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MaBoAoyiag, pe 61e0vn cuppetoxn. 21-25 dDefpouapiou 2018, Oecoalovikn.

Alopyavwon Etaipeia MaBoAoyiag EAAGSOG, und tnv Aryida twv Ynoupyeiwv Yyeiag, Ecwtepikwv

(Makeboviag Opdkng), tou Tunpatog latpikng, 2xoAng Enotnpwv Yyeiag A.MN.0., tou latpikou
YuAAbyou OeooalAovikng kaBwg kat tng European Federation of Internal Medicine (EFIM).

MepiAnyn

Zhong Xpnotog

H nveupovikn unéptaon (M.Y.) otn BaAacoapia ouykataAéyetal ot KapSLONVEUHOVIKES €NL-
NAOKEG TNG vOoou, aviinpoownevovtag pia and Tig kKUpleg attieg voonpdtntag kat Bvnolpdtn-
1a¢ Twv nacxéviwyv pe BaAacoalpia. H atttoAoyia tng pnopel va ogeidetal ouvnBwg og NnoAU-
nAoko ouvouaopo6 Ayvwotwy N/Kat NOAUNaPayovVTIKWY HNXAVIOHWY NoU OXeTiCovTal PE TNV Ye-
vikn naBoAoyia g véoou (xpdvia alpdéAuon kal uno&ia) n/kat oe kapdiakn duoAeitoupyia tng
aplotepng Koliag oe aoBeveiq pe puokapdiakn alpoatdn-pwon.

Mapouotadetal n nepintwon evag noAupetayylldépevou ndoxovta pe peiova Balaoc-oaipia,
(xwplg onAnvektopn, alpoxpwpdtwon N kapdlakn duoAetoupyia) Kal HE ACUPN-TWHATIKA
M.Y. (bianotwpévn o€ taktkoug unepnxokapdloypdeikoug eAéyxoug and 5etiag), n énoia
eopaApéva eixe anodoBei otnv xpdvia alpoAutikn avaipia, evw ev téAel opelddtav oe xpdvia
BpopPBoepPoAikn nveupovikn véoo. H anotuxia BeAtiwong tng MN.Y. napd tn BeAtiwon tou al-
patokpitn pe evtatikonoinon twv petayyioswy, odnynoe otnv dlevépyela 6e€lou kabBetnpla-
opou (A.KK.), nou enifePaiwoe tnv augnpévn npotpixoetdikn nveupovikn nieon. H didyvwon
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g xpoviag BpopPoepPoAikng nveupoviking unéptaong (X.0.1.Y.) téBnke pe to onwvBnpoypd-
enua agplopou-aipdtwong (V/Q scan). O aoBeving avtanokpiBnke otn Bepansutikn aywyn pe
aoevokoupapdAn kat ptootyoudtn, kaBwg eppavioe peiwon TG NVEUROVIKAG Nieong.

Me aqoppn to neplotatikd autd £yive BiAloypaikn avaockénnon otn dlayvwotikn Kat Be-
PaneuTIKN Npooéyylon téoo tng I.Y. otn BaAaocoaipia, 600 tng X.0.M.Y. yevikdtepa.

(M.A)=Mveupovikn Aptnpia ,(M.Y)=MNveupovikn unéptaon,(X.0.M.Y)=Xpdévia OpoppoepBoAikn
Mveupo-vikn Ynéptaon,(M.E.)=Mveupovikn EppoAn,(M.A.)=lMveupovikn Aptnpia,(M.A.M.)=Micon
Mveupovikng Aptnpiag, (mMPAP) = péon Migon MNveupovikng Aptnpiag ,(PASP)= ZuotoAkn Micon
Mveupovikng Aptnpiag,(RVSP)= ZuotoAikn Migong Ae€lag KotAiag ,(TRV)=Taxutnta MNaAwdpo-
pnong TpyAwxivag ,(PCWP)= Mieon Evognvwong MNMveupovikwv Tpixoetdwy,(BNP)=EykepaAiko
Natproupntiké Mentidio,(NTproBNP)=N-terminal pro-brain natriuretic peptide, (NO)= Movo-
€eidlo tou Alwtov, (V/Q scan)= Zni-vBnpoypapnpua agpiopou-aipdtwong, (CT)= Agovikn Topo-
ypapia, (CTPA)= CT Ayyeloypagia MNveu-povwy,(HRCT)=CT upnAng eukpivelag ,(DLCO)= Ika-
votnta Atdxuong yia to CO, (A.K.K)=Ae€166 Kapbia-kog KaBetnpiopog ,(PEA)= MNveupovikn Ev-
doaptnpiektopn,(BPA )= AyyelonAaotikn pe MnaAévi MNveu-povikwyv Aptnplwv

Pulmonary Hypertension in Thalassemia

Christos Zissis, Vasdeki Dimitra, Gkogkos Georgios, Oikonomou Dimitrios, Malakoudi Foteini,
Theodoroula Euterpi, Petroulaki Eleni, Milona Haritini, Milonas Stefanos

1) B Department of Internal Medicine, General Hospital of Trikala

2) Unit of Mediterranean anemia, General Hospital of Trikala

Summary

Pulmonary Hypertension in Thalassemia is regarded among the cardiopulmonary
complications of the disease, representing one of the major causes of morbidity and mortality
in patients with thalassemia. It’s etiology may usually be the result of a complex combination
of unknown or/and multifactorial mechanisms related with the general pathology of the
disease (chronic hemolysis and hypoxia) and/or (the result) of left ventricular dysfunction in
patients with myocardial hemosiderosis.

The case presented here is of a multitransfused individual suffering from Major
Thalassemia (with no history of splenectomy, hemochromatosis or cardiac dysfunction) and
from asymptomatic Pulmonary Hypertension ( diagnosed through regular ultrasound tests
for the past 5 years), that has been wrongly attributed to the patient’s chronic hemolytic
anemia, while in reality it was caused by chronic pulmonary thromboembolic disease. The
absence of response of the patient’s Pulmonary Hypertension despite the improvement in
hematocrit through the intensification of blood transfusions led us in the conduct of right-
heart catheterization that confirmed an elevated precapillary pulmonary pressure. Chronic
Pulmonary Thromboembolic Disease was finally diagnosed through a lung V/Q scan. The
patient responded immediately in treatment with acenocoumarol and riociguat, presenting
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with a decrease in pulmonary pressure.

With this case report as our motive, we proceeded in bibliographic retrospection of the
diagnosis and treatment not only of Pulmonary Hypertension in Thalassemia, but also of
Chronic Pulmonary Thromboembolic Disease in general.

PA)=(Pulmonary Artery)
H)=(Pulmonary Hypertension)

)=( Pulmonary Embolism)
(PA) =(Pulmonary Artery)
PAP=(Pulmonary Arterial Pressure)
mPAP =(mean Pulmonary Arterial Pressure)
PASP=(Pulmonary Artery Systolic Pressure)
RVSP=(Right Ventricular Systolic Pressure)
TRV=(Tricuspid Regurgitation Velocity)

(

(P

(CTEPH )=(Chronic Thromboembolic Pulmonary Hypertension)
(P

PCWP =(Pulmonary Capillary Wedge Pressure)

BNP=(Brain Natriuretic Peptide)

NT-proBNP =N-terminal pro-brain natriuretic peptide

NO=(Nitric Oxide)
V/Q scan =(Ventilation/perfusion scan)

CT= Afovikn Topoypagia (Computed Tomography)

CTPA= (Computed Tomography Pulmonary Angiogram)
HRCT=(high resolution Computed Tomography)

DLCO= (Diffusing Capacity of the Lung for Carbon Monoxide)

(RHC)=(Right Heart Catheterization)
PEA= (Pulmonary Endarterectomy)
BPA = (Balloon Pulmonary Angioplasty)

Eloaywyn

Optopdg: H nveupovikn unéptaon (M.Y.) eival pa
apoduvapikn kat naBo@uaoloAoyikn vooog nou opi-
{etal wg pla avgnon g péong nieong tng nveu-
povikng aptnpiag (mPAP) = 25mmHg otnv npe-
pia, unoAoyllopevn oe 6e€16 kabBetnplaopd. Alakpi-
VETAL O£ NPOTPIXOEISIKN N PETATPIXOEOIKN avdAoya
av nfeon evo@Avwong Twv NVEUHOVIKWY TPIXOEIOWV
(PCWP) eivat guololoyikn (<s15mmHg) n augnpévn

(>15mmHg) avtiotoxa.

MapdAo nou npdkettal yua pia onyavikhn véoo, n
enintwon oTo Yevikd NANBuopd efval ayvwotn, evw
N ouxvdTNTA NG OE VOOOAOYIKEG KATAOTAOELG OXETI-
(Opeveg pe autnv Bewpeltal nokiAAouoa. 2to Hvw-
pevo BaoiAelo, éxel avapepBel nooootd 97 nepintw-
OEWV ava ekatoppuplo. H kAwikn tagvépnon tng
M.Y. obppwva pe v artoAoyia, yivetal o 5 opd-
dec: (Mivakac 1)

Mivakag 1. Ta&ivopnon tng Mveupovikng Ynéptaong
n lMveupovikn aptnplakn unéptaon (MAY) (16lonabng, kAnpovopikn, deuteponabng)
2n [.Y. nou opeiAetal oe aplotepn kapdlakn vooo
3n M.Y. nou opefAetal oe nveupovikég véooug kat/n uno&fa
4n Xpovia BpopBogpBoAikn nveupovikn unéptaon (XOIY
5n M.Y. ye aoa@ei kat /i noAunapayovtikoug Pnxaviopoug
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2tn BaAacoaia n ouxvétnta MLY. dev eival ané-
Auta EekaBapiopévn kal avapepetat oe Nooooto anod
10% €wg kat 75%. Mevikdtepa elval apketd ouxvh
ota ouvopopa evoldpeong Baiaooalpiag, evew noiki-
Aouv ol avapopEg yia tn ouxvétnta otn peiCova Ba-
Aaooapia. Ot peyaAeg anokAloelg twy nooootwy
Nou avagpEpoval ot NoIkiAeg epyaoieg pnopolv va
e€nynBolv apevog and TG HlaPopeTikeg PeBOdoUG
peTpnong g MY, kat agetépou and TG SlapOoPETIKEG
Bepaneutikég npooeyyioelg anooldnpwong Kat pe-
tayylong otoug Baiac-oaipikoug acBevelg, evw on-
pavikd poAo nailet kat n dlevépyela oNANVEKTOUNG.

H atoAoyia tng TY. otn BaAacoaia pnopel va
ogeiAetat:

+0€ aplotePn Kapdlakn vooo: OUCTOAIKA f dlacto-
AN buoAertoupyia (e€atiag unepoldnpwaong n/kat
fvwong tou puokapdiou) h BaABidbondBela - 2n opd-
da

-0 aoaQelg n/kat noAunapayovtkoug — pnxavi-
opoug = 5n opdda

Ewkéva 1.

} Cardiac output t lron

"--_____-1

i Endothelial shear stress

"-m..h‘_‘_“
Abnormal
mechanical
forces

Pulmonary artery
circumferential stress

Restrictive
lung disease

t LA pressure
i

{ LV compliance

H xpévia BpoppoepBoAikn NVEUHOVIKN unép-
taon (X.0.M.Y.) anoteAel pia popen npotpixoeldi-
KNG MVEUHOVIKNG UNEPTAONG, Mou Ta&ivopeital otn 4n
opdada . Eivat pia ondavia véoog pe ouxvotnta epea-
viong 3 pe 5 atopa ava ekatoppuplo nAnBuopoy, e
peon nAkia epgaviong ta 63 €tn. Epgavidetal wg
ENINAOKN 0EEWG €MELO0OIOU NVEUPOVIKNG EPPBOANG
010 0,1- 4% twv aoBevwv peoa og duo xpodvia Kat
oto 13% autwv pe unotponiddouoa ev Tw Pdabel

\\‘ Aggregates
t

Endothelial dysfunction/toxicity

Motevetal 6t kevipikd pdAo otn naBoguaotoAoyia
g Y. otn Balaooaia diadpa-partidel n xpdvia al-
péAuon, n xpdvia uno&ia (eCartiag thg napatetapé-
VNG avalpikng Kkatdotaong) katr n augnuévn kapdla-
KN Napoxn, mou mpokaAoUv dlatapaxn NG NVEUpo-
VIKNG ayyeiwong pe duoAeitoupyia tou evboBnAiou,
noAamAQoLaopd twv Aglwv PUIKWY VY, OKANPUV-
on, ayyeldonaopo, naBoAoyikd peoAoyika pavope-
va kal npoodeu-tikn andppacn. Empépoug pnxavi-
opol anoteAolv n augnpevn dpactnpldtnta tNG apyl-
vaong kal n ehattwpévn Blodlabeoipdtnta tou NO, n
to€IkoTNTa Tou eAeuBépou aidnpou, n aipootdnpwon
TWV MVEUPOVWY, TOU NNAtog Kat Tou puokapdiou, To
auénpévo noooaotd apoopalpivng F, ol nnatkég dia-
Tapaxeg Kal kuplwg n onAnvektopn nou dnpoupyet
éva  unepnnKTkG nepiBaArov (avudpaotikn Bpoppo-
KUTTApwon, eppavion pikpoBpopBwoswy ota nveu-
Hovikd aptnpldAla and v evepyonoinon twv aipo-
netaAiwv kal augnpévn NpookdAANoN twv £puBpwv
oto ev60BnALo).(Eikdva 1)

Splenectomy Liver dysfunction Haemolysis

Circulating platelet } Angiotoxic mediators or *
{ trophic Fr:l:-:lrs- { Arginine

§ HO

'

+ Vasoconstriction = Pulmonary

f hypertension
Hypoxaemia

st e

Pulmonary
Diffusion Block

MAeBIKN BpopBwaon. Zto 50% twv acBevwv nou o1
aytyvaokovtal pe X.0.M.Y. bev aveupioketal 1otopl-
KO MVEUPOVIKNG eUBOANG. To 3,4% Opwg eixav onAn-
VEKTOUN Kat oto 31,9% dianiotwlnkav dlatapaxég
BpopBopniag (KANPOVOUIKEG EMEIPE MPWTEVWV
C, S kat avuBpopBivng I, napoucia avtpwo@oAl-
MISIKWV QVIIOWHATWY Kal avTnnkTikoU tou AUKou,
auénpévog napdyovta VNI, avtiotaon evepyonol-
npévng npwteivng C, petdAAagn tou napayovta V
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Leiden 1 tou yovidiou tng npoBpopBivng).

Meprypagn neplotatikou:

Avbpag aaBevng, 60wy, noAupetayyllopevog P
peiCova BaAaooaipia, ndoxel and ofyoupn nveupo-
VIKN Unéptaon, unepnxokapdloypaPikd dlayvwope-
vn kat unoé napa-koAouBnon t teAeutaia Setia. Ka-
B0An tnv didpkela napakoAouBnong dev avapep-
Bnkav noté oupntwpata 6nwg eUkoAn kéNwaon, dU-
onvola NpoondBelag n ouyKoNTKA Neo6ola kat Oev
eppavioBnke AAAn kapdloAoyikn dlatapaxn ektdq
povo kamola Ppaxéa enelo6dla NapoLUOHIKAG KOA-
nIKNG pappapuyng ano dietiag. O aoBevng eival dpi-
0ta anootdnpwpévos Petd and NoAUETA cuvobuaoTl-
kN Bepanela anoodnpwong (ané tou otépatog be-
@epinpdvn Kat unodopiwg deapepto&apivn). Anod to
unoAolno 1otopikd ndoxel anod xpoévia nnati-tda C
(xwpig auvodo kippwon) oe Upeon petd and Bepa-
nela pe punaBipivn kar copoopnouBipn, onAnvope-
yaAia (=18cm), ooteondpwaon kat unoyovadiopo yla
Tov onoiov AapBavel teotootepdvn.

2e enavaAapBavopevoug EAEYXoUG HE UNEPNXO-
ypapnuata kapdidg o6e dlanotwBnke Noté dUOAEL-
toupyia tng aplotepng kothiag, BaABidondbeia n ent-
Bépuvon g 6e€1aG kapdlag, o EAgyxog NNAtog Kal
puokapdiou pe payvntikn topoypapia (HEBodo T2%)
Atav navta apvntukdg yla aldoxpwpatwon, To vatpl-
oupntik6 nentidlo (BNP) ntav guoloAoyikd, n tpo-
novivn kat ta mpoidvia anoddunong tou Vwdoug
(6-Owepn) ntav  apvnukd. Eniong n onipopétpnon
Kat n aktivoypapia Bwpakog Atav GpUCLoAOYIKA.

‘Etol, n M. Tou aoBevoug anoddbnke otn xpd-
via avapi{a kat aipdéAuon e€artiag g vooou, otnv
endeivwon autwv and to ouvodd unePONANVIOHO
kat tn Bepancia pe pynafipivn, ondte kat £ywvav
npoondBeleg BeAtiwong Tou alpatokpitn Pe evtatl-
konoinon twv petayyioewv. MBavol eniBapuvtikol
napayovteg fowg va anoteAodv n nnati-uda C kat
Bepaneia pe copoopnouBipn.

TeAikd napa tnv enfteuén BeAtiwong tng awato-
AOYIKNG €lkdvag Tou acBevoug Kal napd tnv 0AoKAN-
PWON TNG AVTLKNG AYWYNG MOU €iXE w¢ anotéAeopa
v nAnpn Ugeon g nnatitudag C, dev unnpée ava-
Aoyn BeAtiwon Twv TIPWY TNG NVEUHOVIKAG NiEon,
dnote anoPaciotnke N Napanopnh tou o€ e8IKO La-
TPEl0 MVEUPOVIKNG UNEPTaoNG pe enimAgov epnelpia
otn napakoAouBbnon BaAacoalpikwv acBevav. Exel
unoPANBnke oe 6e€16 kapdlakod kabetnplaopo, 6nou

dlanotwlnke  augnpévn NPOTPIXOELOIKA NVEULOVIKN
nieon (RA 2, RV 53/7, PA52/15/31, PCW 4), evid 0
OTEPAVIOYPAPIKOG €Ayx0¢ Ntav apvntikog. Mapo-
Ao nou o aoBevhg ntav xapnAng KAVIKAG unowiag
yla BpopBogpBoAikn véoo, npaypatononBnke oniv-
Bnpoypdpnpa agplopoU-alpdtwong To onoio OpwWG
ntav uPnAng niBavétntag. LUyKeKpIPEva dlaniotw-
Bnkav dlatapaxég alpdtwong nveupdvwy (noAAa-
AAQ TUNPATIKA KAl UNOTENKATIKA NEPLPEPIKA EAAEI-
pata kat otoug duo nveupoveg 16iwg oto Oe€lo) pe
(PUCLOAOYIKO QEPLOPO.

H unepnxoypagikn dlepedivnon (triplex) tou ev
TWw PdBel PAEPIKOU OIKTUOU TwV KATW Akpwvy NTav
@uaoloAoyikn. O €Aeyxog BpopBoiAiag (mou npay-
patonondnke xwpig o acBevhg va AapBavel avt-
NNKTIKA aywyn) €6ei&e xapnAn npwteivn C, S, avt-
BpopBivn 1l kat uPnAA opokuoteivn. To avunnkt-
KO Tou AUKOU Kal Ta avtiowpata évavtl g kapdlo-
Alnivng kat B2-yAukonpwteivng ntav apvntikd. Ano
TOV YovIOlaKG €Agyxo Ogv avixveUBnke peTAAa&N
tou G20210A tng npoBpopivng, evw dlaniotwBn-
ke etepoluywtia otnv petdAhagn C677T tou yovidi-
ou MTHFR (nou 6pwg dev npokaAel peiwpevn dpa-
otnpldtnta tou evqUpou).

Ytov acBevh npotdBnke apxika KAQolkn ayyel-
oypagia nveupdvwy Kal ayyelonAaoTiki Twv NVeEU-
HOVIKQV aptnplwv Pe unaidvi. TeAikd anogaociotn-
ke va tebel oe aywyn pe aoevokoupapdAn kat plo-
Olyoudtn (evepyonointng tng OIAAUTAG YOUAVUAIKNG
KUKAAONG) kat oTevn napakoAouBnon. XToug TakTl-
KOUG  unepnxokapdloypapIkous EAEYXOUG NMOU aKo-
Aou-Bnoav dlaniotwdnke aioBntn peiwon tg nveu-
HOVIKNG NiEonG.  Xe eNAVEAEYXO TWV MVEUHOVIKWV
ayyeiwv pe eAikoeldn afovikn topoypapia petd tn
napéAeuon evog xpovou dg dlaniotwBnkav BpdpBol,
napd pévo OokANPUVON TOU TOIXWHATOG TwV ayyei-
WV, EVOOQUAIKEG UNOAEIPPATIKES WVWOELG Talvieg Kal
dlaonapta nveupovikd dinBnparta.

Yulhtnon:

H M.Y. otn BaAacoatpia tekpnpiwdnke apxikd
0 1995 o¢ pia pikpn opada 7 evbiapeowv Baiao-
oaipikwv aoBevwy, pe de€ld kapdlakn avendapkela.
AkoAouBnoav peAéteg nou €delCav augnuévn eni-
ntwon PETpLag £wg ooPapng PH otoug ndoxovieg
pe evdlapeon Baiacoalpia nou eival und anAn na-
pakoAouBnon h nou petayyidovtal eAdxiota kat dev
anootdnpwvovtal Kavovikd, anoteAwvtag m kupla
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artia kapdlakng avendpkelag. H PH otoug ndoxo-
vieG pe pellova Balacoaipia eivar anovoa n kAL-
VIKA pn onpaviikn, oe 6ooug Bepanevovtal enap-
KWG HE TAKTIKEG PETayYIoelG kal anootdnpwan, evw
oto napeABov eppavidétav oe uPnAd Nocootd ou-
Xv@ O€ £6apOg aploTEPNG KOIALAKNG SUCAEToupyiag
o€ ekefvoug nou ntav ntwxd Bepansudpevol.

H Y. oe aoBeveig pe petayyloloetaptwpevn Ba-

Aacoaipia anaoxéAnoe ta teAeutaia xpdvia kat tn
Movabda Meooyelakng Avaipiag tou levikod Nooo-
kopelou Tpik@Awv. Tn bletia 2015-16 ekupnBnkav
27 petayyloloetaptwpevol Bahacoaidikoi aoBevelg
e unepnxoypdenpa kapdldg kat dlamotwdnke oe
>2 eA&yxoug 0Tl ol 12 (44%) €naoxav and nibavn
n ofyoupn TLY. pe avaloyia avopwv:yuvalkwv=2:1
(Mivakag 2).

TOUG NTav onAnveKTopNBEeVTEG.

(Mivakag 2) MBavn MY (RVSP = 37-50mmHg): énaoxav 8 (oktw) aoBeveig ek Twv onoiwv 6Aol

TéooepelG (v=4) pe UOIOAOYIKN Kapdlakn Agl-
Toupyla

1. "Evag pe nma kapdiakn atgoxpwpatwon.

2. @ 45€tv e NapoEUOHIKA KOAMIKA pappapu-
yn (KM.).

3. @ 35€ethv pe MepLopIOTKA nveupovondbela
Abyw naxuoapkiag.

4. d 39etwv pe xpdvia ano@PaxTikn NVeUpo-
vonda-Bela, apvnuikn peAETN UNvou Kal nnia atpo-
Xpwpdtwon kapdidg.

Auo (v=2) ané kapdlakn avendpkela pe odlatn-
pNpévo kKAaopa e€wonong

5.9 5Tetv pe  pétpla npog Paptd kapdiakn
alpgoxpwpdtwon. EvrtatikononBnke n deopeplo-
ca-pivn.

6. 43 e1wv e petpiou npog oopapou Babuou
avendpkela pirpoeldous (MTV) kat xpovia KM..
Nappavel acevokoupapoAn kat Aotnh kapdloAoyi-
KN aywyn

Auo (v=2) and kapdlakn avendpkela pe eAaTIw-
pevo kAaopa e€wbnong

7. 3 65etv pe 1oxalpikn puokapdlondBela kal
ayyelonAaotikn. AapBavel KapdloAoyikh aywyn.

8.0 43 etwv pe diaBnukn puokapdlondBela kal
napo€uopikn KM.. AapBavel acevokoupapdAn kal
Aot kapdloAoyikn aywyn.

Xiyoupn T.Y. pe (RVSP >50mmHg): €naoxav 4 (t€ooepelg) aoBeveiq ek Twv onoiwv Kavé-
vag toug dev gppavidel kapdiakn alpgoxpwpdatwon.

Auo (v=2) pe puaoloAoyikn kapdlakn Asitoupyia

1. O aoBevng tng epyaociag - T 60stwv
pe onAnvo-peyaAia kat xpévia nnatitdba C -
XO.MY.2272777

2.0 47etwv pe Bapid Y. kat onAnvektopn. Eyt-
ve nAnpng olepedvnon (eAikoeldng CTBwpakog,
DLCO, onipopétpnaon, Se€10¢ kaBetnplaopdg, Soki-
paoia Badiong). AapBavet tadapiAn.

Auo (v=2) and kapdlakn avendpkela pe ola-
Tpnpévo KAGopa e€wBnong kat onAnvopeyaAia
(uneponAnviopd)?

3. Q 40TV pe NEPLOPIOTIKOU TUNOU JUoKapdIo-
na-Beia kat napofuopikn KM..  AapBavel kapdi-

oAoyikh aywyn.
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Auo (v=2) and kapblakn avendpkela pe oia-
mpnpévo kKAGopa €€wBnong kat onAnvopeyaiia
(UnepoNANVIOPO)Q

4. T 53 e1wv pe pérpla avendapkela MTV, xpo-
via KM. kal 10Toplkd 0&£0¢ nveupovikoU oldnpa-
10G. AapBavel oildevapiAn, pBapotafavn kat Aot-

nA KapdIoAoyIKN aywyn.

H onAnvektopn, To npdypappa twv petayyiogwv (ou-
xvéTNTa Kal npopetayylolakn aipoopaipivn), o fab-
HOG ToU (opTiou Tou 01dnpoU, N AEIToupyIKOTNTA TNG
kapdldg, iowg n napoucia nnatitdag C kal n nAkia
Tou aoBevoug Bewpouvtal Napayovieg nou oxeti(o-
vat pe v gpgavion M.Y. otn BaAacoaia, evew  €k-
nAngn anotéAeoe n diayvwon g xpdvia BpopBogp-
BoAikng nveu-povikng ungptaong (X.O.MY.) in situ
otov aoBevh tng epyaoiag.

+ AlayvwoTIKN Npooéyyion:

H &idyvwon Y. oe ndoxovieg pe Balacoaia
pnopei va yivel anAd kat avaipakta pe to diabBwpaki-
KO Eyxpwpo unepnxokapdloypapnua (Doppler) , mou
HETpA TNV taxutnta naAvdépopnong otn TptyAwxiva
(TRV) kat enitpénel Tov UNoAoyIopd TNG OUCTOAIKNG
nieonc tng 6€€14¢ kolAiag (RVSP), nou avtiotoixel otn
OUOTOAIKN nieon Tng nveupovikng aptnpiag  (PASP).
Ma autd xpnolpgonoleital n tpononolnpévn e€fowon
Bernoull: RVSP = PASP= 4 x (TRV)2 + ekupwpevn
nieon tou 6e€lou kKOANou (5 h T0mMmHg). Zuppwva
HE TIG kateu-Buvtnpleg odnyieg MY Bewpeltal mBavn
ya TRV =29-34 m/s kat RVSP=37-50 mmHg kat
ofyoupn yia TRV >3,4 m/s kat RVSP>50 mmHg, pe n
xwplg v napouacia ennAéov Nxw-kapdloypapkwy
XAPAKTNPLOTIKWY EVOEIKTIKA T1.Y..

Motevetal 6t ta nxokapdloypapikd eupnuata
unepekTiouv Tov kivbuvo tng TY otn BaAacoal-
pia énwg Kal ot AAAEG xpOvieG QIOAUTIKEG aval-
pieg. Opwg ot neploodtepol e1dikol unodelkvuouv Otl
otoug BaAaocoaipikous aoBeveic taxttnta TRV =2,5-
3 m/s unodbnAwvel oplakd eUpnpa kat taxutnta TRV
>3 m/s Betkd anotéAeopa (QuEnpévn NPOYVWOTIKN
a&la eppaviong I1.Y.)."Etot, n oplakh kat n naBoAoyikn
taxutnta naAvopd-pnong TRV Ba npenet va  odnyel
o€ enavakaboplopd TG petayyloloBepdnelag kat g
anooldbhpwaong Twv acBevav.

0 6e€16¢ kaBetnplaopog eival n dlayvwoTikn €¢g-
taon nou motonolel tn didyvwon tng Y. kat divel
T0 NANPEG AlodUVapIkG NPOPIA TNG NVEUHOVIKAG KU-
kAogopiag tou aoBevoug. Zuvictatat yia tn diayvw-
on tng MAY. (opdda 1) kat tng X.O.M.Y. (opdda 4)
kat yla t dlapopodidyvwon TY. nou opeiletal oe

aplotepn kapdlakn vooo (opdda 2) N o€ NVEULOVIKEG
nabnoelg (opdda 3). Ztoug BaAaocoalpikous aoBeveig
(opdda 5) evodeikvutal oe NEPINTWOELS MOU NAPatn-
peitar enfpovn augnpévn taxutnta TRV >3 m/s oto
unepnxo-kapdloypdpnua kapdlag, napd tn BeAtiw-
0N TNG AIPATOAOYIKNG TOUG €lKOVAG HE TIG PeTayY(oES.
TéAog Ba npénel va tonoBeteital otnv dlayvwotikn
Gapétpa  Otav undpxel enipova augnpévo vatplou-
pntikd nentidlo.

MoAG n biayvwon tng IMY. eival oagpng, eival on-
HavTikG va yivel pgla akping artioAoyikn tagivépnon.
Auté anattel pla e€atopikeupévn epappoyn twv o1d-
(POPWV OIAYVWOTIKWY OladIKACIWV.

Me 1o unepnxoypdpnpa tng kapdlag Ba npenet
eninAéov va agloAoyolvtal NPOOEKTIKA N GUOTOAIKN
- dlaotoAikn Asitoupyia kal BaABideg tng aplotepng
KoIAlag yia T dlepedivnon miBavwy pnxaviopwy Pe-
tatpxoeldIkng MM.Y.. EmnAéoy, o aoBeving Ba npénel va
eAEYXETAL YIa MVEUPOVIKEG NABhoelg nou anoteAouv
ouxvé aftio MMY. (opdda 3). Avaykaia eival n nAhpng
€€€taon NG NVEUPOVIKAG Agltoupyiag pe onpopEtpn-
on, pétpnon dlaxutikng ikavotntag (DLCO) kat CT
NVEUPOVWY UPNANG €UKpivelag yia Tov €Aeyxo ano-
(PPAKTIKNG N MEPIOPLOTIKNG  NveuplovondBelag n/kal
NVEUPOVIKNG fvwong, kaBwg enfong kat PeA&tn Unvou
Y1a TOV €AEYX0 anoMPaKTIKNG anvolag. Av ot GeuTepo-
naBeic artieg bev aveupeBolv and tig napandvw eCe-
tdoelg N €dv n oopapdtnta tng T.Y. eival duoavaro-
YN HE TNV €KTaong toug, tote Ba npénel va avaldntn-
Bouv Aydtepo ouxva afua..

X€ NEPINTWOELG aveENyNTNG NVEUHOVIKAG UNEPTa-
ong €xel voeltn n dlevépyela onvBnpoypa@npatog
agplopou-aipdrwong nveupdvawv (V/Q scan), nou &f-
val ouvnBwG ENAPKEG KAl NAPAPEVEL PEXPL Kal ONpE-
pa n anelkoviotkn peBodog exkhoyng yia tn diayvw-
on ¢ X.O.Y. (evaioBnoia 96-97% kal e1dIkdTNTa
90-95%). Etot 6tav auto eival pUoLoAoyIKO anokAe(-
€1 TNV VOO0, evw Otav eival uPnAng unowiag anoka-
AUMTeL AoPwdn, TUNHATIKA Kal unoTpnpatiké eAEL-
HaTa MVEUHOVIKNG alpdTwong xwpiG OpwG eAAelppa-
ta agplopou.. EmnAéov oupPdiel otnv agioniotn di-
dkplon tng X.0.M.Y. and v npwtonadn M.Y. (M.IY.).
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H CT ayyewoypagia nveupdvwv (CTPA) €bw kat
NoAAA xpovia anoteAel tnv 6étaon ekAOyng yla v
dlayvwon g ofelag nveupovikng euBoAng,  eixe
dpw¢ xapnAn euaioBnoia (519%) otn bidyvwon g
XO.JLY.. H €C€Aign tng aovikng topoypapiag ta te-
Aeutaia €tn and anAn eAKOEIONG OE MOAUTOIKN, EXEL
ENITPEWEL TNV AMEIKOVION HIKPWV NEPIPEPIKWV KAG-
SWV TWV NVEUPOVIKWY apTNPLWV. L€ pia oUyxpovn He-
A¢étn téoo to V/Q scan, 600 kat n CTPA anoteAolv
e€loou akpBeic péBodol otn didyvwon X.O.IY. ota
xépla twv eldIkwy, Pe eualobnoia 100% kat 96.1 %,
kat eidikotnta 93.7% kat 95,2 avtiotoxa. ZUppwva
OpwG  pe To dlayvwotikd aAyopilBpo g X.O.11Y. n
CTPA Ba npénet va anoteAel oupnAnpwpatikn eéta-
oNn Tou onvBnpoypanUatog agplopol - alatwong,
yla tov kaBoplopd Kupiwg TG UNapEng Xelpoupyika
avtpetwnioyng xpoviag BpopPoepBoAikng vooou.
Opwg ta teAeutaia xpdvia oe NoAAEG dopEg uyeiag
XpNoWonole{Tal wg Npwn entloyn kat otn dlayvw-
on g X.O.ILY. kuplwg Adyw g eUkoAng npdofa-
on¢ o€ autn.

H CT nveupovikn ayyeloypapia éxel napanin-
ola akpiBela kar agloniotia pe TNV KAQoIkh NVeUpo-
VIKN ayyeloypagia otnv anok@Auyn TUNIKWY ayyelo-
YPAPIKWY  EUPNHATWY, ONWG EKKEVIPA N OPOKEVIPA
BpopBwtika eAAeippata nAhpwong (apgotepOnAeu-
pNG £VIONIONG Kal EV{OTE PE ANOTITAVWOELS), OTEVWON
HEYAAWVY NVEUPOVIKWV ayyelwv (pe ndxuvon Tou Tol-
XWPATOG Kal akavovioto neplypappa), and@pagn twv
AOBwOWV Kal TUNPATIKWY Kal onpaviikn dlakupavon
0T0 PéYeBOG TwV UNOTUNPATIKWY aptnplwy, evooau-
Aol 1otikol diktuwtol Kal {wvoeldelg oxnpatiopof,
dlataon g NVEUPoVIKNG aptnpiag, tng Se€1Ag Kol
ag Kal Twv Ppoyxikwv aptnplwy. EninAgéov unepéxel
anokaAUMTovtag Kal NapeyXu-Hatikeg aAAOIWOEL,
Onwg eiova BoAng udAou (Pwoaikd npdtuno) mnou
QVTIOTOIXE( 0E  pElwpEVN alpdtwon Tou nvedpova Kal
YPAHKIKA, opnvoeldn N odwdn napeyxupatiké din-
Bnpata oupPatd pe épppakta nponynBévtwy TME..

Y€ QpKeTA KEVTpa akoun  xpnolponoleftal n kAa-
OlKN NVEUPOVIKN ayyeloypagia yla v enAoyn twv
aoBevwv nou eivat unoynelol yia NVEUpOVIKN evdap-
tnpektopn N nou Ba unoPAnBolv oe ayyelonAaotikn
TWV MVEUHOVIKWY aptnplwv pe pnaAdvl. Mnopel eni-
ong va elval xpnotpn yia tnv agloAdynon tuxdv ayyel-
fudag n nveupovikwv aptnPLOPAERIKWY duoNAQcLWV.

H apvntikn unepnxoypapikn e€£taon twv PAeBwv
TwV KATw Akpwv dev anokAeiel o&eia h xpoévia nveu-
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HOVIKN €BOAN.

210 35% aoBevav pe X.O.M1Y pnopel va anoka-
AUel BpdpPwon tou ev tw BABel PAERIKOU OIKTU-
ou. And tnv AN, ta npoidvta anodopnong Tou Vw-
doug (6-6lpepn) dtav eival apvnuka anokAgiouv pe
ao@aAela tnv nveupovikn epgBoAn (M.E.) oe aoBevelg
e kKAiké oxt miBavn M.E., aAAd pnopel va eivat ap-
vntka kat oto 0,5% twv aoBeviv pe dlayvwopévn
ME. Zmn diéyvwon tng XOMY dev anoteAolv euai-
oBntn (37%) n edikn etétaon (46%) kat N apvnti-
KN TN Toug o€ aoBevelg pe M.Y. dev pnopel va ano-
kAgloel XOMY.

O €Aeyxog BpopBoiniag, o dlapopeg PEAETEG
nou €yvay, €6el&e 6Tl oL puOlKol avaotoAelg MMENg
(npwrteivn C, mpwtelvn S kat avuBpopBivn-Ill) ntav
onpavtka xapnAo-tepol o Balacoalpikolg aoBe-
velg o€ olykplon e Toug UYIE(G pAPTUPEG Kal PAAL-
0ta NepLoodTEPO  OTOUG ONANVeEKTopNBévteg o€ oU-
YKPLON PIE TOUG PN ONANVEKTORNBEVTEG.

Ta enineda twv varploupntikwv nenudiwv BNP
kat NT-proBNP oto mAdopa ekppdlouv tn ooBapo-
tta g duoAsitoupyiag tng Oe€1ag KolAlag, nou €f-
val n kUpla artia Bavétou otnv Y. Ta avgnpeva eni-
neda Twv KapdLakwy TPOMOVIVWV €XOUV EMIONG OXe-
TOTEl pe ntwxn npdyvwon oe aoBevel BpopBospPo-
AN T1Y.. H kapdloavanveuotikn dokipaoia kénwong
kat dokpaoia e€dAentng Badlong eival xpnolpeg yia
Tov €Agyxo avtanokplong otn Bepa-neia.

 Ogpancia:

H petayyloloBepaneia €xel anodextel 6t PeAtivn-
vel tn MY, e€aitiag tng BeAtiwong tng xpdviag uno-
¢lag kal tng KataotoAng tng aipéAuong, NG pn ano-
S0TIkN €puBponoinong Kal Twv KUTOKIVGWV Mou Mpo-
dyouv tn PAgypovn. ETol n npwipn NVEUHOVIKA Unép-
taon ouvnBwg avtanokpivetal otn Bpdxuvon Twv
peoodlaoTNUATwy Twv petayyioewy o€ PeTayylol-
0-e€apTwpevoUg aoBevels kal mBavov otnv Eykaipn
évapén npoypdappatog petayyioewv acBevav pe ev-
dlapeon BaAaooapia ot onofol dev petayyidotav.

Xngavtikn eival n éykaipn €vapin kal epappoyn
¢ KatdAAnAng Bepaneiag anooldn-pwong, n onoia
OXL Hovo BeAtiovel tn duoAsitoupyia tou puokapdi-
ou, aAAG qaivetal va éxel euvoikn enidpaon oto ev-
d0BnAlo. lowg o pdAog tng anoatdbnpwong va agiel
NEPAITEPW PEAETNG.

EnnAéoy, eival avaykaia n avaBewpnon tng noAl-
TIKNG TNG ONANVEKTOUNG w¢ Bepaneutikn Npocéyylon
BaAaocoaipikwv acBevwy, neplopidovtag tnv pévo oe
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NEPINTWOELG AUENPEVWY avaykwy o€ aipa (énou dev
enapkel n anootdhpwaon yla tov EAeyxo TG alpoxpw-
Ha-twong) kabwg eniong Kat og uneponANVIoPd  Kal
0€ oUpNTWHAtikn onAnvopeyaAia.

Avunnktikd, 6nwg Bapeapivn kal acevokoupapod-
An, anoteAolv aywyn ekAoyng otnv BpopBoepBoAl-
kh vooo kal Ba npénel va peAetdtal To evoexope-
VO yla TNV npo@uAagn evavua otnv in situ Bpoppw-
on og aoBevel¢ pe ooBapn NVEUPOVIKN UNEPTAON, EVW
aywyn Kapdlakng avendpkelag pe dloupntikd, avia-
YWVIOTEG UN0dOXEWV aAd00TEPOVNG, QVAOTOAE(G Tou
petatpentikol €vupou NG ayyelotevoivng | N avta-
YWVIOTEG TwV Unodo-xéwv NG ayyelotevoivng |1 kat
Bta-avaotoAeic, BeAticovel Ty Kapdlakn Asttoupyia
kat tnv M.Y. nou ogeiletal oe kapdlakd aitia.

H udpotuoupia, av kai bev éxel peAetnBel ouotn-
patika otn peiCova Bahacoaipia (€xel xpnotponoinBel
He KaAd anoteAéopata  otnv evOldpeon), NPOKaAE
enaywyn g HbF, neplopilel thv npookdAANON Ttwv
epuBpokuTTApwY 0To evH0BNALO Kal TNV evepyonoin-
on Twv alponetaAioy, Pelwvel Tov aplBpd Twv noAu-
Hopponuphvwy kat aneAeuBepwvel NO.

2e oupntwpatikoug aoBeve(g ot onofol dev avta-
nokpivovtat otn oupBatikn Bepaneia, pnopolv va
xpnolonoinBoulv ol avactoAelg TG pwoPodleote-
pdong -5 Kal kupiwg n olAdevapiAn, nou aveupedn-
oav anoteAeopatikol Kal KaAd avektol oe PEAETEG pe
nepLOPLOpEVO SpwG aplBud aoBevav.

Yndpxouv onopadIkeG avapopes yid ENTUXNPEVN
X0phynon €nonpootevoANnG (OUVOETIKN NPOOTAKUKAL-
vn) kat Booevtdvng (avaotoAeag tng evooBnAivng), n
onoia Opwg avtevdeikvutal oe aoBeveiq pe pétpla n
oofBapn nnatikn voao.

H XOUTLY. anoteAel tn povadikn popen npotpl-
XOELOIKNG MVEUHOVIKNG UNENTAONG Mou elval duvntuka
Gown. H Bepaneia ekAoyng oe nocootd 60%-80%
elval N NVEUPOVIKA £vOAPTNPEKTONN, HIA XELPOUPYIKN
enéppaon katd tv onoia agaipouvtal BpdpBol Kal
0UAWONG 10TOG and Ta NVEUPOVIKA ayyeia.

Eppavi¢el ugnAd nooootd entuxiag  otav yive-
Tal o€ eCedIKeUpPEVa KEVTPpa, 0 aplBpdg Twv onofwv
WOTO00 Napapével Neploplopievos. Opwg n vooog oe
éva onpavtikd nooootd acBeviv (20%-40%) eival
aveyxelpntn kat oe Nooootd €wg kal 35% elval ep-
pévouoa n enaveppavidetal Petd tnv engppaon. LT
NEPINTWOELG AUTEG Bepaneutikh eniAoyn anoteAel n
QYYELONAQOTIKA TWV NVEUHOVIKWVY aptnpLwV HE pna-
AbvI oUpQwva Pe TG Tpéxouoe Eupwnaikég Kateu-

Buvtnpieg Odnyieg tou 2015.

Mpodopara, yla TG napandvw kataotdoelg o Eu-
pwnaikog Opyaviopés Pappdkwy £dwae evoelEn oe
€va VEO UMooxopevo (pappako tn - plootyoudtn. Ei-
val evepyonontig g OIaAUTAG YOUQVUAIKNG KUKAG-
ong pe SInAd tpéno dpdong (GUECOG Kal Ot OUuvEP-
yela pe to evooyeveg NO), pe anotéAeopa t 61acto-
Af TWV NVEUPOVIKWV ayyeiwy Kat tTnv av&non tng Ka-
votntag yia doknon.

Yupnepdopata:

« LTNV lATPIKN ENOTNKN N Npogavng dlayvwon dev
anoteAel navdkela. Enaypunvnon xpelddetal oe no-
AUNAOKEG Kataotdoelg 6nwg n B-Baiacoalpia.

+ KaBwg to mpooddkipo eniBiwong twv Baiacoal-
HIKQV aoBevwv éxel BeAtwBel aloBntd tnv teAeutaia
dekaetia, avayvwpidovtal apkeTeS VEEG EMNAOKEG |e-
Tatu Twv onoiwv kat n LY.,

- 'OAol ot ndoxovteg pe BaAaooaia Ba npenet va
eAEyxovtal TaKuKA KAWVIKA Kal TouAdxiotov 1 gopa
TOV XpOVO Nxwkapdloypapikd and €161kd kapdloAdyo
He epnelpia otov Xelplopd acBeviv pe alpatoAoyl-
KA voonpata Kat otnv epappoyn Bepaneutikwy npw-
tokdAAwv. Elval onpavtiké kabe Movada Meooyela-
kNG Avaipiag va eival oe ouvepyaoia pe OUYKEKPIPEVO
oUpBouAo kapbloAdyo.

« e nepintwon nou dlamotwBel nxokapdloypapl-
k@ MiBavn nveupovikn unéptaon, Ba Npénel va eCeTa-
{etal enotapéva N avupeTwnion g KE TG petay-
ylogig kal tn Bepaneia tng anoodnpwong. MdaAlota
noMol eldikol npoteivouv dlevépyela de€lou kapdia-
koU kaBetnplaopou yia enipovn taxttnta TRV dvw
Twv 3m/s.

« Yuxva n olaxeiplon g IM.Y. twv Baacoalpikwy
aoBevwv elval e€alpetikd noAUNAokn, 600 apopd v
attioAoyikn d1@yvwon, napakoAouBnon kal aviipe-
TW-MIoN. Z€ QUTEG TG NEPINTWOELG, efval eniBeBANpE-
VN N napanopnn toug oe eCeldIKeUpEva yia T vooo
KEVTpa

+lowg n xpovia BpopBoepPoAIKN NVEUHOVIKA VOGOG
Ba €npene va e€etddetal oe 6GAOUG TOUG NACXOVIEG E
BaAaooalpia e€aitiag tng unepNNKTKOTNTAG MOU €j-
@avidouv kal 6x1 povo og autolg MouU (PEPOUV Ke-
VIPIKOUG (PAEPBIKOUG KABETNPEG,.

TéAog, avaykaleg eival vEeg KAIVIKEG PEAETEG Kal
nedia €peuvag, Tooo yla v katavénon g nabo-
(puaoloAoyiag, 6oo Kal yia v 0pBATEPN AVTETWNION
kat Bepaneia g .Y, otoug Baiacoapikolg aoBe-
VEic.

29/8/18 8:19 ‘ ‘



‘ ‘ 119 teyxos _FINAL.indd 176

HJM

BiBAloypagpia

Guidelines For The Management Of Transfu-
sion Dependent Thalassaemia

Cappellini MD, Cohen A, Porter J, Taher A, Vip-
rakasit V. 3rd edition

Guidelines for the Clinical Management of
Thalassaemia

Cappellini MD, Cohen A, Eleftheriou A, Piga A,
Porter J, Taher A. 2nd Revised edition. Nico-
sia: Thalassaemia International Federation;
2008

Mveupovikn  Ynéptaon oe [MoAupetayyilod-
pevoug AoBeveig pe B-Oahaocoaiia, Znong
X, Kéyiag A, Mapitoa A, OgodbwpoUia
E., latod E., Manaddtoc 2., Mulwvdc X
Avaptnpévn avakoivwon oto 30 lMaveAAhvio
Yuvedplo Xuvexi{opevng Exnaideuong otnv
Eowtepikn MaBoAoyia pe Aebvn ouppetoxn
22-26/2/2017 ©eooalovikn

Guidelines for the diagnosis and treatment
of pulmonary hypertension Galie N, Hoeper
M, Humbert M et al. European Heart Journal
2009

2015 ESC/ERS Cuidelines for the diag-
nosis and treatment of pulmonary hy-
pertension. The Joint Task Force for the
Diagnosis and Treatment of Pulmonary
Hypertension of the European Society of
Cardiology (ESC) and the European Respi-
ratory Society (ERS) Endorsed by: Associa-
tion for European Paediatric and Congeni-
tal Cardiology (AEPC), International Society
for Heart and Lung Transplantation (ISHLT)
Nazzareno Galie, Marc Humbert, Jean-Luc
Vachiery, Simon Gibbs, Irene Lang, Adam
Torbicki, Gérald Simonneau, Andrew Pea-
cock, Anton Vonk Noordegraaf, Maurice
Beghetti, Ardeschir Ghofrani, MiguelAngel
Gomez Sanchez, Georg Hansmann, Walter
Klepetko Patrizio Lancellotti, Marco Matucci,
Theresa McDonag, Luc A. Pierard, Pedro T.
Trindade, Maurizio Zompatori, Marius Hoeper
European Respiratory Journal 2015

Ot KapdloAOYIKEG EMIMAOKEG OTIG aioopal-
plvondBeleg: MaBopuaoloAoyia  Kal KAWIKA
ékppaon Anpntplog Pappdkng, Mapia Tol-
pwvn, ABavdolog Alownog. Meplodikd Afpa

10.

11.

12.

13.

14.

Topog 2 - Teuxog 3 loUAlog - Zemtéppplog
2011

Pulmonary Hypertension. Vichaya Arunthari
and Charles D Burger. The Open Respiratory
Medicine Journal 2009

Pulmonary hypertension and right heart fail-
ure in patients with beta-thalassemia inter-
media.

Aessopos A, Stamatelos G, Skoumas V, Vas-
silopoulos G, Mantzourani M, Loukopoulos D.
Chest. 1995 Jan;107(1):50-3.

Cardiac involvement in thalassemia interme-
dia: a multicenter study.

Aessopos AT, Farmakis D, Karagiorga M, Vos-
karidou E, Loutradi A, Hatziliami A, Joussef J,
Rombos J, Loukopoulos D. . Blood. 2001 Jun
Pulmonary hypertension associated with he-
moglobinopathies: prevalent but overlooked.
Farmakis D1, Aessopos A. Circulation. 2011
Mar 22;123(11):1227-32.

Pulmonary Hypertension In Well-Transfused
Thalassemia Major Patients

Antonella Meloni, Jon Detterich, Alessia Pepe,
Paul Harmatz, Tom D Coates, John C. Wood.
Blood Cells Mol Dis. 2015 Feb 189-194
Sildenafil therapy in thalassemia patients
with Doppler-defined risk of pulmonary hy-
pertension

Claudia R.Morris, Hae-Young Kim, John Wood,
John B. Porter, Elizabeth S. Klings, Felicia L.
Trachtenberg, Nancy Sweeters, Nancy F. Ol-
ivieri, Janet L. Kwiatkowski, Lisa Virzi, Sylvia
T. Singer, Ali Taher, Ellis J. Neufeld, Alexis A.
Thompson, Vandana Sachdev, Sandra Larkin,
Jung H. Suh, Frans A. Kuypers, and Elliott P
Vichinsky. Haematologica. 2013 Sep 1359-
1367.

Determinants of pulmonary hypertension in
patients with Beta-thalassemia major and
normal ventricular function

Vlahos AP, Koutsouka FP, Papamichael ND,
Makis A, Baltogiannis GG, Athanasiou E,
Chaliasos N, Bourantas KL, Kolettis TM.
Acta Haematol. 2012 Jul

Coagulopathy in Beta-Thalassemia: Current
Understanding and Future Perspectives

29/8/18 8:19 ‘ ‘



Teuxog 119 loUAiog - XentépPBpiog 2018

177

15.

16.

17.

18.

19.

20.

M. Domenica Cappellini, Khaled M. Musallam,
Alessia Marcon, and Ali T. Tahe. Mediterra-
nean Journal of Hematology and Infectious
Diseases 2009

A Comparison of Hemostatic Changes in
Splenectomized and Nonsplenectomized
B-Thalassemia Intermedia Patients.
Hashemieh M, Azarkeivan A, Sheibani K. Pe-
diatric Hematology Oncology Journal 2016
Nov.

Protein C and antithrombin Ill in polytrans-
fused thalassemic patients.

Musumeci S, Leonardi S, Di Dio R, Fischer A,
Di Costa G. Acta Haematologica. 1987
Coagulation defects in thalassemic patients.
Abosdera MM, Almasry AE, Abdel-Moneim
ES. Pediatr Neonatol. 2017 Oct;58(5):421-
424

Circulating microparticles and the risk of
thromboembolic events in Egyptian beta
thalassemia patients,

llham Youssry, Nohair Soliman, Mona Gham-
rawy, Rania Mohamed Samy, Amal Nasr, Mo-
hamed Abdel Mohsen, Mohamed EIShahaa,
Rayan Bou Fakhredin, Ali Taher. Annals of
Hematology April 2017, Volume 96, Issue 4
Global vasomotor dysfunction and acceler-
ated vascular aging in beta-thalassemia ma-
jor.

Hahalis G, Kremastinos DT, Terzis G, Kaloge-
ropoulos AP, Chrysanthopoulou A, Karakantza
M, Kourakli A, Adamopoulos S, Tselepis AD,
Grapsas N, Siablis D, Zoumbos NC, Alexopou-
los D. Atherosclerosis. 2008 Jun;198(2):448-
57

Thalassemia major-- on the verge of bleed-
ing or thrombosis?

Naithani R1, Chandra J, Narayan S, Sharma
S, Singh V. Hematology. 2006 Feb;11(1):57-
61.

‘ ‘ 119 teyxos _FINAL.indd 177

21.

22.

23.

24.

25.

26.

27.

28.

D-dimer test for excluding the diagnosis of
pulmonary embolism.

Crawford F1, Andras A, Welch K, Sheares K,
Keeling D, Chappell FM. Cochrane Database
Syst Rev. 2016

A retrospective evaluation of the age-adjust-
ed D-dimer versus the conventional D-dimer
for pulmonary embolism.

Sheele JM, Tang A, Farhan O, Morris N. Blood
Coagul Fibrinolysis. 2018 Jan 23

Utility of D-Dimer in the Diagnosis of Pa-
tients with Chronic Thromboembolic Pulmo-
nary Hypertension

Vichaya Arunthari and Charles D Burger.
Open Respir Med .

Update on Chronic Thromboembolic Pulmo-
nary Hypertension

Irene Marthe Lang, Michael Madani. Circula-
tion. 2014;130:508-518

Pulmonary hypertension associated with
thalassemia syndromes

Dustin R. Fraidenburg and Roberto F. Mach-
ado. Ann N Y Acad Sci. 2016 Mar; 1368(1):
127-139.

Pulmonary Hypertension In Well-Transfused
Thalassemia Major Patients

Antonella Meloni, Jon Detterich, Alessia Pepe,
Paul Harmatz, Tom D Coates and John C.
Wood. Blood Cells Mol Dis. 2015 Feb; 54(2):
189-194

Viral infection and pulmonary hypertension:
is there an association?

Cool CD, Voelkel NF, Bull T. Expert Rev Respir
Med 2011;5:207-216.

Severe Pulmonary Arterial Hypertension in
Patients Treated for Hepatitis C With Sofos-
buvir.Renard S, Borentain P, Salaun E, Ben-
haourech S, Maille B, Darque A, Bregigeon S,
Colson P, Laugier D, Gaubert MR, Habib G .
Chest. 2016 Mar;149(3)

29/8/18 8:19 ‘ ‘



