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AND REPAIR OR REPAIR AND TREAT?
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Introduction

Pulmonary arterial hypertension (PAH) associated with congenital heart disease
(CHD) may influence outcome and even preclude repair. Pulmonary vasodilators
(PV) may improve PAH and possibly change the operability criteria in these patients.
Methods

This study reports our experience using PV in borderline PAH: 1) in initially
prohibiting PAH, where improvement permitted intervention (treat and repair), 2) in
patients initially deemed operable but developing significant postoperative PAH
(repair and treat).

Results

1st group: 12 patients aged 13.0+14.2 (0.9-43) years, 4 with single ventricle (SV)
physiology. Pulmonary vascular resistance index (PVRI) was 6.4+2.6 (4.4-10.1)
Wood units (WU) in the nonSV and 2.5+0.6 WU in the SV patients, precluding further
intervention. PV therapy for 2.0+1.3 years improved (p<0.01) pulmonary pressures,
PVRI and PVRI/SVRI and permitted repair in the nonSV patients, Fontan in 2 and
fenestration occlusion in 2 SV patients. PV were discontinued in 4 patients 0.9+0.3
years after intervention without problems for 5.6+1.4 years subsequent follow up.
2nd group: 12 patients aged 13.1+21.1 (0.4-72.7) years, 6 with SV physiology. PV
were instituted postoperatively before discharge in 3 nonSV patients for increasing
RV pressures and 6 SV patients for increasing central venous pressures and pleural
effusions. Therapy was discontinued after 2.611.9 years after invasively measured
improvement in 5/6 patients without problems for 4.2+3.2 years subsequent follow
up. PV were instituted 0.2-2.8 years postoperatively in 3 patients after septal defect
closure for increased pulmonary pressure and resistance, still on therapy for 2.0-8.0
years.

Conclusions

PV in borderline PAH due to CHD may help to manipulate pulmonary vascular
resistance pre and postoperatively, permit repair or intervention in otherwise
prohibiting resistances and possibly shift the operability criteria in these patients.
Further research with larger populations and longer follow up is needed before
recommendations for pre and/or postoperative PV therapy can be issued.
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NMEPI®PEPIKA EIZEPXOMENOZ KENTPIKOZ KAGETHPAZ (PICC) ZE
AZOENH ME ZOBAPOY BAOMOY NNEYMONIKH APTHPIAKH
YNEPTAZH
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Eicaywyn: : H coBapou BaBuou Mveupovikh Aptnpiakn Ytéptaon (M.A.Y.)
QVTIMETWTTICETAI CUVABWG PE CUVEXT XOPHYNON avaAoywv TTPOoOoTAKUKAIVNG. H
ETTOTTPOOTEVOAN Xopnyeital o€ ouvexny 24wpn evOoQAEPIa  €yxuon ME Tn
Xpnon @opntig avtihiag HEow KeVTPIKOU QAEBIKOU kaBetripa (tunneled CVC)
TOTTOU Hickman pe uttodopio KavaAl 1 oTTavioTEPA EVAAAAKTIKA HEOW
TTEPIPEPIKA El0EPXOPEVOU KEVTPIKOU KaBeTApa PICC.

ZKOTTOG: MTTopouV Ta evOOPALBIa pdppaka MN.ALY pe piIKpd Xpdvo nuICwAS va
Xopnynbouv e ToV TTEPIPEPIKA EICEPXOPEVO KEVTPIKO KABETHpa (powerpicc )
EKTOG aTTO TOV KaBeTr)pa Hickman ;

MéBodog/AtroTeAéoparta: apoucidleTal TTEPIOTATIKO TTOU TTApAKOAoUBEiTal
amdé TO 1aTpeEio  TIVEUROVIKAG utréptaong via TAY AauBdavel ouvexn
eVOOOQAEBIa eTTOTTPOOTEVOAN ( veletri ) oe doon 72 ng/Kg/min pe avtAia
CADD-Legacy PCA «kai givai NYHA class Il . O aoBevAg @épel KaBeTripa
PowerPicc solo &immAou auAou atrd 15/3/2017 E€wg MEXPI KAl CAPEPQ
(3/4/2018) (384 nuépeg) .Aev TTapouciace kavéva eTTEICOdI0 AoipwEng KabBoAo
QuTO TO XPOVIKO dlidoTnua (TOTTIKA i ouoTnuatikd) i duoAsiToupyiag Tou
kaBetrpa. O acBevng TTIOKETTTETAI TO 1ATPEIO avd 8-10 nUEPES yia va yiveTal n
TepITToinon Tou KaBetripa dnA aAAayr Tou statlock kai ékxuon 10 ml oTov
€AEUBEPO AUAO yIa TO evOEXOUEVO BUTAEITOUPYIOG TOU KABETHPA.
ZUNTTEPACHATA:

1.0 kabetmpa Picc amroteAei pia aglotmoTtn, ao@aAr, €VOAAOKTIKE HEBODO
ouveXoug eVOOPAEBIag xoprynong ETTOTTPOOTEVOANG, TTAPEXOVTAG
IKavOTToINTIKO TTiITTEdO dlafiwong.

2. H ouxvdémTa Twv AOIJWEEWV TIoU OXETICOVTAl ME TOV  KABETApA
(ouoTNUATIKEG ) TOTTIKEG) eu@avi(ovTal O€ PIKPOTEPO TTOOOOTO O€ OXEON UE TO
KaBetApa Hickman, evw av KpiB&i avaykaio agaipeital EUKOAA Kal AUETQ.

3.H TommoBéTnon vyivetar €UKOAa  Kal dueca oTnv KAivn Tou aoBevoug Me
QTTOQUYH  ONPAVTIKWY  PNXAVIKWY  ETTITTAOKWY  (TTVEUPNOBWPAKAG, Tpwon
KEVTPIKNG apTnNPIiag, TIVEUUOVIKN EUBOAN).

4.21n BiBANIoypagia n xopriynon evOOQAERIOG ETTOTTPOOTEVOANG yia  TOOO
MEYAAO xpoviké didoTnua pe kaBetipa PICC tTpwTn @opd TTapouaiadeTal.
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HYPERTENSION. THE ROLE OF RIGHT ATRIUM
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Dimitrios Farmakis,®> Stylianos Paraskevaidis," Stavros Hadjimiltiades,’
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Introduction: Although the role of right ventricle is well recognized in patients
with precapillary pulmonary hypertension (PH), there is limited data on the
role of right atrial (RA) function in their risk prediction. Herewith, we introduce
RA function index (RAFi), a ratio expressing RA function, that incorporates
analogues of cardiac output, atrial reservoir and size and we examine its role
in the risk stratification of precapillary PH

Methods: This was a prospective study that included stable patients with
precapillary PH. All patients underwent clinical evaluation, 6-minute walk test,
right heart catheterization, = measurement of NT-proBNP and
echocardiographic study within a two days interval. RAFi was calculated as
follows: RAFi=(RA end-systolic volume-RA end-diastolic volume)*velocity time
interval in right ventricular outflow track*BSA/(RAend-systolic volume)?.
According to the current guidelines, low-risk criteria were defined as: WHO
functional class I/ll, 6-minute walking distance (6MWD) >440 m, right atrial
pressure <8 mmHg, cardiac index >2.5 L-min~"*m™ and NT-proBNP<300pg/d|
and patient gained one point for each of the criteria fulfiled. Time from
enrollment to first clinical event (death, hospitalization due to PH, initiation of
parenteral prostanoid therapy or atrial septostomy) was recorded.

Results: Our study included 72 patients with precapillary PH (49 women, age
49.5+15.8years). Over a median follow-up of 22.2 months (IQR 18.9-
26.9months) 38 patients experienced a clinical event. Survival ROC analysis
showed that the presence of more than 2 low-risk criteria was associated with
better prognosis (AUC 0.767, 95%CI 0.653-0.880, p<0.0001) and Kaplan-
Meier analysis showed that patients with less than 3 out of 5 low risk criteria
had 13.5-fold increased risk for the composite end-point. RAFi was positively
correlated to the number of low risk criteria (r=0.459, p=0.001).

Conclusion: RA function as expressed by RAFi is impaired in patients with
increased number of restrictive prognostic parameters in precapillary PH.
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Grosomanidis,® Vasileios Kamperidis,! Konstantinos Kouskouras,* Stavros

Hadjimiltiades,' Haralampos Karvounis,' George Giannakoulas.’

' Aristotle University of Thessaloniki, AHEPA University Hospital, 1st
Department of Cardiology, Thessaloniki, Greece

2 Agios Loukas Hospital, Department of Radiology, Thessaloniki, Greece

3 AHEPA University Hospital, Department of Anesthesiology and Intensive
Care Medicine, Thessaloniki, Greece

* Aristotle University of Thessaloniki, AHEPA University Hospital, Department
of Radiology, Thessaloniki, Greece

Background: Echocardiographically-derived  two-dimensional  speckle
tracking is already introduced in the study of the right ventricle (RV) in
precapillary pulmonary hypertension (pPH). However, little is known on the
role of strain measurement with the use of cardiac magnetic resonance
feature tracking (CMR-FT) in patients with pPH.

Purpose. To evaluate the feasibility and reproducibility of CMR-FT and to
examine its association with echocardiographically-derived right ventricular
longitudinal peak systolic strain (echo-LPSS) in pPH.

Materials and methods: Stable adult patients with pPH classified into group
1 or 4 were prospectively included. All patients underwent a CMR study and
echocardiographic evaluation in the same day. A CMR protocol including
steady state free precession cine sequences was used and right ventricular
longitudinal free wall strain was derived using a dedicated software (CVI42,
Circle Cardiovascular Imaging, Canada) from the 4-chamber view (Image).
Echocardiographically-derived speckle-tracking analysis was performed from
the apical 4-chamber view.

Results: In total, 24 patients with pPH (6 men, 47.5+13.5years) were studied.
Strain analysis was feasible in all patients. Mean CMR-FT was -20.1+5.6%
and echo-LPSS was -13.1+6.1%. Intraclass correlation coefficients (ICC) for
interobserver agreement was 0.947 (0.786-0.987, p<0.0001) for CMR-FT.
Reproducibility of CMR-FT was excellent (intraobserver ICC 0.935, Cl 0.674-
0.987, p=0.001). CMT-FT correlated with echo-LPSS (r=-0.500, p=0.013), RV
fractional area change (r=-0.568, p=0.004) and RV ejection fraction (r=-0.569,
p=0.004).

Conclusion: CMR-FT for RV strain analysis is a feasible and highly
reproducible technique in pPH. Its correlation with indexes of RV function may
reflect the important role of RV free wall in the global RV function.
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Aristotle University of Thessaloniki, AHEPA University Hospital, 1st
Department of Cardiology, Thessaloniki, Greece

Background: Pulmonary hypertension (PH) is a progressive vascular disease
that leads to right heart failure and increased mortality if not treated promptly.
Atrial septostomy, a percutaneously created communication between the right
and left atrium is considered a palliative approach for patients with severe PH
resistant to maximal medical treatment.

Methods: We present our institutional experience utilizing balloon atrial
septostomy (BAS) in 4 adult patients with severe precapillary PH who were
managed in our center between 2014 and 2017. All patients underwent an
uneventful procedure, with graded balloon dilation of the interatrial septum,
with balloons up to 10 mm in diameter.

Results: Baseline characteristics of patients are presented in Table 1. The
first two patients had significant improvement; the first getting out of the
cardiogenic shock and the second being able to improve her 6-minute walk
distance before gaining access to subcutaneous treprostinil as an add-on
therapy which has shown clinical benefit in similar cases. The third patient
died 2 days post-intervention despite the initial uneventful procedure, with the
possibility that the effect of the pericardial effusion was more significant than
the echocardiogram had suggested. The fourth patient was discharged with
no improvement, due to the very early closure of the interatrial defect,
probably related to the presence of a thickened septum.

Conclusion: Our limited experience indicated that BAS may be a therapeutic
option for patients with clinical worsening despite optimal medical treatment
and can be safely performed at an expert center without procedural
mortalities.

Table 1. Baseline characteristics of patients who underwent balloon atrial

septostomy
Characteristic Patient 1 Patient 2 Patient 3 Patient 4
s
Age, years 65 58 77 59
Sex Female Female Male Female
BSA(m?) 1.62 1.49 1.62 1.58
PH aetiology PAH due to PH CTEPH CTEPH
systemic secondary to
sclerosis neurofibrom
atosis
Comorbidities  Arterial Arterial Coronary Multiple
hypertension, hypertension artery myeloma
hypothyroidis disease, under
m osteoporosis multiple chemotherapy
cerebral
infarctions
WHO class \Y 11 1Y 1l




Clinical
signs/symptom
S

Specific PH
treatment

Right heart
failure
deterioration,
pericardial
effusion,
inotropic
support

Bosentan,
sildenafil,

iv
epoprostenol

Right heart
failure
deterioration

Ambrisentan
, tadalafil,

subcutaneou
s treprostinil

Right heart
failure
deterioration,
pericardial
effusion,
inotropic
support

Bosentan,
sildenafil

Right heart
failure
deterioration,
inotropic
support

Riociguat
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“*Hippocration General Hospital of Thessaloniki, Department of Internal
Medicine, Thessaloniki, Greece

Background: Precapillary pulmonary hypertension (PH) is characterized by
right heart dysfunction that progressively leads to compromised functional
capacity and impaired quality of life.

Purpose: To investigate the relation of quality of life as assessed by
Emphasis-10 questionnaire, a self-assessment questionnaire consisted from
10 questions assessing breathlessness, fatigue, control and confidence, to
functional, neurohormonal and hemodynamic characteristics in precapillary
PH patients.

Methods: This is a prospective cross-sectional study including consecutive
patients with precapillary PH. All patients underwent six-minute walk test
(6MWT), NT-proBNP measurement, right heart catheterization (RHC) and
assessment of Emphasis-10 questionnaire at the same day.

Results: Our study included 54 patients (32 women, 58.4+14.6 years old,
63% group 1, 13% group 3, 18.5% group 4 and 5.5% group 5 PH). The
majority of the patients (78%) reported no or mild symptoms (WHO class I/ll).
Emphasis-10 score correlated with WHO class (r=0.54, p<0.001), 6MWD (r=-
0.5, p<0.001) and NT-proBNP (r=0.3, p<0.05). In terms of hemodynamic data,
there was a positive correlation of Emphasis-10 score with mean pulmonary
artery pressure (r=0.51, p<0.001), pulmonary vascular resistance (r=0.51,
p<0.001) and a negative correlation with mixed venous oxygen saturation (r=-
0.32, p<0.05).

Conclusion: Patients’ self-assessment of quality of life with the use of the
Emphasis-10 questionnaire reflects their functional capacity and is correlated
with hemodynamic and neurohormonal indices of right heart dysfunction.



07.2° BPABEIO

H MEAETH THZ ZYZTHMATIKHZ KYKAO®OPIAZ ME THN EKTIMHZH THZ
AOPTIKHZ ZKAHPIAZ KAI TOY ENAOOHAIAKOY T'AYKOKAAYKA OA
MMOPOYZE NA ZYNTEAEZEI ZTHN EKTIMHZH THZ BAPYTHTAZ THZ NOzOY
2E AZZOENEIZ ME TPQTOAIANQZOEIZA TINEYMONIKH APTHPIAKH
YMNEPTAZH KATHIOPIAZ 1 MPIN THN ENAP=H EIAIKHZ ®APMAKEYTIKHZ
ArQrHz

EAévn  TpiaviaguAhidn,!  Anurtpng  Mmevég,' Maipn Bapoudn,!  OAuptria
AtroaTolotroUAou,? HpakArg Toaykdpng,? AvaoTtacia Aven,? Aoukiaveg PaAAidng,
AnuATpng Kwvotaviwvng,? Mwpyog MauAidng,' Iyvamog Oikovopidng,' ZTuhiaveg
Oppavdg,2 AtréaTohog Apuayavidng,? lwdvvng Aekdakng,' EuotaBiog HAlodpopitng'

1. 2" NavemoTtnuiokr) Kapdiohoyikr KAvikr) kai 2. 2" KAivikfy EvTaTiknig O¢parreiag,
latpiky ZxoAn, EBviké kai Kamodiotpiakd [MavemoTtiuio ABnvwy, Noookopueio
ATTIKON

Eicaywyl: H aufnuévn aopTikrp okAnpia kal n &vdobnAiakh SucAecitoupyia Tng
OUCTNUATIKAG KUKAOQOPIOG atTroTEAOUV  ONUAVTIKOUG TTPOYVWOTIKOUG TTAPAYOVTEG
ETTIKEIMEVOU KAPBIAYYEIOKOU KIVOUVOU. ZKOTTOG TNG MEAETNG HaG gival n dlEpelivnon TUXOV
OUCXETIOEWV PETAGU TNG AOPTIKAG OKANpIag kal Tng evoobnAiakrg ducAsitoupyiag kai
NXWKAPOIOYPAPIKWV/AIHOOUVAMIKWY  OeIKTWY  BaplTnTag Ot TTPWTOdIAYVWOBEVTES
aoBeveic ue PAH 1Tpiv TV évapén tng €10IKNG QAPHOKEUTIKAG aywyng.

YAiIk6 ka1 MéBodoi: MeAetricapue 28 aoBeveic pe PAH katnyopiag | (uéon nAikia 58 £ 13
€, 19 yuvaikeg). O1 aobeveic eixav didyvwan 1dloraboug PAH | (n=10), PAH
OuUOoXeTICOEVNG HE VOOoO KoAaydvou (n=15), PAH Adyw TTUAQIOTTVEUHOVIKAG UTTEPTAONG
(n=1) kar PAH Aoyw ouyyevoug kapdiotrdbeiag (n=2) kai uttoBARBnkav o€
uTTEPNYXOKAPOIOYPAPNHA, O€eCId  KaPdIoKO KABETNPIGONO, EKTIMNON TNG  AOPTIKAG
okAnpiag (PWV) kai NG evdoBnAiokric SUGAEmoupyiag Je TN HETPNON Twv dIOCTACEWY ToU
evdoBnAiakoU yAukokdAuka (EIN Bdaoel Tou Perfused Boundary Region(PBR), o otroiog
Bewpeital Pun eTePPaTIKOS KAl AKPIBAS BeiKTNG peiwong Twv dlaoTdoswy Tou EI.

AtroteAéopara: O OUVOAKOG TTANBUOPOG dlakpiBnke oe dUO ouAdeg Pdoel Twv
TPITNUOPIWY (UYWNASGTEPO-OUO KATWTEPA) TWV TTIVEUUOVIKWY avTioTacewy (PVR): oudda A
(PVRz7.3 WU) kai opdda B (PVR<7.3 WU), o1 oTroieg dev DIEQEPAV WG TTPOG TNV NAIKIa,
BMI, kevTpiki kai Bpaxidvia CUCTOAIKA apTnpEIoKn TTieon. AIGTTNIOTWOOKE OTI 01 00OEvEig
NG OhAdag A gu@davifav: a. PEIwon TNG KEVTPIKAG Kal TTEPIPEPIKAG TTiECNS TTAAMOU Kal
™S PWV(p<0.05), B. peiwon tou PBR 5-25(1.9+0.3 évavt 2.2+0.2 ym, p=0.03), v.
auénon Tng TVR(p=0.04), d. auénon tng RVSP(p=0.05), €. auénon twv pPAP(p=0.03)
ka1 mPAP(p=0.01), ort. peiwon Tou Cl (p<0.001). Z1ov OUVOAIKO TTAnBucud, n PWV
EM@AVICEl oNUAVTIKF apvnTIKA avecapTnTn cuoxéTion pe Tnv PVR (Beta=-0.43, p=0.03).

Zuptrepdopara: O1 TEPICCOTEPO £TTIRAPUUEVOI TTPWTOdIOYVWOBEVTEG PAH aoBeveig
ep@avifouv KaAUTEPEG TIMEG QAOPTIKAG OKANpiag kal €vdoBnAIaKnG Asiroupyiag o€
oxéon Mde Toug Aiyotepo emmBapupévoug acBeveic. To yeyovog autd  TmBavd
QVTIKATOTITPICEl €va  €id0¢ TTPOOTACIAC TNG TTEPIPEPEIAKNG KUKAOQOPIAG Adyw
XaunAng kapdiakrg mapoxng. lNpoteivoupe 1 xprion twv PWV/PBR 5-25 wg
QVAiJAKTOUG, Un €TTEPPRATIKOUG OeiKTEG eKTiUNONG TNG PaputnTtag NG PAH katd
OlgpeUvVNON TTPWTODIOYVWOOEVTWY Q0BEVWV.
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MEAETH TQN METABOAQN TQN AIMOAYNAMIKQN MAPAMETPQN KAOGQZ KAI
NMAPAMETPQN THZ  ZYZTHMATIKHZ  KYKAO®OPIAZ KATA THN
ENANEKTIMHZH AZOENQN ME T[INEYMONIKH YMNEPTAZH YMNO EIAIKH
OAPMAKEYTIKHZ ArQrHz AIOMIZY XPONIA META

EAévn  TpiaviaguAhidn,'  Anurtpng  Mmevég,' Maipn  Bapoudn,!  OAuptria
AtrooTolotroUAou,? HpakArg Toaykdpng,? AvaoTtacia Aven,? Aoukiaveg PaAAidng,
AnuATpng Kwvotaviwvng,? Mwpyog MauAidng,' Iyvamog Oikovopidng,' ZTuliaveg
Oppavdg,2 AtréaTohog Appayavidng,? lwdvvng Aekdakng,' EuotaBiog HAlodpopitng'

1. 2" NavemoTtnuiokr) Kapdiohoyikry KAvikr) kai 2. 2" KAivikfy EvTaTiknig O¢parreiac,
latpiky ZxoAn, EBviké ka1 Kammodiotpiakd [MavemoTtiuio ABnvwy, Noookopueio
ATTIKON

Eiocaywynj: H ducAsitoupyia Tou evdoBnAiou kal n augnuévn aopTik okAnpia TnNg
TTEPIPEPIKAG  KUKAOQPOPIOG aTTOTEAOUV  ONUAVTIKOUG TTPOYVWOTIKOUG TTAPAYOVTEG
MEAAOVTIKOU KapdiayyelakoU KIVOUVoU. ZKOTTOGC TNG MEAETNG Pag gival n digpelivnon Twv
METABOAWYV TwV EIKTWYV TNG AOPTIKAG OKANpPiag Kai TG evooBnAIaKAg dUCAsIToupyiag o€
oxéon ME TIC METABOAEG TwV AINOOUVAMIKWY BEIKTWY Bapltntag TnG vOCOoU KaTa TNV
ETTAVAEIOAOYNON ACBEVWIV JE TIVEUHOVIKA UTTEPTACT) UTTO EIBIKM PAPMAKEUTIKY aywyr).

YAiIk6 ka1 Mé@odoi: MeAetrioaue 16 aoBeveic pe MY uttd €I0IK QAPPAKEUTIKI] aywyn
(u€on nAikia 52 + 13 €1n, 12 yuvaikeg). O1 aoBeveig eixav didyvwon MY katnyopiag |
(n=12), IV (n=1) ka1 V (n=3). OAoil o1 acBeveic uttoBARBNKav o€ eEGAeTTTN doKIyacia
KOTTWoNG (6 MWT), 6€16 Kapdiakd KaBeTNPIOoHO, EKTIUNON TNG AOPTIKNAG OKANPIAg Ye
TN METPNON TNG KApwTIOO-UnpIaiag Taxutntag Tou GQUYMIKoU kupatog (PWV) kai Tng
evOoBnAiakng OucAeiroupyiag pe TN METPNON Twv OdIOOTACEWV Tou €vooBnAiakou
yAukokdAuka (EIM) Bdoel Tou Perfused Boundary Region(PBR), o otroiog Bswpeital un
eTEPPATIKOG Kal akpIBAg Oeiktng peiwong Twv diaoTdocewv Tou EI. OAol o aoBeveig
etmavagiohoynBnkav o€ xpoviko didoTnua 2.5+1.4 .

AtmroteAéopara: Kard tnv emavagioAdynon diommoTwoape OT: a. Heiwodnkav ol
Tveupovikég avtioTdoelg (PVR, 9.1+5 évavt 5.9+4 WU, p=0.03), B. utmpée T1don
Meiwong Twv emMTTEdWY TNG MEONG OUCTOAIKAG TTiEONG TNG TTVEUMOVIKAG apTnPIag
(mPAP, 44113 ¢vavti 37+£15mmHg, p=0.07), y. utmpée T1don auénong Twyv dciktwyv PBR
5-9 (1.124£0.1 évavt 1.21+0.1 ym, p=0.06) ka1 PBR 20-25 (2.6£0.4 évavTi 2.8£0.5 ym,
p=0.08). Aev diatmoTwBnkav diIaPopéS we TTPog To PWV, Tnv KEVTPIKN Kal TTEPIPEPIKN
TTieon TTaApou, To BMWT kai Tnv kapdiakr) rapoxn (Cl).

Zuptrepdaopara: O1 raoxovreg amo MY acBeveic uttd €18IK QAPUAKEUTIKI] aywyh,
egedvicav  kKatd Tnv  emavafloAdynon Toug BeATiwon Twv  AINOSUVOUIKWYV
TTOPAUETPWY TOUG KOBWG Kal PETABOA TWV avaigakTwy OeIKTWY £vO0BNAIaKNAS
QUOAcITOUPYIaG EVOEIKTIKEG ATTOKATAOTAONG €V UEPEI TNG CUCTNUATIKAG KUKAOPOPIAG.
Oa &&ile va peletnBei o€ peyaAltepn oupdda acBevwv pe Y umd  €dIkn
QPOPMOKEUTIKA aywyr}, n oOouvatétnta xpAong Twv OeIKTWwv  evOoBNAIaKNG
duoAciToupyiag wg SEIKTWV PETABOARG TG BapuTnTag TG vOOOU.
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EMNIMOAAZMOZ NMNEYMONIKHZ YMNEPTAZHZ ZE AZOENEIZ ME
AIMOZO®AIPINONAOGEIEZ: ZYZXETIZH METAZY
YNEPHXOKAPAIOITPA®IKQN KAl AIMOAYNAMIKQN METPHZEQN

MNwpyog Avaotaoiadng, [1] KavéNAa ZépBa, [1] XprhoTog Katréhiog, [1] Mapia
AnpotroUAou, [2] MoAugévn Mavrtloupdtou, [1] Bepovikn Kopvnvdkn, [2]
KwvoTtavtivog TodkaAng, [1] KwvoTavtiva Pémrma, [2] Mapia Mmovou, [1]
lwavvng MtrapuTtretoéag, [1] Epon Bookapidou [2]

[1] KapdioAoyikiy KAivikr), TNA «Aaikdy», ABrRva

[2] Kévipo Oalacoaiyiog kalr Apetravokuttapikng Noéoou, TNA «Adikdy,
ABriva

Eicaywyn: H Ttveupovikl uttéptacn Trapauével coBapdg  TTapayovTag
voonpotTNTag Kal Bvnrotntag o€  acbeveic PeE  YEVETIKA  KABOPICOUEVEG
aIooQaIpIVOTTABEIEG. QOTOCO, PAIVETAI VA EAAEITTOUV O HEAETEG TTOU EKTIMOUV
TOV €mMTTOAACOHUS  Kal TNV EKTiNNON TNG aQITIOTTABoYEvEIOG KAl TNG
TTaBouaioAoyiag, 16iwg ME TNV Xprion Tng ueBddou ekAoyng TTou eival o
0e€16G KApPOIOKOG KABETNPIAOUOG.

MéBodol: 2Tnv TTapouca HEAETN WEAETHONKE TO OUVOAO TWV QO0BEVWV WE
QAIJOCPAIPIVOTTABEIN TTOU e€eTAOTNKAV oTO eEWTEPIKO laTpeio
QIJOCQAIPIVOTTABDEILV TOU VOOOKOUEIOU Pag KaTd Tnv 9eTr Trepiodo 6/2009-
05/2018. Katd Ttnv apxikfi TOug eKTiunon TO OUVOAO TOou TTAnBuouoU
uTTOBARBNKE 0€  TIAPN  UTTEPNXOKAPOIOYPOPIK)  MEAETN. Q¢ T1Y
UTTEPNXOYPOAQPIKA OPIOTNKE N EUPECN OUCTOAIKAG TTVEUUOVIKI] OPTNPICKK] TTiEON
(oMAIM)=45 mmHg, utroAoyi{6uevn pe Baon tnv e€iowon Bernoulli ammd 1n
MEYIOTN OUOCTOAIKY TaXUTnTa pong dlapéoou TnG TpIyAwxivag BaABidag, n
oTToia eKTINAONKE Ye TNV Xprion ouvexoug Doppler. O1 TTepIcTOTEPOI AOOEVEIG
TTOU OUPQWVO  HE  TIG  KATEUBUVTAPIEG 0dnyieg  eu@aviCav  uwnAn
UTTEPNXOKAPDIOYPAPIKI) TEKUNEIWON YIa TIVEUUOVIKN UTTéPTach uttoBARBnkav
o€ 0e€I0 kapdiako kaBetnpiacud (AKK). Qg MY pe Bdon 10 AKK opioTnke n
Méon TTieon TTveUNOVIKAG apTnpiag (WMAIMT) 225 mmHg, evw KaTtaypd@nkayv ol
TMECEIG OTIC OLIEC KOINOTNTEG KAl N TTECN EVOPAVWONG TIVEUUOVIKWYV
TpIXoEIdWV. H ocuoxéTion PeETatu uTTEPNXOKAPOIOYPOPIKWY Kal ETTEURATIKWV
TIUWV  TTEONG TIVEUUOVIKNG  apTnpiag  eKTINROnke pe TR doKipacia
Pearson’scorrelation.

AtroteAéopara:  TeTpakdoiol  TTEVAVIA  OKTW  OIOOOXIKOI  a0BeveiG
oupTTEPIAPONKaV oTnv avdAuon. E¢ autwv, 53 (11,5%) €maoyxav armmod
opo6Cuyo OpeTTaAVOKUTTAPIKN avaigia (SS), 32 (6,9%) amd ouodluyo PB-
Meooyeiakr avaipia (TM), 130 (28.2%) atréd etepdluyo B-Meooyeiakr) avaipia
(T, 45 (9,8%) amd a-Meooyeiakr) avaipia (AT) kai 201 (43,6%) ammd OITTAR
eTepoluywrTia B-MeooyelakAg Kal SPETTAVOKUTTAPIKNG avaiyiag (BS).

O emmroAacpdg Tng MY pe Baon 1o utTEPNXOKAPDIOYPAPNHA OTO GUVOAO TWV
aoBevwyv ATav 55/458 (12%), evw avd aipoogaipivotrddeiantav 6/53 (11,3%)
yla v SS, 8/32 (25%) yia tnv TM, 24/128 (18,8%) yia tnv Tl, 4/44 (9,1%) yia
Tnv AT kai 13/201 (6,5%) yia v BS. E¢ autwv Twv acBevwyv, ol 21/55
(38,1%) utropAnBnkav oe AKK. O1 aigoduvapikés petpriocls atmd 10 AKK
empBePaiwoav mn didyvwon tng MY oe 20/21 (95,2%) aoBeveig, aveBalovTag
Tov em oAacud NG MY otov TAnBuoud oe 4,4% (20/458) kai ava
aigooaipivottaBela o 3/53 (5,7%) yia tnv SS, 3/32 (9,4%) yia Tnv TM,
10/128 (7,8%) yia tnv Tl, 1/44 (2,3%) yia 1nv AT kai 3/201 (1,5%) yia Tnv BS.



ssssss
B Alpha thalassemia
DOSickle cell disease

W Thalassemia Intermedia
ot

H cuoxétion petagl utrepnxokapdioypa@ikis oAl kai aioduvapiking uMArl
nrav r=0,707 (P<0,001).
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O1 aobeveig mou utmoBAnBnkav oe AKK xwpioTnkav o€ 2 ouddeg, OTOUG
aoBeveic ue SS kar BS (Oudda A, N=7) ka1 otoug acbBeveic pe TM kai Tl
(Opada B, N=13). H ocuoxémion uetagu utrepnyokapdioypa®ikig ol1AlT kai
aipoduvauiknig WMMAT otoug aoBeveic TG opdadag A Atav r=0,912 (P=0,004).
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H ouoxétion petagu utrepnxokapdioypa@iknig oAl kai aipoduvapikng uMArl
oToug aoBeveic TnG opddag B Atav r=0,560 (P=0,047).
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Zuutmrepdopara: O aoBeveic pe  aigoo@aipivottddeia  kal  MveUPoVIKA
Ymépraon atoteAouv 10 12% TOU OUVOAOU Twv Qa0BevWV  HE
QIOCQAIPIVOTTADEIO Kal dIOPEPOUV ONUAVTIKA WG TTPOG APKETEC KAIVIKEG Kal
UTTEPNXOKAPDIOYPAPIKEG TTAPAUETPOUG. O OeCIOC KABETNPIOOUOG @aiveTal va
emPBeBaiwvel TNV UTTOPEN TIVEUROVIKAG UTTEPTOONG O€ QO0BEVEIC PE UWNAN
UTTEPNXOKOPDIOYPAPIKY UTTOWIa Kal va TTapapével n uéBodog avagopdgs yia
TNV TTEPAITEPW EKTIMNON TWV aoBevwy auTtwv. Me dedopévo OTi n euavion MY
eTNPEACEl OUOUEVWG TNV TTPOYVWON Kal AQUEAVEI TNV BvNTOTNTA TWV 00BEVWV
autwy, n Olevépyela PeyAAwy, TTPOOTITIKWYVY MEAETWV TToU Ba avadeifouv
TIPOYVWOTIKOUG  TTAPAYOVTEG yia TNV  ed@avion T1Y  atroTteAei  atmmoAuTn
QVAYKQIOTNTA KAl UTTOPEI VO EVEXEI BEPATTEUTIKEG TTPOEKTACEIG.



10.
METABOAEZ THZ 2ZXEZHX [IEZHZ-POHXZ (mPAP/CO) ME AEZIO KAPAIAKO
KAGETHPIAZMO 2THN AZKHZH ZE AZOENEIZ ME INEYMONIKH INQZH

Euayyehia Mavayiwtidou', Mewpyia Mitoiou’, Euayyehia douka?, Zogia Akprmidou’, Eudokia
ToUpAa®, Appoditn MmouTtou®, Aéotroiva MatrakwoTa?, lwdavvng ZtavémouAog

TKAvIKA AvarrveuoTikng Avettapkelag, I.IN.N. «I". MNMatmavikoAdou», @ccoaAovikn

“NavemoTtnuiakr Mveupovohoyikr KAvike, T.M.N.«I". MatavikoAdou», @eaoalovikn

3A’ Movdda EvraTtikig O¢partreiag, I.IM.N.«I". MNaTtravikoAdou», @eooalovikn

*Mveupovoroyiki KAvikr) EZY, F.MN.N. «I". MamavikoAdou», @egoalovikn

2KOMOZ EPIrAZIAZ: H peAétn TNG METABOAAG TWV OAIKWYV TTVEUHMOVIKWY QYYEIQKWY AVTIOTAOEWV
(TPR=mPAP/CQO) kai Twv AOITTWV QIJOBUVANIKWY TTAPAUETPWY OTTO TNV NpPEMia oTnv doknon o€
18 aoBeveig pe TTveupovIKn ivwon, SUCTIVOIa KAl AEITOUPYIKO TTEPIOPIOHO.

YAIKO KAl MEOOAOI: 12 aoBeveic pe 101011abr TTVEUUOVIKN ivwon Kal 6 aocBeveic ye véonua
OUVOETIKOU 10TOU KOl IVWTIKY TTVEUMOVIKN TTPOCROAN, ME péon nAikia 66,518 étn, néon FVC
70£11,6% kai péon ammdéoTacn otnv €CAAeTTTN dokiyaoia Badiong 309,6+95 uétpa, uttoBARONKav
o€ 0e€I0 KapOIOKO KABETNPIAOUS PE TTPWTOKOAAO TTPOOBEUTIKA augavouevng Aoknong o€ UTITIA
B€on 0€ KUKAIKO EPYOUETPO KATW AKPWV.

ANOTEAEZMATA: O1 aigyoduVvauIKEG TTAPAPETPOI TWV ACBEVWY aTTEIKOVICOVTAl OTOV TTiVOKA:

npepia MEYIOTN AOKN

sPAP 44,5+13,9 mmHg sPAP 69,2+12,7 mmHg
dPAP 19,6+£5,5 mmHg dPAP 33,1+£10,2 mmHg
mPAP 28,1+8,1 mmHg mPAP | 45,1+9,6 mmHg
PAWP 11,7+2,3 mmHg PAWP | 19,54+8,2 mmHg
RAP 6,4+2,6 mmHg

PVR 3,6£1,1 WU PVR 5,7+2,1 WU
TPR 4,6£1,6 mmHg-min-L— 1 TPR 8.27+4 7 mmHg-min-L— 1
CcO 5,7+1,7 L/min CcO 6,2+1,9 L/min
SvO, 66,2+11,2

Cpa 4,2+2 4 mL/mmHg

Cpa: €UEVOOTOTNTA TTVEUUOVIKIG APTNPIOG

O1 aoBeveic €AaBav TIC €€N¢ dlayvwoelg: a) mpoTtpixoeldiky MY (n=11), B) MY emayduevn otnv
aoknon (MYEA) (n=4) kai y) peratpixoedikyy MY (n=3). O1 aoBeveig pe petatpixoeidikn MY
atrokAgioTnkav kal dev UTTORANBNKav o€ TTPWTOKOAAO doknong. ATé Toug Aoittoug, 4 aoBeveig
€iXav QUOIOAOYIKEG TTAPAUETPOUG NPEMiag, aAAG TTapouciacav TPR>3 mmHg kar mPAP>30 mmHg
Kata tnv doknon AauBdvovrag tn diayvwon g MNMYEA. O1 aoBeveig pe mrpotpixocldikr MY gixav
Katad péoco 6po TPR 9,4+4,8 mmHg-min-L- 1, evwy n opdda Twv acBevwv pe MYEA eixe 5,2+1,3
mmHg-min-L— 1. O1 petaBoAég TG ox€ong Trieong-pong €ival TTABOAOYIKEG yia TIG 2 OPAdEG
00B0evwV Kal aTTeIKoviovTal OTO TTAPAKATW YPAPNUQ.
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ZYMMEPAZMATA: O 06¢e€16¢ kapdiakdg KaBeTNpIaouog duvatal va SIoKPiVEl HETATPIXOEIBIKA aiTia
MY o€ vwTIKoUg aobeveic. Etmiong, n epapuoyr TTPWTOKOAAOU AoKNoNG Kal n PEAETN TNG ox€ong
mPAP-CO duvartal va atrokaAUWEl TIPWIKA TNV TTAPOUCia TIVEUPOVIKAG ayyeIoTTABEInG.
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NMANEAAHNIA KATATPA®H AZOENQN ME NNEYMONIKH YNEPTAZH
BAZIKA ENIAHMIOAOITKA AEAOMENA

MnouUToikou Mapia®, ApBavitakn AAeEavdpa®, Moupatoylou Sogpia®, STayakn EAévn?,
Aepepoutn Eutuyia®, MavayiwTidou Euayyehia®, Mannd Aihika!, ®avapidne MixanA®,
Mpiviavakng Mempyioc®, Asovtoivng Iwavvng, MaoxaAidng EAsubépioc’, dehoukidng
Xprotoc?, Gwpaidn Avtiva®, BoUdpng Baocileioc!, >tavonoulog Iwavvng, Mitoiou
Fewpyia®, ®appakne AnuiTpioc?, Nika Aikatepivn®, TiavvakoUAac Tempyloc?,
AuyeporioUAou  AikaTepiv)’, AnooTolonoUlou ZwTnpia®, Mnrtpoloka Iwavva®,
Toaykapng HpakAig’, Opgavdg ZTéNog’, KapBolvng XapaAapnoc?, Kapuo@iAng
Mavayiotne,  Kovotavrividng =tadpoc®, MixdAng Adapnpoc’, ABavacdnoulog
Fewpyloc’, Toianpac AnunATpioc’, Paupog Snupidwv?, Aekakng Iwavvne, Appayavidng
AndoToloc®, Aven AvaoTaocia®, Mayyivag ABavdoioc’.

IKapdiohoyikr) KAivikf) Noookopeio Mediterraneo, Mu@ada, *A’ Kapdiohoyikn KAvIkA
ApioToTéNelo MavenioTrpio, AXEMA, @sooalovikn, *AlakAivikd IaTpeio MVEUHOVIKAG
Ynéptaong NN ATTikdv, ABrva, *Kapdioloyiki-Maidokapdioloyikry KAIVIK Qvaceio
Kapdioxeipoupylkd Kévtpo, ABrAva, *Movada avanveuoTiKAG avendpkeiac, evikd
Noookopegio «ManavikoAaou», Osooalovikn, °MveupgovoAoyikr KAvikr, TMATNH,
Hpakheio KpAtn, ‘Kapdiohoyikh KAivikr) Innokpateio TN ABnvav, ® Kapdioloyikn
KAvikr) Anpokpiteiou Mavenmornuiou ©pakne, °B’ Kapdiohoyikr KAivikA MavenioTnpiou
Iwavvivay,

Eicaywyn: H MNaveAnvia kataypagpn acbevav e Mveupovikn Ynéptaon (MY) Exel
OoKONO va anoTunwaoel Ta XApakTnpEIoTIKA Twv NacXOVTwv Kal va Kataypawel TiG
BepaneuTIKEG OTPATNYIKEG NOU akoAouBouvTal.

M£00dog: Ta dedopéva aobevwv e MY nou napakoAouBolvTal O EVvEQ KEVTPA OF
OAn TNV €nIkpATeld, Kateypapnoav avadpopika, 6co kal npoonTikd. O NAnpoQopieg
apopoucav dnuoypaPika dedopEvVa, Tov KAIVIKO Kal €pyacTnplakd EAeyXo kabwg Kal
Ta OepaAneUTIKA OXNUATA Nou XpnoiydonolouvTal.

AnoteAéopara: Metall 372 aoBevwv nou karteypdapnoav, pe didyeon nAikia 58.0
(IQR 25.0) €tn, 10 60.8% (N=226) civar yuvaike¢. To 62.4% (N=232) agopa
aoBeveic pe nveupovikn aptnpiakn ungptaon (Opada 1). Ztnv Opada 1, 82 aobeveig
(35.0% e€ni Twv 232) €ixav 1d10nadn MY,71 aobeveic (30.3% Twv 232) voonuaTta Tou
ouvdeTIKOU 10TOU Kal 61 (526.1% eni Twv 232) ouyyeveig kapdionabeieg. e 27
aoBeveic (7.3%) n MY opeileTal o€ NaBAoEIC TNG apioTepn kapdiag (Opada 2), os 24
(6.%) n unokeiyevn aitia apopd avanveuoTika voonuata (Opada 3), 69 aocbeveic
(18.5%) é&xouv OiIQyvwon xpoviag BpouBosuBoAikng vooou (Oupdada 4), evw 19
aoBeveic (5.1%) avnkouv OTnv opdada HE MOAUMAPAYOVTIKN N HIKTR diTioAoyid
(Opdda 5).

Tpiakdoiol ocapavta Tpeic aoBeveic (92.2%) ecixav unoBAnBei oe kapdiakd
kaBetnpiaopo. H didueon (IQR) péon nveupovikn apTnpiakn nieon nTav 43 (18.0)
mmHg, evw n Oidueon anodoTacn oTn 6AenTtn dokiyacia Badicswg oTnv NpwTn
eniokewn (N=35) nrav 400.0 (181.5) m. H diapeon T NTproBNP oTtnv apxikn
eniokewn (N=38) Arav 168.0 (333.0) pg/ml. Ano6 To nxwkapdioypdapnua, To dIAPETO
(IQR) kAaopa €EwBnong TnG apioTepnc koldiag nTav  60.0% (7.25%), evw oTO
41.9% (N=156) unnpxe diatacn TnG O€&IdC KoIAiag, HE ooBapn EknNTwon Tng
ouaTOAIKNAG Aerroupyiac oto 10.2% (n=38). 'Ocov apopd Tn Bepancia, 91 aobeveig
(24.5%) dev eAduPavav €dikn Bepaneia, 176 (47.3%) ehappavav povobepaneia, 83
(22.3%) dInNAR Bgpaneia kai 22 (5.9%) TpInAR. ‘'Ocov agopa Tn Wn €10IKn Bepaneia To
54.2% Twv acBevwv eAappavav dioupnTika (N=201), 36.4% (N=135) and Tou
OTOMATOG avTinnkTIKA aywyn kai 10.2% (N=38) Bepancia pe avaoToAeig diauAwv
aoBeaTiou.

Zupnépaopa: H MaveAnvia kataypa®n acBevwv pe MY ouvexideTal Ye eniTuyia,
NPOKEIYEVOU va xapToypa@nBoUlv Ta Bacika enidnuiooyikda oToixeia, n amioAoyia Tng
MY kar n Bepaneia nou epappoleTal oTnV KABNUEPIVR KAIVIKR) NPAKTIKH.
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NMNEYMONIKH YNEPTAZH O®EIAOMENH ZE AIMATOAOTIKEZ

NMAGOHZEIZ:
EAAHNIKH KATAPA®H NMNEYMONIKHZ YINEPTAZHZ.

MnoUToikou Mapia!, ApBavitakn AAeEavdpa®, ITtayakn EAévn®, MaoyxaAidng
EAeuBépioc’, Toianpac AnunTpioc’, ®ehoukidne Xpriotoc?, MoupdTtoyAou Zogia?,
®apudkng  AnuATpiog’,  AnooTolonoUhou  IwTnpia’,  AespgepoluTn  EuTuxia®,
ABavacdnouloc Tewpyioc, Toaykapnc HpakAic’, Nika Aikatepivn®, TMavvakoUAac
Fewpyloc?, Oppavoc ITéoc, Aven AvaoTaacia®, Mayyivac ABavacioc..

! Kapdiohoyikr) Khivikry Noookopeio Mediterraneo-TAugdada, %A’ Kapdiohoyikn KAvikA
ApioToTéAeio MavenioTApio, AXEMA, Osooalovikn,*Alakhivikd Iatpeio MveUPOVIKAC
Ynéptaong MIN AtTikOv-ABrva, * Kapdiohoyikry KAivikf InnokpdTeio TN ABnvav, °
Kapdiohoyikr KAvikf Qvaoceio Kapdioxeipoupylkd Kévrpo-ABrva, © B’ KapdioAoyikn
KAvikn Mavenotnpio Iwavvivwv

Eicaywyn: AiyatoAoyika voonuaTa onwe n dpenavokuTTapikn avaiyia, n Jecoyeiakn
avaigia kar Ta HUEAOdUONAAOTIKA OUVOPOHA EXOUV OUOXETIOTEI ME EUQAvIon
NVEUMOVIKNAG unépTaong. H napoucia evdobnAiakng ducAerroupyiag, n eAeypovn Kai
ol dlaTapaxec NAENG, NapoUceG O€ AuTd Ta voonuaTa, aAAa kal JETA anod Bepaneieg,
ONw¢ N onANVeKTodN, anoteAoUv UNOCTPWHA YIa TNV avanTu&n Tng.

M£00d0¢: Acdopéva aobevav pe Mveupovikn YREPTAon and evveéa KEVTPA O€ OAN
Tnv EAAGda kataypapnoav avadpopikd kai npoonTikd. ZUAEXBNkav nAnpoQopieg
OXETIKA ME TNV NApoucia aIaToAoyIK®WV dIaTapaxwv Kai TIGC €papUolOPEVEG
Bepaneieg.

AnoteAéopara: Ano Toug 372 ouvoAika aoBeveig, oe 14 (3.7%), didueong nAikiag
(IQR) 51.0 (28.0) ek Twv onoiwv 5 (35.7%) yuvaikeg, n aiTiohoyia oxeTileTal de
aipgaToAoyika voonuara. Enta aoBeveig (50%, 1.9% eni Tou ouvoAou) nacyouv anod
opoluyn N €Tepoluyn Heooyelakn avaiyia, 4 (28,6%) and dpenavokuTTapIKn avaidia
(1.1% €ni ToUu OUVOAOU) &V KATAYPAPNKE HIA MNEPINTWON HUEAODUOTNAAOTIKOU
OuVvOPOUOU Kal Hia opalipokuTTapwone (7.1%, 0.3% €ni Tou ouvolou avTioToixa).
MévTe aoBeveic unoBAnBnkav ae anAnvektoun (35,7%, 1.3% eni Tou ouvoAoU) AOYW
pegoyelakng avaipiag (N=3, 0.8%), JuehoduoniacTikoU ouvdpopou (N=1, 0.3%) kal
opaipokutTapwong (N=1, 0.3%). H diapeon (IQR) anooTaon otnv 6AenTn doKIpacia
Badionc nrav 333.0m (283.0). To Aeiroupyikd otadio katd NHYA eivai I o€ €va
acbevn (7.1%), II oe 9 (64.3%), kai III oc 4 (28.6%). AekaTpei¢ aobeveig
unoBAnenkav oe de€16 kabeTnpiaouod (92.9%)(nivakag 1).

Zupnépaopa: Ta alpuaToAoylka vooruaTa anoTeAoUV aiTia NVEUHOVIKAG UNEPTAONG
0€ MIa PIKpry opada nAnbuopol otnv EAAGda Kupiwe o PEOTAIKEG aOBEeVEIC, v N
HEoOYEIaKN avaidia €ivar n mo ouxvll aigatohoyikn diatapaxn. Ta aidoduvapika
oToixeia dgixvouv Mo emBapupevn €ikdva o OxeOn HE ANAeG OleBveiq kaTaypageg,
moava AOyw KkabeTnpiaopoU aocBevwv O MO MNPOXWPNHEVO KAIVIKO OTadIo.
Aedopévou TOU AUENPEVOU €NINOAACHOU AIHOAUTIKWV avaidiov otnv EAAGda, Ta
avwTEPW OTOIXEIa MIBavoTaTa UnoekTIHoOUV Tov apiBud Twv acBevwv auTtng TNnG

unoopadacg,.

Mivakac 1. ZToixeia 0e€lou kABeTNPIAGHOU.

AEZIOZ KAGETHPIAZMOZ (N=13) Aiapeon TipA (IQR)
Micon AE KdAnou (mmHg) 9.0(4.7)

Méeon Mveupovikn Aptnpiakn Migon (mmHg) 43.0(13.9)

Migon evoenvwong (mmHg) 14.0(6.5)

Kapdiakd €pyo (I/min) 4.4(2.5)

Kapdiakog deiktng (I/min/m2) 2.4(0.9)

Kapdiakn ouxvéTtnTa (bpm) 73.0(8.5)
Mveupovikee avtioTdoelg (WU) 8.1 (4.8)




13. 3° BPABEIO
INTERFERON- — ASSOCIATED PULMONARY ARTERIAL
HYPERTENSION.
Eftychia Demerouti', Panagiotis Karyofyllis', Eleni Stagaki®*, Loukianos Rallidis **
Maria-Eleftheria Evangelopoulos >, Konstantinos Voumvourakis ®, Apostolos
Armaganidis®’, Stylianos E. Orfanos®>’ , George Athanassopoulos, Vassilis Voudris?,
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Introduction

Drug-Induced Pulmonary Arterial Hypertension (PAH) represents a well-known entity,
predominantly related to anorexigens. Interferon-B (IFN) is described to be
associated with PAH and belongs to a possible risk level of drugs to induce the
disease. We describe two patients with Multiple Sclerosis treated with IFN who
developed PAH and their course of disease under specific PAH drug therapy.

Case studies

Two patients, the first one a 32-year old woman (patient 1) and the second-one 45-
year old woman (patient 2) received IFN for 6 years due to Multiple Sclerosis. The 1%
patient was presented with three-month history of dyspnea on exertion and episodes
of pre-syncope and the 2™ with dyspnea on exertion and leg edema. Their past
medical history was unremarkable, without history of Pulmonary Hypertension.

The clinical characteristics and haemodynamic parameters are presented on table 1.
Their echocardiogram revealed dilated right ventricle with moderate impairment of
systolic function. Risk assessment classified the first woman with more features of a
high-risk patient for 1-year mortality more than 10% and the second-one with
intermediate-risk for 1-year mortality 5-10%. Vasoreactivity tests were negative.

IFN was discontinued for both of our patients and was replaced by glatiramer
acetate 20mg daily s.c. for the first-one and by fingolimod for the second patient.
They were treated with initial combination therapy with ambrisentan (10mg once
daily) and tadalafil (40mg once daily).

For the first patient, a significant clinical and hemodynamic improvement was
observed during the first year, sustained to the end of the second year. However,
her haemodynamics had never been normalized and she receives PAH-specific
therapy with ambrisentan and tadalafil up until now. For the second patient, after
the 4™ month of treatment, ambrisentan had been withdrawn due to adverse events
(leg edema). From the 6™ month of treatment, her treatment was based only on
20mg tadalafil once per day and from the 8" month, tadalafil was discontinued. Five
months later, without specific drug therapy, normalization of haemodynamic
parameters and clinical condition was demonstrated. Right ventricle has normal
dimensions and function as evaluated with echocardiogram.

Parameters patient 1 patient 2
Baseline/ m10/ 24 m Baseline/ m4 / m 12

WHO I/ 11/ 11 III/I1/1

6MWD (m) 120 /- /513 330 /- /580

RAP (WU) 10/ 8/7 12/10/9




PAPmean (mmHqg) 53/30/ 27 40/30/ 22

PAWP (mmHg) 10/7 /6 12/10/9
C.L (I/min/m2) 1.9/3.6/3.8 23/2.7/3.9
PVR (WU) 13/3.5/3.3 7.8/3.5/2.1

Table : Patients’ characteristics at baseline and at their follow up.

WHO: Functional class, MWD: Minute walk distance, RAP: Right Atrial Pressure, PAP:
Pulmonary Arterial Pressure, PAWP: Pulmonary Arterial Wedge Pressure, C.I.:
Cardiac Index, PVR: Pulmonary Vascular Resistance

Conclusions

Interferon-Induced PAH is a severe disease which when treated with PAH-specific
drugs in combination with interferon withdrawal, patients improve their clinical status
and their hemodynamic profile. Hemodynamic normalization could be the goal of
treatment. The earlier the diagnosis is confirmed, the best the outcome is, so
neurologists must be suspicious for PAH detection if dyspnea presents in patients
treated with IFN.
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Background: Chronic thromboembolic pulmonary hypertension (CTEPH) is a
rare, pulmonary vascular disease, and, therefore, there is a lack of data
regarding its clinical presentation, diagnosis and management at a national
basis.

Methods: We conducted a prospective and retrospective observational study
from 2008 to 2018 with a joint collaboration from nine pulmonary hypertension
expert centers in Greece and described the demographics and management
of patients with CTEPH.

Results: Overall, 69 consecutive patients were included (56.5% female,
mean age 62.8 years). Dyspnea and fatigue were the most common
presenting symptoms (85.5% and 59.4% respectively). History of pulmonary
embolism was present in only 55% of patients. Half of patients were mild
symptomatic (WHO class Il), while 40% presented with dyspnea in mild
exertion (WHO class Ill). Mean 6-minute walk distance was 333.2£165.5
meters. Nearly all patients underwent right heart catheterization to confirm
diagnosis (mean pulmonary artery pressure 43.3£10.6 mmHg). Of total, only
45.3% of patients were considered operable, of which 75% finally underwent
pulmonary endarterectomy (PEA), while 3 patients underwent balloon
pulmonary angioplasty. Inoperable patients and those that did not undergo
PEA received targeted medical treatment (40.5% were on riociguat, while
special drugs for pulmonary arterial hypertension were also used off label for
several patients).

Conclusion: We present preliminary data of patients diagnosed with CTEPH
in Greece. Taking into consideration that PEA is a relatively low-risk and
potentially curative surgical procedure, we emphasize the need for
establishing a designated PEA expert center in Greece.
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Background: Pulmonary arterial hypertension (PAH) is a rare, incurable disease
characterized by adverse remodeling of the pulmonary vasculature, leading to
increased pulmonary arterial pressures and right ventricular failure. Contemporary
pharmacotherapy targets 3 distinct molecular pathways that are abnormal in PAH:
deficient production of nitric oxide and prostacyclin, and over production of
endothelin. Unfortunately, there is lack of data regarding medical treatment in
patients with PAH in Greece.

Methods: We present the current data from the national pulmonary hypertension
registry on the contemporary medical treatment of patients with PAH in Greece. Data
were recorded retrospectively and prospectively from nine expert centers in Greece.
Results: Overall, 232 patients with PAH have been recorded (35.3% with idiopathic
PAH, 64.2% female, mean age 55.0£18.5 years, 55% in WHO functional class II).
Among them, 21.6% received oxygen therapy and 47.8% were on diuretics. In
patients with idiopathic PAH, 41.5% received an oral anticoagulant. As far as PAH
specific treatment is concerned, 47.4% of patients received monotherapy, 30.6%
received dual combination therapy and 8.2% received a triple combination. In total,
11% of patients received a calcium channel blocker. In terms of the other PAH
specific drugs, 47.4% of patients were under a phosphodiesterase type 5 (PDES5)
inhibitor, 71.1% endothelin receptor antagonist (ERA), 12.5% prostacyclin analogues
(48.3% via inhalation, 20.7% subcutaneously and 34.5% intravenously) and 1.3%
received an IP receptor agonist (selexipag).

Conclusion: The majority of PAH patients are on monotherapy. ERAs are the most
widely used agents, followed by PDES5 inhibitors, while prostanoid analogues have
limited use in clinical practice. More effort should be made to enhance the use of a
combination therapy and prostanoids in Greece.
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NMAPAKENTHZH MNMEPIKAPAIOY KAI NMEPIKAPAIAKO NMAPAGYPO
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1. AlakAviké 1aTpeio rveupovikng utméptaong, NN «ATTIKON»

2. B’ NMavemotnuiakn KAviki EvraTikig Oeparreiag, NN «<ATTIKON»
3. B’ Mavemotnuiakr KapdioAoyiky KAvikn, NN «<ATTIKON»

4. MavemoTtnuioakh Kapdioxeipoupyikr KAvikr, NN « ATTIKON»

EIZAINQIH: H trepikapdiakry ouAloyr atroteAei deikTn BaplTnTag oToug aoBeveig ue
TIVEUMOVIKA apTNPICKN UTTEPTAOT Kal wg TETola cupTrepIAapBaveTal otnv agloAdynon
TOU KIVOUVOU TNng £TACIAG BvnNTOTNTAG O€ AUTOUG TOUG QOBEVEIC.

H BiBAioypagia, 6cov agopd Thv TTAPOKEVTNON TNG TTEPIKAPDIAKAS CUAAOYAG Kal TO
TEPIKAPDIOKSO TTapABUPO o€ auTr) TNV OPAdA aoBevwY, gival APQIAEYOUEVN KAl HEPIKES
QPOPEG O TTAPEUPACEIC AUTEG ava@EépovTal WS BavaTtnPopeg.

MAPOYZIAZH MNEPIZTATIKOY: AcBev¢ 36 eTwv e coBapr) 1810TTabr| TTVEUNOVIKN)
apTNEIOKN UTTEPTAOT, dIayVWwOoMEVN TIPO TPIETIAG, ATAV Ot TPITTAN €I0IKA aywyn,
OUMTTEPIAOUBAVOUEVNG KAl TTOPEVTEPIKAG XOoprynong trpooTtavoeidous. O aoBevig
eixe TPoodeuTIKA KAIVIKN (NYHA V), aTTeIkoVIOTIKN Kal aiJoduvapikh emogivwon pe
mpoedpxouca TNV HeEYAAn TrEPIKAPOIOK OUAAOYN (KUKAOTEPAG TTEPIKAPOIOKNA
ouMN\oyn pe péyioTtn didueTpo d=51mm).

H evtaTikoTToinOoN TNG OUVTNPNTIKAG-QAPUAKEUTIKAG aywyn dgv Bordnoe kal Kpibnke
ATTOPEAITNTN N TTAPAKEVTNON TNG  TTEPIKAPDIOKNG CUANOYNG TTOU €yIVE PE Kopuaia
Tpocéyyion.  Agaipédnkav 600ml TEPIKAPOIOKOU  UYpOoU, XWPEIC Kauuia
QIMOBUVAUIKA €TTITTAOKN, aAAG avTIBETWGS PE onuavTiKr KAIVIKA BeATiwon .

Mévte pNAveG apyoTePa XPEIAOTNKE €K VEOU TTOPAKEVTNON TNG TTEPIKAPDIAKAG
KOINOTNTAG PE  a@aipeon ouUVOAIKA 2800ml Trepikapdiokou uypoU Kal TTAAI Xwpig
Kaupia emmmmAokr). Me BAoel T OUVOAIKN €IKOVA Kal avTaTTOKPION Tou aoBevoug
KpiBnke avaykaia aAAG kal ac@aAng n dievépyela TTEPIKAPOIOTTOMIAC (TTEPIKAPDIAKS
TTapAGBupo), TTOU €YIVE OTO XEIPOUPYEIO PE UTTOEIPOEIDIKN TTPOCEYYION KAl BwpPAKIKH
eTMoKANpidio avaicdnaia.

O aoBeviig eixe peydAn kAivikp (NYHA II), uttepnxoypad@iki Kal QIdodUVAIKN
BeAtiwon TTOU dlaTnpEiTal £va €TOC HETA TIC TTAPEUPAOCEIC, evw auveXiCel TNV TPITTAR
€10IKA aywyn.

ZYMMEPAZMA: n Trapakévinon TrePIKAPOIOKNS OUAAOYAG Kal TO TTEPIKAPDIAKO
TapGOupo uTTOPEl va cival aCQaAEIG KAl  eTTWQEAEIG TTapePPACEIS o aoBeveig e
ooBapn TIVEUUOVIKA apTNEIAKr UTTEPTACH KAl JEYAAN TTEPIKAPDIAK CUAAOYT).
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[1] KapdioAoyikA KAivikA, TNA «Aadikdy, ABriva
[2] Kévtpo Oahaooaipiag kar ApetravokuTtaplkng Nocou, TNA «Aaikd», ABrva

Mapouciaon TePICTATIKOU: AvOpas 71 €TWV PE YVWOTH QINOCQAIPIVOTTABEIN
H, otroiog TTapakoAouBeiTal o€ TAKTIKA BACN OTO 10TPEIO AIJOCPAIPIVOTTABEIWV
TOU VOOOOKOMEIOU MOG, eP@avifel KATA TO TeAeutaio £T0G  €MOEiVWON
AEITOUPYIKOU  OTAdIOU.  2UYKEKPIMEVA ava@EPEl  QUOTIVOIA  OTNV  MIKPN
TPOOTIABEI KAl  TTOAU  pelwpévn  avoxrp otnv  kotwon. Katd T1nv
UTTEPNXOYPOQPIKN TOU EKTiUNON O a0BevAG gu@avidel uwnAn UTTEPNXOYPAPIKA
TEKUNPIWON yia UTTapén TTVEUUOVIKAG UTTEPTAONG ME KATAYPAPOMEVN MEYIOTN
OUOTOAIKR dlIaTPIYAWXIVIK TaxutnTa pong ota 5,06 m/sec kal uttoAoyI{OuEVN
RVSP 105mmHg. Emiong diamoTtwvetal au¢non peyéBoug KATw KoiANng
QOAEBaG (20mm) pE MEIWMEVN AVOTIVEUOTIKI OIOKUPAVOT, MECOOCUGCTOAIKA
EVIOUN OTO CAMO QVETTAPKEIOG TNG TIVEUMOVIKAG Kal didtacn Tou Oggiou
KOATTOU. Tautoxpova atrd TNV UTTEPNXOYPAPIKI) EKTIMNON TWV APICTEPWV
KAPOIAKWY KOIAOTATWY O a0BeVAG ENPAVICE QUOIOAOYIKI) OUOTOAIKA attdédoon
TNG APIOTEPNG KOINiaG pe pETpiou BaBuou oTévwaon TnNG aopTIKASG BaARidag
(utroAdoyiCouevo  AVA  1,1cm2). Zmnv  ouvéxela NG Olepelivnong
TTPayHaTOTTOINONKE OEgIOC KABETNPIGONOG OTTou eTIREBaIONKE n UTTAPEN
TIVEUUOVIKNG uTrépTaong Me Mpap 45mmHg kal onpaviikd augnuéveg
ayyelakég avtiotacelg (6,6 WU). H Trieon evoerivwong  TTVEUUOVIKWY
TpIXOEIdWV ATav 15mmHg Kai €101 TO QiTIO TNV TIVEUPOVIKNAG UTTEPTAONG
BewpnBnkKe OTI gival TOAVWG PEIKTO YE CUPUETOXN TOOO TTPOTPIXOEIBIKOU OCO0
KAl  METATPIXOEIOIKOU  PNXavIoHoU. 2TNV OUVEXEID TTPAYMATOTTOINBNKE
oTvenpoypd@nua aIgdTwongG Tveuudvwy OtTou  avadeixdnkav TTOAAATTAG
eMeipgaTa  alpdtwong  Auew  Kal  TEBNke n  didyvwon TG XPOviag
BpouPocuBoAikng vooou. O acBevig TEBNKE O aywyr] HE KOUWAPIVIKA
QVTITINKTIKA KAl 6 MPAVEG META EUQAVIOE ONMUAVTIKY) KAIVIKA) UE PBeATiwon
A€IToupyikoU oTadiou Kal UTTEPNXOYPOQIKN BeATiwon (véa ekTiunon Vmax
TpIyAwXIvag 2,7m/sec).

2uditnon: H aigoooeaipivordBeia H  €ivar  pia amd  TIG  YEVETIKA
KANPOVOUOUUEVEG QIUOCQAIPIVOTTABEIEG ME ETTITITWON KAl OQEIAETal O€
QVETTAPKEIQ oUVOEONG TwV & AAUCWV TIG AIHOOPAIPIVNG, ME METANAEN Ot 3
ammdé Ta 4 utrelBuva yovidla. 2Toug acBeveic pe aipoo@aipivoTtdBela H, n
ETTITITWON TNG TIVEUUOVIKNAG UTTEPTAONG KaTaypd@eTal AlyOTEPO OUXVA (<6%
Tou TAnBuopou) amd Om oTGg  UuTTOAoITTEG  OpAdeC aoBevwv  ME
KANPOVOUOUUEVEG QINOCQAIPIVOTTABEIEG, OTTWG Ol aoBeveic ue peiCova R
evdiaueon B-6aAaccaipyia. H uUmmapén xpoviag OpouBoePBOAIKAG vOoOoU
Kataypd@etal oTrdvia  PE  avagopd o€ 4 mBlavd TTEPIOTATIKA  OTnVv

BiBAIoypagia.
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A 7l-year-old man presented with dyspnea on mild exertion during the last 3 months (WHO
functional class III). He had a known history of stable chronic myeloid leukemia (CML)
under dasatinib 100 mg bid the last 4 years, Buerger’s disease (thromboangiitis obliterans),
peripheral artery disease, prostate cancer (prostatectomy and radiotherapy), dyslipidemia and
smoking. On examination he had mild hepatomegaly, peripheral oedema and increased
jugular venous pressure. ECG showed right ventricular hypertrophy. On echocardiogram LV
had normal systolic function and mildly impaired diastolic function and LA was normal. RV
had good systolic function and normal size and RA was normal. PASP was calculated at 60
mmHg. Lung perfusion scan was negative for chronic thromboembolic lung disease. Renal,
liver and thyroid function as well as the immunologic screening were normal. NT-proBNP
was elevated at 254 pg/ml (normal values <125 pg/ml). His spirometry revealed impaired
lung diffusion with no signs of obstructive or restrictive lung disease. Right heart
catheterisation documented precapillary pulmonary hypertension and the patient was
diagnosed with drug-induced pulmonary arterial hypertension. The patient discontinued
dasatinib and was started on nilotinib 300 mg bid and macitentan 10 mg o.d. with significant
improvement of symptoms (WHO class II). Repeat right heart catheterisation after 4 months
suggested significant hemodynamic improvement (Table 1).

Table 1
January 2018 (under | May 2018
dasatinib) (4 months after dasatinib discontinuation)
RA (mmHg) 12 10
PAP (mmHg) 81/26/m46 57/12/m33
PCWP (mmHg) 13 15
PVR (Woods units) | 4,6 2,9
PVR indexed 8,6 5,3
CO (L/min) 7,1 8,0
CI (L/min/m2) 3,8 4,3

Dasatinib-induced PAH should be suspected when patients with chronic myeloid leukemia
have disproportionate dyspnea and a full assessment including a right heart catheterization
should be performed. Improvement may be observed after withdrawal of dasatinib, however,
some patients have residual pulmonary arterial hypertension, therefore, systematic follow-up
is essential.
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EpyaoTtipio AkTivoAoyiag, 3: B' Mavemotnuiakr KapdioAoyikg KAIVIKA, 4:
Kapdiohoyikr KAIvik 251 TNA.

Eicaywyn: O xpuagdg kavovag atnv didyvweon tng MY eival o 8e16¢ kapdiakog
KaBetnpiacuog (RHC). MNa tnv TTpwidn avixveuon kal Tnv dleukdAuvon Tng
didyvwong £xouv TTpoTabei aAyopiBpol SIaAoyg HE CUVOUAT UG NXOKAPDIoyPaPIKWY
KAl AKTIVOAOYIKWY PN ETTEHRATIKWV TEXVIKWV.

ZKOTTo¢: H afloAdynon Tng oxéong METAZU TNE SIAUETPOU TNEG TTVEUMOVIKAC apTnpiag
(mPAD) 6TTwg peTprABnke e uttoAoyioTikA Topoypagia (CT) Kal TG TTVEULOVIKAG
apthplakhg TTieong (PAPmean) utroAoyiddpevne e RHC, otn didyvwen Kal Thv
eKTiMNON TNS PapUTNTOG KAl AVTATTOKPIGNG oTnv Bepartreia Tng Y.

YMKkO kai péBodor: Mpayuartotroiidnke pétpnan péow CT tng mPAD armro Tov idio
atelkovioTt o€ 87 ato Toug 127 acBeveig Trou eixav diayvwoBel pe MY pye RHC
(PAmean 225mmHg) Tnv TeAsuTtaia TTevTaeTia atrd TO KEVTPO HAC.
Ymepnxokapdloypagikéc peTphacls (PAdiam) eixav 57 acBeveig.

Z1n MeAéTN cupTrepIAR@ONKav 87 evAAikeg acBeveic pe MY (opdda katdragng MY 1:
77%, 4:12.6%, 5:6.8%, 3:3.4%). AvalntnOnke n cuoxéTion petafu mPAD, PAmean
kal PAdiam oT1o cUvoAo Twv docBevwv, GTOUG TTPWTO-O1ayVWCBEVTEG, OTOUC UTTO
£I0IKN aywyr aoBeveig Kal OTIC £TIHEPOUS OMADES KATATAENS TS VOTOU.

AtroteAéapara: H péon tiug mPAD (mean mPAD)tTou peTprBnke fqtav 35.7mm (SD
0.5). H opdda 5 katdragng tng MY mapoudiale TI UPnASTEPEG TIHES (37.8mm).

Agv SIATTIGTWONKE CTATIOTIKA CHHAVTIKA CUTXETION OTO CUVOAO TWV ACBEVWV Kal OTIC
eTTi Mépoug ouddec peTagu Twy TIHWY MPAD kal PAmean. Zugx£Tion TTapatnpRonke
METAEU TwV UETPACEWY HECW agovikoU Kal utrepfxwy (r=0.84, p<0.01). H utrooudda
TWV TTPWTO-O1ayVWEBEVTWY AGBEVUIV CUYKPITIKA HE EKEIVOUS TTou RBN eAdHBavav
BepaTreia Tapouaialav oplakr cuaxétion (r=0.55, p<0.01). Aev TTapatnprBnke
CUYKPITIKA oNUAVTIKA GUTXETION OTIG £TTIMEPOUC olddeg kKaTdTagng Tng véoou.

ZupTrepdopara: H 1oxUg Tou oucXeTiopoU HeTaEl mPAD Kal Tnv Trapoudia Kal
coBapotnTa TS MY gival eEPETIKA METABANTH KAl AVETTAPKAC YIA THV £QAPHOYA
POUTIVAC aTNV KAIVIKA TTROKTIKA. ZNUAVTIKH METARANTOTNTA UTTAPXE! IDIQITEPA CTO
ETEPOYEVEC CUVOAO acBevelwy TToU PTTOpEl va TTpokaAécouy MY doov agopd To
HéyeBog TN¢ PA wg deiktn Tpédyvwang, dpacTnpldTnTag TS YAGOoU Kal aTTOKpIonS GTh
BepaTreia.
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Qvacelo Kapdioyepovpykd Kévrpo, Adnva
Ewoayoyn: H oiaccoypio tpokalel S16popes Kapdloyyelokss EMMAOKEG, M
coPapdTeEpT TOV OTOIMV 1] KAPILOKY] OAVETAPKELD, 1 OO0 OTOTEAEL TV KOPLOL oTioL
BvntdmTOC, TAPOTL 1 EMMTOGN TNG LEWWONKE UETA TNV E10AYOYT TG OO TOV
OTOUATOG AY®YNG amocidnpmons. H mvevpovikny aptmplaxn vaéptaon £xel meptypo@et
¢ EMMTAOKY] NG VOGOL Kol 0dnyel o€ de€1d KapdLaKY| aVETAPKELD.
XKkomdg TG epyaciog amoTeEAEL 1| CUYYPOVN KOTAYPOPY TG ETIMTOONG KO TNG
BapHtnTag TS TVELLOVIKNG 0PTNPLUKNG VIEPTACTG OG EMUTAOKT TNG VOGOV GTNV
oLYYPOVN ETOYT, OTWG EMIONG KO TNG AVTATOKPIONG TG 6€ BepamenTicong
YEPLGULOVG.
YAké ko MéBodog:  Katayphonkov cvotnuatikd 522 acheveic pe opodluyo
Boracoorpio ot omoior tpooABav evtdg evog €tovg (Xent 2016 — Zent 2017) 10
latpeio Mecoyeraxng Avaipiog tov QKK. O tomikdg Edeyyog Eyve pe TANPM KMVIKY
kot HKI pagun pedétn kot nyoxopdtoypdenua yio m LeAETN TG OPLOTEPNS KoL TNG
de€1dg Kotiag, Tov Kapdlak®mv BaABidmv Kt TG TVELHOVIKNG KUKAOPOPTaG.
AcBeveic e VYNAN VIoYio TVELUOVIKNG APTNPLOKNG VITEPTUCNG OO TOV OVOILOKTO
Eleyyo, vefAnoncay oe 6e£10 kabeplacud Ko ent emPefainons g Sidyvoong
eténoav (mépav TV YEVIKOV HETP®V BEATiOONG TS 16TIKNG VTOEING) GE £101KN
Oepamneio.
Amoteréopata: H péon nikia tov acBevov Nrav 35+7 £ ko n péon gepprrivn
oppov 385£125 ng/dl. And 10 chHvoro TV acBevdv Tococto 2.1% (11 acbeveig)
AEYVOOTNKAY (OLLOOVVOLKE) LE TVEVHOVIKY apTNploKn véptact (mean PAP:
39,8+11,1 mmHg, PVR: 6,3£3,1 WU) ev® gwcova deE10G KapOIKNG AVETAPKELNS
etyav o1 9 (1,7%). EE avtdv ot 8§ vrofANndnkay kol 6€ TVELUOVIKY| oyyE0ypapio Le
EVPNUATO EKTETAUEVNC TTEPLPEPIKNG OpopPoepforikng vocou o 3 €€ avtav. OLot ot
acBeveig etéOnoav oe €101k Bepamevtikn aywyn Kot o1 2 (ek v 3) o€ cuvedpieg
AYYEOTAQGTIKNG TV TVELHOVIK®V optnpudv. Ot 10/11 acBeveig mapovoiacav
KAMVIKY] Kot nyokopdloypagtkn BeAtioon, eved ot 9 €€ avtdv ot omoiot vtoAnOnKav
£€0¢ TOPO 0 EMAVAANTTIKO Kafetnplacpd anédei&ov m onuavtiky BeAtioon (mean
PAP: 33.4+6.2 vs 46,9£11,6 mmHg p<0.01 , PVR: 4.3+1.9 vs 8.0+£3.7 WU, p<0.01)
Yvumépacpa: H mvevpovikn aptnplokn vréptacn 6tovg Bolaccopukovg acheveic,
oNuePa, OV Etval cuyvN EMTAOKY, EVO TOPOLGLALEL BETIKN avTOTOKPIoN GTNV E0KN
OepamevTikn aywyn.



21.
ENIBIQZH AXZOENQN ME TINEYMONIKH APTHPIAKH YMNEPTAZH
ANAAOI'A ME TO XPONO ENAP=HX OEPAMNEIAZX ME NMAPENTEPIKA
XOPHIOYMENA T[POZTANOEIAH- H EMMEIPIA TOY AINY NN
«ATTIKON»
EAévn Ztaydkn'?, Avdpidgva | Mamaiwdvvou™?, ABavaoioc Marmrmag'?,
Noukiavee  PaMidng'™®,  Ale€avdpa  dpoyouddkn'?t,  AnurTpiog
Kwvotavtwvng ', EAévn Tpiavta@uAAidn™* dpavrléoKa
dpavileokdkn ' Euppoolvn  Mdavain'? Ztuhiavéc  Apyévioc™,  HpakArg
Toaydeng1’3, 2TUNIQVOG Opcpavc’)g1*3, 2TTUpPIdWvV I'I0(1'r|'pr]g1'2, lwavvng
Nexaknc®, AréoTohog Appayavidng', Avaotacia Aven'?
! AlakAiviké laTpeio MveupovikAg YTrépTtaong, MN.I.N. «ATTIKOV»
2 B' MavemoTtnuiokn Mveupovoroyikr KAvikeA, M.7.N. «ATTIKOV»
3 B' NMavemoTtnuioky KAvIKA Evrarikng O¢parreiag, MNM.I.N. «ATTIKOV»
4 B' MavemoTnpuiak KapdiohoyikA KAivikr, M.I.N. «ATTIKOV»
°B ‘EpyaoTripio AkTIvohoyiag latpikng ZxoAng ABnvwy, MN.I.N. «ATTIKOV».

Eicaywyn: H Ttapevrepikr) xopriynon TrpooTavoeidwy atroTeAel BepaTreia
eKAOYAG 0€ aoBeveic ue ooapr) TIVEUUOVIKN apTnpIakr utréptach. To 6peAog
NG TTPWIPATEPNG XOPNYNONG TTPOCTAVOEIDWY OTAV ETTIRIWON TWV 00BEVWV ME
TIVEUMOVIKI UTTEPTAON ATTOTEAEI QVTIKEIMEVO €PEUVAG.

2KOTTOG: H emidpaon TnG TTPWIKNG TTAPEVTEPIKNG XOPNYNoNGS TTPOCTAVOEIDWY
oTnNV €MBiwon acOevwyv e TTVEUUOVIKY apTNPIAKN UTTEPTAOT.

YAIKO Kail péBodog: MeAeTrABnkav avadpouika Ta IATPIKA apxEia acOevwv Pe
TIVEUUOVIKI OPTNPICKN UTTEPTOON TToUu éAaBav BepaTtreia e TTAPEVTEPIKA
TTPoOTAVOEID KATA TO XPOVIKO diaoTnua 2009-2018. Me Bdon Ta KAIVIKG Kal
EPYAOTNPIOKA XAPAKTNPIOTIKA TwV acBevwyv KaTd To XpOVo TNG atmopaong
XOopRyNnong Twv TTpooTavoeidwy, ol aoBeveic XwpioTnkav o€ dUO KATNYOPIEG,
O€ €KEIVOUG TTOU KATA TN XPOVIKA OTIYUA TNG ANWNG TwV TTPOCTAVOEIdWY,
XOPOKTNPEIOTAKAV UWnAoU KIVOUVOU Kal O€ EKEIVOUG TTOU XOPOKTNPEIOTAKAV
METPiOU KIVOUVOU pe BAon Tnv amrAotroinpévn KAIJOKa eKTipnong Kivouvou
(Simplified Risk stratification in PAH- World Symposium on Pulmonary
Hypertension 2018, Nice). ZuykpiBnke o XpOvog emiwong Twv dUO OPAdWYV
aTtré TO XPOVIKO ONnuUEio Xoprynong TTPO0TAVOEIDWY TTAPEVTEPIKA PE Log Rank
test.

AtroteAéopara: 28 aoBeveic (14 yuvaikeg) ouutrePIAPOnKav oTnv avaAuon.
15(53.6%) xapakTnpioTnkav uwnAou KIvOUvou Katd Tnv £vapén Twv
mpooTavoeldwy. H didueon emBiwon [median (IQR)] Atav [21.0 (6, 36)]urve.
2UVOAIKG 0Tn dIdpKela TNG TTapakoAouBnong katéAngav 17 aoBeveig (60.7%),
ouykekpipgéva 12 ammé 15 aoBeveic atrd Tnv oudda uwnAou kivdouvou (80%) kai
5 amd Toug 13 TNG oudadag péTpiou Kivdouvou (38.5%) katd Tnv évapén Tng
Bepartreiag pe TTapevrepIKG TTpooTavoeldr, p=0.031. Me Bdon Tnv KAuUTTUAN
emBiwong Kaplan Meier diamoTtwOnke OT1 o1 aoBevei¢ TTou TEBNKAV O€
Bepatreia e TTOPEVTEPIKA TTPOOTAVOEIDN €V NATAV O€ METPIO  KivOUVO
eEMpaviocav KaAutepn emBiwon otd ekeivoug TTOU KATA TNV €vapgén TNng
Bepartreiag ekTiuRbnkav cav uwnAou kivdouvou p=0.022 (Log Rank test).
Zuptrépaopa: O aoBeveig e TTVEUMOVIKA apTNPIAKN UTTEPTAon TTou éAapav
TTOPEVTEPIKA TTPOOTAVOEID €ixav KaAUuTepn emBiwon Otav  ekivnoav
Bepartreia TTPIV. 0 00BeVAG XAPAKTNPIOTEI uwnAou KIvOUvou pE BAcn Tnv
atTAoTTOINMEVN KAIJOKA EKTINNONG KIVOUVOU.



