALVN-TOL{OUTTOKTAMN-
YVEVTOMUKLVN.

e Noutec alplokKaAALEPYLEG (14) apvNnTIKEC.



[Mopela vOoou

e [Mpocapuoyn avtLBLOTIKAC aywynC O€ LEPOTIEVEUN-
KOALULLKLVN.

e Yppayion kaBetnpa Hickman pe dtadvpa 2mg
yevtopukivng kat 50001U nmapivn¢ cuvoAlkoU OyKou

2ml (0oo meplhapBavel o auAocg Tou KabBetnpa
Hickman) yia 7 nUEPEC e avavewaon KaBe 48 h.

 H aoBevnc ouveyilel kaL tupecoel pe 1 €wg 2
emelocodLa ewc 38,5 °C.



[Tola TLOTEVETE OTL £lval N attia
TOU TIUPETOU



Antibiotic Lock Therapy

Highly concentrated antibiotic solution into
|\/C for sterilization

Microbial biofilm
Antibiotic concentrations 100-1000x
Anticoagulants (e.g. heparin 100 U/mL)

May | need for IVC removal compared to
systemic antibiotics alone (Am J Nephrol.
2011,;34:415-22.)



INDICATIONS

(Clin Infect Dis. 2009;49:1-45)
e Long-term intravascular device (>14 days)
 Clinically / hemodynamically stable

» Coagulase-negative staphylococci, Gram-
negative rods, or enterococci



CONTRAINDICATIONS
(Clin Infect Dis. 2009;49:1-45)

Complicated CRBSI (thrombophlebitis,
endocarditis, osteomyelitis)

Severe sepsis or hemodynamic instability

Persistent bacteremia despite 72 hours of
antibiotics

Staph. aureus, Ps. aeruginosa, fungi, or
mycobacteria

Bacillus sp, Micrococcus sp, or Propionibacteria
Short-term CVC

Tunnel infections, port abscesses, or exit site
Infections



[Mopela vOoou

e Tnv 8" nuepa voonAeiac otn MEO n acBevnc
nopoucLalel emelc0do ALPOTITUCNC TO OTIoLo
eTLOEWVWVEL EK VEOU TNV avtaAAlayrn agpiwv.

e AVTLHETWTIL(ETOL APXLKA CUVTNPNTLKA LE OLAKOTIN TNG
QVTUTNKTIKAC AYWYNC.
e TaemelocodLla ALMOTTUONG ouvexL{ovTal Ko

arodaotiletal 0 ELPOALOUOC TWV BPOoyYLKWV
aApTNPLWV.

-EpBoAiletan n untepaplBun Seéla Bpoyxikn aptnpia
IOV QTIELKOVIOTNKE e ayyeloBpiBela o mepLloxn Ue
glkOva «Aolpwéncy.
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Awporttuon kot MY

[Mpoilovtocg Tou xpovou oL acBevelc pe MY
QVATTTUOOO0UV LoOXUPO TTAPATIAEUPO

TIVEU LLOVLKO OLKTUO aTtO TLC BPOYXLKEC
aptnplec pe mBavr CUVETIELO TNV QlLpOppayLa
KOLL TNV OlLLOTTTUoN.



Pulmonary Arterial Hypertension: histopathological features

Intima
Endothalium

Meadia and
smooth muscla

rentiti :
Adventitia Plendfom lesion

Endothelial
proliferation

Intimal fibrosis

Medial and
smooth musclé
cell hypertrophy

e

In situ thrombosis | | )

Intirmal fibrosgis iy
- Intimal fibrosis

Intimal fibrosis and in situ thrombosis | | Di




Aiwporttuon otnv MY kot ELOLKEC
Oeparelec

Ol tpootayAavOiveC £XOUV AVTL-OLUOTIETAALOKEC KOl
AVTLIOPOUPWTLKEC LOLOTNTEC KAl BEWPNTLKA UIMOPEL va
nPodLaOETOVV OE MVEVOVLKN alLlpoppayia

Jose Cantu et al. Int J Clin Pract Suppl. 2012 October ; (177): 5-12



Alpomrtuon

H awpomnttuon otnv MY oxetiletol pe
eTLOELVWON TWV OULLOOUVALKWY TIOPAETP WV,
UTIEPTPOPLA TWV BPOYXLKWYV OPTNPLWY,
SlaToon TS MVEULLOVLKNC apTnploc Kol

ToxutePN €€EALEN TNC VOOOU.
Tio D et al. PLoS ONE 8(10): e78132.



Awponttuon oe CTEPH

Ou aoBeveic pe CTEPH €xouv vnAn miBavotnta
alpornttuonc. H avadilopopdwaon Twv ayyeiwy, 0 UTTOELKOC
QlYVELOOTIOOLLOC KOl Ol LKPOOPOLWOELC TIPOKAAOUV
eAATTWON TNC TIVEVLOVLKNC KUKAOdoploc oto emimedo Twv
aptnPLdlwy, LE OITOTEAECHA ETOYWYI TNC AYYELOYVEVEDNC.



Alporntuon

Kat’ oplopévouc ta utotpoTilalovia EMELCOOLO OLUOTITUCEWVY O€
ebadoc Wolomabouc MAY amoteAoUv EvOeLEnN LETAUOOYXEUONG
nivevpova. Ot emavalappPavopevol epfoAiopol Ba pemet va
Bewpouvrtal we mpoocwplvi AVon-yedupa Kal OXL WG OPLOTLKN
QVTILETWTILON

Zytkowska J1Chest. 2011 Mar;139(3):690-3



H epdavion opontuonc otnv
LdlomaOn N kAnpovoukn MAY ota
rtotdla KoBwce kat otnv MAY Aoyw
ouyyevouc kapdlomabelac avéavel pe
TNV MAPoO0 TOU XPOVOU Kol OTTOTEAEL
cofapn ENMUTAOKN TTOU OXETL(ETOL UE
TTWYN TTPOYVWon.

Roofthooft MRT et al. American Journal of Cardiology 2013;11 2(9):1505—-
1509



EpoAlopoc

O guBoAlopoc tnc umtevBuvncg BpoyXLKNC aPTNPLOC
elval OIOTEAECUOTLKOC OTOV EAEYXO TNC
alpoppayiac. MapoAa avtad, mapatnpeitat vPnAn
OUXVOTNTA UTTOTPOTIWV.

Cantu JA, Safdar Z. South Med J. 2010; 103:887-91.



Ayyeloypadika dedopeva

Y€ A0BeVELC e QLOTITUON, CUXVO TTapatnpouvTal
UTTEPTPOPLKEC Kol BooTpuxoeLldELC BPOYXLKEC apTNPLEC,
UTLEPPOALKA TTUKVO alyyELAKO OLKTUO, VEOAYYELWON KAl
omaviotepa e€ayyeiwaon oklaypadko.

Bookstein JJ et al. Chest. 1977; 72(5):658-61.



[Mpoyvwon

EmtiBlwon otov 1 xpovo o acBeveic pe MAY
KOLL QLLLOTITU GO TIOU QVTLUETWTILOONKAV UE
eLBOALOMO arto 36% ewc 46% oe Sladopec

ovopopEC
Jose Cantu et al. Int J Clin Pract Suppl. 2012 October ; (177): 5-12



[Mopela vOoou

Metad tov epBoAlopo n acBevnc dev napouaotalel
NMAEOV ETELOOOLA ALLMOTTTUCNC.

Mpoodeutika BeAtiwveTtal n avtaAAayrn aeplwv Kal o
TIUPETOC KAUTTTETOALL.

Emtavaxpnotpomnoteitat o kaBetnpac Hickman.

H acBevnc e€epyxetat amo tn MEO peta amo 33
NUEPEC voonAeiac anupetn atpoduvapka otabepn
LLE TTAPOXN 0EUYOVOU HE PLVLKO KaBeTnpa.






[Mvevpovikn Yreptaon



ALdyvwon TIVEUOVLIKNC UTTEPTAONC

e KAwwkn urtoia mveUpoVIKAC UTEpTaonC (dUomvola oTNV KOTIWGOH, CUYKOTITLKA
eneloodla, 3° kapdLaKOG TOVOC...).

e JUMBATO LOTOPLKO (KapdLaKN, TIVEUUOVLKH VOO0, KOAAOYOVLKO VOO ua,
BpopPoeuBoAikn) vooog, xprion ovowwyv, HIV+...).

° ATOKAELOPOC TNC opadac 2 Kol 3 (KkapSLoAoyLKA - oVATIVEUCTLKN VOGOC) TToU
aroteAoUV Kot TNV AsloPndila Twv MEPUTTWOEWV TIVEULOVLKNC UTIEPTAONG UE:

-HKT, TTE: kapdloloylkn voooc 79% MEPLTTWOEWVY TIVEUOVLIKAC UTIEPTAONC.
-PFT, HRCT, Chest X-ray: avarnvevotikrn voococ 10%

. V/Q scan yLa OLT[OK}\ELOHO XPOVLOG GpouBosuBoALan vooou-opada 4 0,5-2%
A TVEUOVIKNC dAeBoarmodppakTIKAC VOoOU.

e KabBetnplaopog 6E§va KOL)\omtwv Kat avalntnon cnavmtepwv VOOWV:
(mveupovikn aptnplakn unteptaon-opada 1 4%, Aowuta aitio 7%)



Symptoms/signs/history suggestive of PH

Search for

[ Mon-invasive assessment compatible with PH? J_. A R

@ m re-check

‘. lCnde comimen causes of PHi ],

andlor hypoxial

[ Group 2: Left heart disease? | v [ Group 3: Lung diseases J

ECG, Chest radiograph

History, Symptoms, Signs
TTE,PFT,HRCT

¥
¥+ [ Group2or h:diagnosis confirmed ]—Jr

Yes
PH "propartionate” to severity

Wes
“out of proportion” PH

[ Treat underlying disease J

and check for progression

Search for
other

f
m

FthmHg
" | PWP < 15§ mm Hg

[Coldder other uncommon cﬂm]

Consider
PYODIPCH

ey

[sp.dncdhwnﬂ: mls
o 3 \
Chinical si-lns HRCT, ANA
e \ hm"r I < histosomiasis
PCH Crcher graup §
/ Hlimrr Physical,
TTI U5,
[ ] i e LFT Cheanic
HIth't CMR M Haemalysis
Dwrugs \ Porto-
Toxins Pulmonary
HIV
BMPRLALKI,
En in
Idispathic or Heritable PAH Fﬂr h-!:::::?

Figure | Diagnostic algorithm. ALK-1 = activin-receptor-like kinase; AMNA = anti-nuclear antibodies; BMPR2 = bone morphogenetic protein
receptor 2; CHD = congenital heart disease; CMR = cardiac magnetic resonance; CTD = connective tissue disease; Group = clinical group
(Table 4); HHT = hereditary hasmorrhagic telangiectasia; HIV = human immunodeficiency virus; HRCT = high-resolution computed tomogra-
phy; LFT = liver function tests; mPAP = mean pulmonary arterial pressure; PAH = pulmonary arterial hypertension; PCH = pulmonary capil-
lary haemangiomatosis; PFT = pulmonary function test; PH = pulmonary hypertension; PVOD = pulmonary wveno-ccclusive disease;
PWP = pulmonary wedge pressure; RHC = right heart catheterization; TEE = transoesophageal echocardiography; TTE = ()]

cardiography; US = ultrasonography; V/Q scan = ventilation/perfusion lung scan. *Refer also to Table 12

European Heart Journal (2009) 30, 24932537
257
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Oeparneia

e [evika pETpa poduUAaénc:

-Artoduyn €vtovnc aoknong, Evioén og eLOLKO POypapaL
QTTOKATAOTOONC

-NpodUAAKTIKOC EUBOALACOC VLA YPLTTN KOLL TIVEU LLOVIOKOKKO
-Artoduyn eykupoolvng

-Xopriynon o&uyovou Kot tTnv mtnon

-Mpotipnon paxlaiac amno tnv oAlkn avolwodnola.
-YriootnpLen amno PuxoAoyo, KOWwVLIKA HEPLUVAL.



Oeparneia

* YOOTNPLKTIKN Bepareia:

-AlovupnTiKa.

-O¢uyovoBeparneia og aobeveic pe voéoupuia.
-AVTLITNKTLKA

-Awyoéivn (edka otouc acBeveic pe
UTTEPKOLALOKEC apPUBULEC).



Oeparneia

e EwO1KN OEPAMEVTIKA QVILHETWTILON:

-Avtaywviotec aofeotiou (SATLalemn, videdurivn kal
apAodirivn) otouc acBbeveic pe OETIKH doklpaoia
ayyelodLaotoAn katd tov 6€€L0 KaBeTnpLACUO.
Amtapaitntn n otevr mapakoAolOnon Kal
emavoElohoynon o€ 3-4 pnvecg, mbava kot pe smavaindn
Tou O6g€loV kaBetnpLacuou.

-Mpootavoeldn: EmonpootevoAn Kol To cUVOETIKO avaAoyo
trepostinil, lloprost mou pmopet va xopnynBet kat artd tou
OTOMOTOC 1 WC ELOTIVEOUEVO.

-AvtaywvLioTtec utodoyxewv evooBnAivnc: bosentan,
sitaxentan, ambrisentan

-Avaotoleic pwododleotepaonc 5: Zwvdevadiln, tadalafil.



Oeparneia ( opada 1)

Avoid pregnancy (1-C)

Influenza and pneumococcal
immunization (I-C)

Supervised rehabilitation (11a-B)
Psycho-social support (l1a-C)

Avoid excessive physical activity (llI-C)

WHO-FC -1

CCB (1-C)

Recommendation-
Evidence

I-A

Sustained response
(WHO-FC I-I)

BAS (I-C) and/or
Lung transplantation
(I-C)

Ambrisentan,

General measures and
supportive therapy

Acute vasoreactivity test
(I-C for IPAH)
(1lb-C for APAH)

Diuretics (1-C)

Oxygen* (1-C)

Oral anticoagulants:
IPAH, heritable PAH and PAH
due to anorexigens (lla-C)
APAH (11b-C)

Digoxin (11b-C)

INITIALTHERAPY

WHO-FC WHO-FC
i 1

Bosentan
Sildenafil

Sitaxentan, Sildenafil
Epoprostenol i.v.,
lloprost inhaled

Tadalafilt Tadalafil

Ambrisentan, Bosentan,

WHO-FC
v

Epoprostenol i.v.

Treprostinil s.c., inhaled}

Sitaxentan

lloprost i.v., Treprostin

.| Ambrisentan, Bosentan
Sitaxentan, Sildenafil, Tadalafilf,
lloprost inhaled, and i.v.
Treprostinil s.c nhaledt
Initial Combination Therapy

Sequential combination therapy (lla-B) §

+/ERA\+
o

Prostanoids

N

PDE-5 |

Figure 2 Evidence-based treatment algorthmfor pulmonary arterial hypertension patients (for group 1 patients only). *To maintain arterial blood
O pressure =8 kPa (60 mmHg). tUnder regulatory review in the Eurcpean Union. §lla-C for WHO-FC Il. APAH = associated pulmonary arterial
hypertension; BAS = balloon atrial septostomy; CCB = calcium channel blodker; ERA = endothelin receptor antagonist; IPAH = idiopathic pulmon-
ary artenal hypertension; PDES | = phosphodiesterase type-5 inhibitor; VWHO-FC = World Health Organization functional class.



Oeparneia opada 2 Kot 3

e JYTOouc aioBeveic pe mveuOVLIKA UTEpTAON e€aLtiag aplotepnC kapdlomaBeLlag dev
ouvioTwvtal EL6KA pAPUOKA YL TNV TIVEUUOVLKI UTTEPTOON.

e JYtouc aioBevelic pe mveLOVLIKA UTEPTAON €€aLtiog TveupovomaBetag dev
ouvioTwvtal EL6KA pAPUAKA YL TNV TIVEUOVLKI UTIEPTOON

Table 31 Recommendations for PH due to left heart Table 32 Recommendations for PH due to lung
disease diseases
Statement Class™ Level® Statenment Class® Level®
The.cuptim.?.l treatment thhf.: unu:lf:rﬁfing If:ft heart | - Echocardiography is recommended as a screening | .
disease is recommended in patients with PH
, tool for the assessment of PH due to lung
due to left heart disease di
Patients with “out of proportion’ PH due to left lla - pEsEs
heart disease ( Table 3) should be enrolled in RHC is recommended for a definite diagnosis of | C
RCTs targeting PH specific drugs PH due to lung diseases
Increased left-sided filling pressures may be b - The optimal treatment of the underlying lung | C
estimated by Doppler echocardiography disease including long-term O therapy in
Invasive measurements of PWP or LV b - patients with chronic hypoxaemia is
end-diastolic pressure may be required to recommended in patients with PH due to lung
confirm the diagnosis of PH due to left heart diseases
disease _ _ _ _ Fatients with ‘out of proportion’ PH due to lung  lla C
RHC. may be c':'ns":_lenc'_hd n p'lt'em_j with o < diseases should be enrolled in RCTs targeting
echocardiographic signs suggesting severe PH

specific drugs
The use of PAH-specific drug therapy is not

recommended in patients with PH due to lung
diseases

The use of PAH spedific drug therapy is not
recommended in patients with PH due to left
heart disease




[Tveupovikn uTtEptaon e€attlog
xpoviac BpopBospBoAiknc vooou






[TVEVULOVLKN UTTEPTOON E€aLTiOC XPOVLOC
BpopuPoepBoAiknc vooou

Meta amno eneltcodLo nvevpovikng epBoAnc to 0,5-
2% twv acBevwy Ba epdavicel xpovia
BpopuosuBoAlkn vooo.

210 50% TWV MEPLOTATLKWY XPOVLOC
BpopuBosuBoAlknc vooou dev €xeL mponynOetl
TIVEULOVLKN €UBOAN.

MpodilaBeoikot napayovtec: 2MAHNEKTOMH,
KOLALOKOATILKN Ttapoxetevon ENY,
HUEAOUTEPTIAQOTIKA Voo uata, GAEYUWVWONG
VOOOC TOU EVTEPOU.



MaBoAoyikn avatouia -
no®oduololoyia

 Opada 4 nov oPpelAetal otn Xpovia
BpopuPoepBoAikn vooo yapaktnplletol amo
otepen mpookoAAnon SpouBwyv nou
anodppAcOEL I MPOKAAEL OTEVWON OTA
TIVEU LLOVLKA apTNPLOALOL. 2TO AYYELOKO SIKTUO
riou 6ev €xeL mPpooBAnBOeL ao toucg Bpopfoucg
nopatnpouvtal oL TadoAoyoavaTtoULKEC
aAdowwoeic tnc ouadoc 1.



[MVEULOVLKN UTTEPTOION E€oLTiOC XPOVLOC
BpopPoepBoAiknc vooou

OMot oL acBeveic pe aveénynta avénuevn nieon otnv
TIVEUOVLKN apTnpla tpemneL va eAeyxBouv (V/Q scan)

Ol aoBeveic pe veuHOVLIKA EUPBOAN KoL TTVEU LOVLKA
UTTEPTOLON TIPETIEL VA EMAVEEETAOTOUV UTTEPNXOYPAPLKA OF
3-6 UNVEC.

Movo to V/Q scan amokAeiel pe aochAAeLa T VOOO.

ErtutA€ov SLayvwoTikoL XelpLlopol omwc o Se€Loc
KaBETNPLAOMOC KAl N TIVEULOVLIKA alyyeloypadia
xpeLalovtal yio va ebopUocTOUV OL TIPETTOVTEC
Beparmevtikol XelpLlopol (xelpoupylkn apepBaon).



[Motevete otL N acBevnc xpnleL
XELPOUPYLKNG EMEUPAONG;



[MVEULOVLKN UTTEPTOION E€oLTiOC XPOVLOC
BpopPoepBoAiknc vooou

e AvTUTNKTIKA aywyr pe otoxo INR 2-3 b 6pou (wNC.

e AfloAoynon o€ KEVTPO PE eumelpla duvatotntog
XELPOUPVLKNC eTtepaonc (evbaptnpLektoun).

-OMot ot aoBeveic pe tn vooo odeilouv va aélohoynBouv
(performance status, PAP etc).

-AcBeveic pe opyavwpevouc BpopBouc oe peyala ayyesioa
armoteAouv tou¢ KataAAnAotepouc vrtopndlouc.

° ELOLKN aywyn ylo IVEUOVLKN uTtepTtoon Ba xopnynOeL:
-2€ oTtouC nou dev prmopouv va xelpoupynbouv
-Mpoeyxepntikd yla BeAtiwon tou apoduvaoptkou mpodil
-2 € UTTOTPOTIEC LLETA ATTO EVOPAPTNPLEKTOWN.
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