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EYXAPIXTIEY

®a MBera va gvyaplotom Bepud v kadnynTpa ko Xtavpovia Towdpa Yoo TV

™V ToAvTIUN fondeta g,

®a NBera emiong vo amevBHVE TIC EVYAPICTIEC LLOV GTOVG YOVELS LoL PpovTilovTag Yia
TNV KOADTEPN dLVATH LOPP®CN LoV OA0 0VTA TaL Xpovia, Tov Evotdbio yia v aydnn
Kol TNV vmopov tov kobmg kot tov empeAnt) pov k. IMoamaloyAov otnv
A’TTaBoroyun kKAwvikn tov Beviledeiov T'evikov Nocokopeiov Hpaxieiov o omoiog
nioteye o péva MO amd TV apyn TG EWVIKOTNTOS LoV, diVOVTOG OV TO KivnTpo vo

avalnTo TAVTO TO KATL TOPATAVE OTN LOPPMOT KO GTN PPOVTION TOV 0c0EvVOV LOV.
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Iepidnyn

Ewayoyn: H mopolvouikn voytepvny apoceoaiptvovpion (IINA) eivor po ondvia,
eMiKTNTN dloTOPAY] TOV HVEAOD TOV OGTMOV TTOV EKONAMVETOL UE OUUOAVTIKY ovopio,
OpouPacelc kol KvtTapomevieg Tov mEPLPEPKOD aipatoc. Ta Opopfwtikd emeicoOda
OmoTEAODV ONUOVTIKA aitia voonpotntag Ko Bvntomtag v tovg acbeveic pe TINA.
YKOTOG TNG TAPOVGOS GUOTNUATIKNG OVOOKOTNONG NTaV 0 KOOOPIGUAS TOV PAGLOTOG
TV Opoppotikov encicodiov o acbeveic pe TINA kvpiog 6cov apopd v 0éom, 10
€ldog ™¢ OpouPmwong ko tov emivoco mAnBvoud e Wiaitepn €otiocm 6To EOAO Ko

oTNV NAIKiaL.

Mé0odor: Avalntmnkoav ApBpa ard v Bdon dedopéveov PubMed pe ypovikod 6pio and
10 2007 émg 10 2022 ko emAéyTnKAY 64 TPOTOTLIEG LEAETEG IOV APOPOVGAV aGHEVELS
ne owyvoouévn 1 veodwnyvocbeica TINA. Agv vmpye meplopiopds 6Gov apopd v

NAKia kot To eUA0 TV acBevov pe TINA.

Anoteréopara:  Kotaypdonkov 127 mepumrtocels Opoufotikdv encicodiov.  To
LEYOADTEPO TOGOCTO TTOPATNPNONKE GE Yuvaikeg pe  HEGO OPO NAIKIOG  TNG OTUYUN TNG
Opoupwong ta 40.99 é. H mheovomta tov enelcodiov Ntav eAefikég Opoufaoelg
(87%) pe gvtomion kvping oty evdokotmoakn yodpa (50%). To cvuvdpopo Budd-Chiari
arotélece v mo ovyvn (20.47%) OpopPotikn emmiokn g IINA. AxolobOncav, ot
Opoupoceic tov KNZ (eykepohikéc oAéfeg kot QAEPmOElg KOAMOL), 1 QAEPIKN
Opoupoeuporn (ev to Paber prePucéc Bpoupaocelg kot IE) ko téhog ot depuatikég
OpopPaoceic. Ztig aptnprokés Opoupocelg coumepthapPavotoy  £YKEQAAMKO ERPPUKTA,

OpopPacelc TV oTEPOVIOI®OV OPTNPIOV KOl OPTNPLUDV TOV KATO OAKPOV.

Yoprepacporta: Or acBeveic pe Opopfotika encicdda oe £dapog IINA eupavifovv
vynAn Bvnromro.. Eropévmg, otovg acBeveic pe IINA omatteiton £ykopn avayvopion
Kot embetiky] Oepamevtikny avieT®mon Tov Opopfotikedv emimhokdv. H yoprynon
eculizumab kot 1 éykaupn Evapén avTIINKTIKAG Ay®yng — OTOTEAOVV OO VTN £VOEIEN
yoo v ovipetonion tovg. H o yopiynon  tov eculizumab, ovactoAéo Tov
ocvoumAnpopotog,  (Soliris) éyel amoderyBel OtL £yl HEWDOEL CNUOVTIIKA THV EMImTOON
TV OpopPotikdv emnelcodiov kKoar  avapévetor 6Tt avtol Tov €id0VE 1 BEpameVTIKY

ayoyn , umopel va avéNocel 10 TPocsdoKio CmNg avutdv ToV achevav. Amaitobvton
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TEPIOCOTEPEG KOl LAKPOYPOVIOTEPES HeAETEG oV Ba emiPePordoovy to amoteAéouato

ovTd

Aégac- Kirewna: Hopoévopkny Nvuytepiviy  Aypocoarpivovpia, 0Opoppoon
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Abstract

Introduction: Paroxysmal nocturnal hemoglobinuria (PNH) is a rare, acquired bone
marrow disorder. Usual clinical signs of the disease are  hemolytic anemia, peripheral
blood cytopenias and thrombotic episodes. Thrombosis leads to severe morbidity and
consists the most common cause of death in PNH patients. The purpose of this
systematic review was to determine the spectrum of thrombotic events in patients with
PNH mainly in terms of location, the type of thrombosis and the gender and age of

them.

Methods: Articles from the PubMed database were searched from 2007 to 2022, 64
original studies involving patients with diagnosed or newly diagnosed PNH were

selected. There was no age and sex restriction for patients with PNA.

Results: In these studies, 127 cases of thrombosis have been recorded. The majority of
patients were women. The average age of patients at the time of thrombosis was 40.99
years. Venous thromboembolism was revealed in 87% of the patients. The main site of
involvement was the intra-abdominal area (50%). Budd-Chiari syndrome was also
accounted with the 20.47% of the thrombotic episodes. Cerebral veins and venous
sinuses thrombosis were also detected in these patients. Arterial thrombosis, cerebral
infarctions, coronary artery thrombotic events, and thrombotic episodes of the lower

extremities arteries were also detected.

Conclusions: Given the high mortality rates, early recognition of PNH and aggressive
management of thrombotic complications is required. Anticoagulation and eculizumab
infusion are indicated. The use of eculizumab has been shown to significantly reduce
the incidence of thrombotic events and it is reasonable to expect that treatment with this
agent may increase the life expectancy of these patients. A large number of patients and
long-term data are needed to establish the beneficial effect of eculizumab on thrombotic

complications of PNH.

Keywords: Paroxysmal Nocturnal Hemoglobinuria, thrombosis
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I'eviko Mépoc

Kepdarawo 1

Ewayoyn

1.1 MToapo&uopikn voyteptvi) aploceotptvovpio

H mapoluopikry voytepivn opoceouptvovpion (ITINA) eivor por omdvia, emiktnn
dlTapoy TOL HLEAOD TOV OCTAOV MOV EKONAMVETOL HE OUUOAVLTIKY ovoipia,
OpouPwon kot KuTTOPOTEVIEG TOL TEPLPEPIKOV aipatog. H ouyvomra epedviong g
[INA vrmoroyiletan oe 1-1,5 mepummtooelg avéd €KOTOUUVPLO ATOMO TOYKOCUIMG.
Hopompeitar mo cuyvé oty Acio mapd oTic Sutikéc xhpeg 12, Te acOeveic pe IINA
TO. QUUOTOMTIKE  TPOYOVIKE KUTTOPO Kol Ol KLTTOPLKOL omdyovol Tovg €£xovv
LEIOUEVEC 1 OOVOEG TPMTEIVEG OYKVPWUEVEG HE YAVKOLLAOP®GPATIOLAVOGITOAN
(GPI) omv «vttopikn empdveln. H omolea tov ovvdedepévov pe to GPI
avacTOAE®V TOL cuumAnpopatoc, CDSS kar CDS9, ota epvbpd apoceaipia odnyet
oe ypovia Olpkn M/kor TapoELoUiKY] evdayyelokn oAV Kol GE TAOT Yl
onuovpyia OpdpuPwv, dvcieltovpyio opyAv@V Kot VLIOKVLTTOPIKO 1 SVGTANCTIKO
poedd tov oot®v. Mepkoi acBeveic pe IINA éxovv kKAvikd onupavtikn mbavotnta
VO ELQOVIGOVY AmAAGTIKY ovauption 1] pueEAoSVOTAUGTIKO GHVIPORO 2 Mio COUATIKY
petdAraén (yAvkdvn owoeatidvivoottone taéng A [PIGA]) n omoia eivon

VIEVOLV VL0 TNV AVETAPKEIR TS TpmTEivc dykupag GPI éxet avakalvgdel >4° «

ot
o TPOCPATA, VA EAVOPOTOTOMUEVO  LOVOKAWMVIKO OVTIGOUO TOV OVOCTEAAEL TNV
gvepyomoinon Tov cuuTAnpmdpatog, o eculizumab £yet amoderybel 611 Pedtidvel TNV
apdivon, pewwvel v mBavotnto epedviong OpouPoong kot Pertidver v
novmto {omg o acOsveic pe TINA .

Ta OpopPotikd enelcdol AmMOTEAODV GNUOVTIKOVG TOPAYOVIES VOOT|POTNTOS Kol
Ovntomrag oe acBeveig pe [INA. Ow Bpoppoocelc oe acBeveic pe TINA pmopet va
evtomilovtar  og omowodnmote omueio. DPrePwcég OBpouPfmoelc  mopatnpovvTon
oUVOTEPO amd TIC aptnplakéc OpopPmoel . Ot mpodiodecikol mopayovIes Yia
OpopuPoon  otoug acBeveic pe TINA ocvumepiropfdavoov v omeievBépmon
erebBepng apoceaipiving, m omoio gvepyomolel To €VOOONAI0 KoL  EAATTMVEL TO
povo&eidio tov aldtov (NO). EmumAéov, n pecorafodpevn and 1o copumiipopo Avon

TOV KVTTAPWOV TOL aipatog e EAAetyn yAvkolvlopmopatidvivoottoAng (GPI)  éxet
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OG AMOTELEG O TNV ATEAEVOEPMON TOV HWKPOCOUATIOIWV TNV KUKAOQPOpia KoL TV
evepyomoinon tov owonetoMov.  Emmpdcbeta, moapatnpeiton ovETApKELL
WOIOATIK®OV TOPoyOVI®OV  OT®MG 0 LITOJOYENS OVPOKIVAGNG, TOL EVEPYOTOUTH TOV
TAaGIYVOYOvoL (u-PAR) Kot avTutnKTik®v Tapayoviov OTme 0 oVOGTOAENS TG 000V
oV 1otkoV mapdyovra (TFPI) kot evdeyopévaog, n mpoteivaon 3 (PR3) 8. Asv sivon
yYvooto ov 1 Oepaneio pe eculizumab,  n pakpoypdvier TPOPVAGKTIKY OVTITNKTIKY

ay®yn UropoHv vo, Umodicouy TV epEavion BpouPoTiK®V enelGodimy.

Agv vapyovv TOAAG SBEGILO  OEOOUEVOL OV VO TPOYLOTEDOVTOL TO (PAGLO. TO
Opoppotikov emmiokdv o€ acBeveig pe IINA. Ze pio  pokpoypovio ovadPOLLKY|
HeAETN Ko peta-avéivon  dedopévov and to 1953 g to 2006 meprypdpovtar ot
0éoelg evtomong, ot mopdyovieg Kwovvov kot 1 ékPacn tov OpopufoTikedv
emelcodimv og aodeveic pe TINA 19,

Mo GAAN aVOSPOLIKT AVAGKOTNGT TEPLYPAPOVTOL TO OpopUPOTIKO ETEIGOdA KOl Ol
EMMAOKEC o€ TepITTOGELG 0obevav pe TINA mov oyetilovral pe TNV €YKLHOoLVN Kot
pe v Aoyeiott,

Ot meplocoTEPES PEAETEG OV APOPOVV TNV TEPLYPOPEN KOL TNV OlEPEVVNOT  TOV
Opoupocewv oe acbeveig pe TINA  apopovv cLVIO®G TEPLYPAPT LELOVOUEVDV
TEPUTAOCE®Y  aoOevedVY,  WIKPES PEAETEG amd £€vol LOVO KEVIPO KOL 7O GTIAVIN

TOAVKEVTPIKEG LEAETEG KOOPTNG,.
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El81k0 M£po¢ (ZuoTNUATIKY) AVAXOKOTI|6N)

Kepahowo 2  MeBodoroyia/Methods

2.1 Ztoy0c avaokKoOmNong

YKOTOG TNG TOPOVGOG CLGTNLOTIKNG AVAGKOTNONG NTaV 0 KOBOPIGHOG TOV PAGLOTOG

TV Opoppotikov enelcodiov oe acbeveic pe TINA. AdOnke éppacn oty evtomion

TV Opoupdcemv, oTov TUTO TOoV BpouPruévou ayyeiov, aptnpia 1 Kot GAERA, Ko

oToV TANOLGUO EVOLOPEPOVTOC £GTIALOVTAC GTO PVAO KOl GTIV NALKIL.

2.2 Kpupua évtaéng (Tlivaxag PICO)

Patient/population AocbBeveic pe emPefaropévn N tpotodiayvmcdeico
IINA

[TAnBvopog

Intervention "ExBeon og Opopfotikd encioo6oto(éva i
TEPLGGOTEPQL)

[Mopéppaocn/ExbBeon

Comparison (Aev mpaypatonomOnke chykpion)

Xhykpion

Outcomes ®¢om BpopPoTikov enelcodiov, TOTOS ALLOPOPOV
ayyeiov, PUAO Kol NAIKLOKT] KATOVOU 0oBEVAY

Amoteléopara

Hivexog 1. HMivaxeg PICO

2.3 Zrpatnywn avalnmmong (Texyvukn PRISMA)
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Apxeia 1tou

AVaYVWPIoTNKI £E0W Apxela Trou
S SYVIMPIGTIRGV AVaYVWPIoTNKAY PECW
a auadqmoms o foor AWV TiNyQv (n=0)
3 Sedopévwv(n=410)
<
S
<
| S
\ A4
Amadot@r) SIMAGV apxeiwv(n=0)
=
3
'é \d
5
ApBpa Tou Apxeia Tou
TpopABnkav(n=410) amnokAeiokav(n=330)

-

I |
. : ApBpa TIAIPOUE KEIHEVOUL TToU aTtoKAEigOnKav (n=16)
Apep(.’ TIANPYG * Mn oxetikd B¢pa(n=6)
}\KE'P;WU oy * ZUOTNHATIKEG OVOOKOTIITEIC/UETAVOADTEIG(N=9)
agioroyn rl:?’v ¢ Tpog * AAAEG YAQOOEG EKTOC aTTO Ta ayyAIKa(n=1)
KataAAnAGTTa(n=80)

MeAéteg oV
CUUTEPIANQONKAY GTNV

CUATNUATIKNA
avaokoTion(n=64)

[Zuunspl)\r}(penkav] [ KataAMNAGTTaL J [

Avaypoppa 1. Teyvikiq Prisma
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24  E&ayoyn dedopévav

Mo v avaokdénnon tov eAcpHaTog TV BpoppfoTik®v enelcodiov ce acbevelg pe
I[INA, avalnmbnkav otn PipAoypaeia apbpa and ™ Pdon dedouévav Pub Med pe
xpoviko mepropiopd amd 1o 2007 €wg onuepa. Emiéydnkav 64 npmtdtumeg pehéteg
mov  &lyov Onupooctevtel kaTd PAcn oV AYYAIK] YAMGGO Kol 0pOPOVCHV
AmOKAEIOTIKA acOeveic pe OSwayvoopévn 1 veodwnyvoobeica TINA. Asv vanpye
TEPLOPIGUOG OGOV aPopd otV NAKia Kot 6to eUAo TV acbevav pe TINA, Ta toug
oKomovg NG avalntnong, ypnopomomdnkay AEEEIC-KAEW1E mov oyetilovtal pe
OpopPoon oty TINA “OpouPwon wor IINA” kabdg kot ot AéEeg “OpopPmtikd
enelo6oto ko [INA”, “ioyoyuxd emneicdow ko TINA”, “éueppaxta oe TINA
Adbnke éupaon otn 0éon evidmiong tov OpouPmTikod yEYOvOTOg, GTOV TOTO TOV
Opoupopévou ayyeiov oniadn edv mpdkertal yia APk 1 aptnproky Opodupwon ko
oe mAnBucpokd dedopéva  eotidlovtag kupiwg 610 VA0 kol otnv niwkio. Ta
dedopéva kataypaenkay kol emetepydotnkav oe Pipiio epyaciog oto mpOypOLLLLOL

Excel Tov Loyiopkov g Microsoft.

2.5 Opopoi

O1 opiopoti mov ypnotpomomOnkay sivor:
AEE: Ayyewoxo Eykepolikd Enelcodio
A Avopeg

I': Tvvaikeg

KK®: Kétm KoiAn ®AEPa

KNZ: Kevtpikd Nevpikd Zootnpa

Max: maximum-péyietog/n

Min: minimum=g\dyiotog/m

NA: dev yvopilovpe

EB®O: Ev 1o BaOn eAefikr OpopPmon
ITE: mvevpovikn gpPoin

[INA: [Tapo&uoukn Nuytepivi] Ayoceoaipvovpio

12
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Ke@palaio3 Amotedéopata

3.1 Emioyn peketdv

Oyd6vta TPp®TOTLTEG UEAETEG KPIONKOV ©OC TPOg TNV KATOAANAOTNTO TOVG.  XTIC
UEAETEC AVTEG CUUTEPIAAUPOVOTOV  OVOGKOTNGELS, UEAETEG KOOPTNG KO OVOPOPEG
TEPUTTAOCE®V TOV TEPLEYAY dEGOUEV LELOVOUEVOV 0COEVDV GYETIKA LE TO OTMUELD
™m¢ OpouPwong, Tov tOmo Tov ayyeiov, T0 VA0 Kot TNV MAkio TV acbevov pe
Opoupwon kot [INA. EEnvra téooepa dpbpa (13 peréteg kooptng Kot 51 avapopéc
TEPUTAOCE®V) TePlElyay dedopéva yio 127 meputtdoelg OpouPotik®dv enelcodiny o€
117 acBeveic pe IINA. Ot peléteg 6oL 0V TEPYPAPOTOV LLE COPNVELRL 1] EVTOTION

10V OpopPoOTIKOV EMEIGOSI0V gV cLUTEPIAPONKAY 6TV avdivon . (tapdptnuo 1)

3.2 Emoyn acBevov

Emopévac, a&loloynonkav 127 mepmtwoelg OpouPotikdv eneicodiov ce 117
acBeveig pe yvoot 1 veodwyvocbeioo IINA. Ze déka amd avtovg mapotnpnonkoy
TEPLOCOTEPO TOL €VOC Bpoufotikd emeicdola. XvyKekpyéva, oktd acBeveic elyav
gvookolakés OpopPmoelg oe mapandve and pio Béoelg ko  dvo  aoBevelg pe
Opoppospporikn voco eupdvicav TIE  pali pe ev to Pabet prefobpoufwon. Amod
T1¢ 127 mepurtwoelc Opoppotikdv enegicodiov , 67 meputtwocels (53%) apopovoav
yovaikeg Kor 36 mepintdocelg (28%) apopovcav dvopec. Agv vpyav ototyeio 6Gov
aQOpA T0 PUAO o€ 24 TEPTOCELS. Avagopikd pe TNV NAKia Tov acBevav pe [INA ot
omoiotl eppdvicay Opoppwtikn enutiokn, o pécog 6pog Nrav 40.99 étm. O acBevig
pikpotepng NAMkiog Mrov 14 etdv Kot epedvice BpouPwon eYKEPAMKOV apTpLOV .
O peyohdtepng nikiag acbeviig Mrav 82 etdv  kou eixe BpouPwon eyke@oikmV
eAePmV. Agv vmpyav drabéotpa ototyeia yro v nAkia og 20 acBeveic. (mapdapTnuo
2)
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3.3 Zuvbeon amotedecudtov
Eivar ebkoAo va mapatnpriost kaveig, 6Tt VTAPYOVY CNUAVTIKEG TOGOGTIONES SLOPOPES
660V a@opd tov TOTO TOL ayyeiov mov eueavilel BpOoUPwon Kol aKOAOVOMG GTIC
0éoelg mov Aaupdvouv yopa to Bpoufotikd enecddw. (nivakag 3, dSbypoppa 2) H
misoynoia tov Bpoufotikdv eneicodiov (87%) apopodv erefikés Bpoupacels, evad

aptnplokéc Opopfmoelg mapatpndnkav oe pkpoOTEPO T0500TO (13%).

Ocov agpopd 115 PAePicéc OpouPmoelg  mocootd  50% tov cvVoAkoy aplBpov
evromilovtar otV €vdokotMoakn ympo. AkolovBovv, ot Bpopfmnceig tov KNZ (17%
TV oLVOMKOV Opoufdcemv), n eAiePikr] OpopPoeuPorksy vococ (sv Tt Padn
oAefobpoupwon kot I1E) (12% to@v cuvolkdv Bpoppdcemv) Kot TEAOG 01 dEPUATIKES

Opopfacels (8% v cuvolk®dv Opoupdcemv).

AprOpog
BOson Opoppmo [eprnrdocwv
1 Evdoxoilaxég Opoppaoeig 64
DrePucn OpopPoepporikn vocog
2 (EB®O & IIE) 15
3 Agpuatikéc Opopupaoocelg 10
Opoppaoeic Kevrpikod Nevpikon
4 Tvotpotog 22
5 Apmplokéc Opoufmceig 16
YHvoro [epmtdoewv 127

MMivoxog 2. Katapétpnon Heputtd@cemv avardyng 0écsmg
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ApTnplakég BpopwoeLg
13%

Ev5oKolAMaKES BpopBwoELS
50%

AcpHOTIKES
Bpoppwosig/MopdpUpeg
8%
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Awdypappa 2. Nocootiaio Katavou OpopBwTtikwy enetcodiwv avaloyws 0£oswg

Emunpdobeta, 6cov apopd Tic evéokothMakég Opoufmaoels, ta teplocdtepo. eMEIGOHOIN
evromilovtal otig Nratikéc EAEPec (22 amd TIg 64 TEPUTTOCELS TOV EVOOKOIAMOK®OV
Opoupocewv) kot poag 4 Bpopfotikd emecdd oty KKO. Emopévog, 26
TePMTOGES BpopPfotiKk®dV englcodiny, mocootd 20.47% eni tov cGuvoAoL aPopoHV
10 ovvdpopo Budd-Chiarri. Ot Opoppooeic otnv moraio AERo mapatnpndnkav oe
20 mepurtdoelg (15.75% ). Opoupoon Tov pecEVIEPIOV PAEPOV TapaTtnpnOnKe o€
entd acbeveic kol évoc acOevig eppdvice BpouPwon TV EVIEPIK®OV QAEPDV.
Opoupwon ot veppiky OAEPa epupdvicay mévie acBeveic, eved  1dtog apBuog
aclevav  gpepdavicav Opopfoon oy ominviky eAéPa.  OpopPmcelg tov KNX
napompnOnkav ce 17.32%. OpouPmoelc o€ eyKeaAKES EAEPEC evtomioTnKAY GE
15 mepmtooel eved o€ ENTE  TEPMTOGELS mopotnpnOnke Opoufwon erefwdav
KOATT®OV TOL EYKEQAAOL 1 TAEWOVOTNTO TOV ONOI®V QPOPOVCE TOV Ave ofeAtaio
KOAmo.  DAgPikn OpouPospuforikn voco eupdvicav 13 acbeveic (11.81%>. Xe
dvo mepumtwoelg mapatnpnonke IIE.  TlapammphOnkav emiong 10 mepimtdoetg
depuatikedv OBpouPacewv emmieypéveg pe e£EAK®MOTN Kol VEKP®ON TOL OEPUATOC
(7.87%).
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Apmplaxd OpouPotikd enelcddo napotpnOnkav oe 16 mepurtdoelg. Okt®
neputtooelg (6.3%) apopodoav oe gykepolikd Euppokta kot AEE. Opoupwon tov
OTEPOVIOI®V  OPTNPIOV TOPATNPNONKE GE 6 MEPIMTMGELS TOV OVTIUTPOGMTEVOVV TO
4.72%. OpouPocelc apmprov Kato dkpov tapatnpiinkav ce dvo acbeveig. O
apBpdc Tov Bpoupotikov encicodiov Pacel akplPoig tomoypagpiog cuvoyilovtat

070 Jdypoppa. 3.

Meosvtéplegaptnpieg  0,00%;0
Aoptri  0,00%;0
Hrmamwn aptnpia = 0,00%; 0
Aptnpleg kdtw drpwy = ] 57%: 2
Itedaviaieg aptnpleg n——— 1 72%: 6
Eykedalikéc aptnpleg n— C 30%; 8
OAePwdeig kOATIOL  E———— 5 51%: 7
Eykedahikég dAcfeg mmm——— ] 1,81%; 15
Aeppotikéc Bpopfuwoel  n———— 7 37%: 10
Mvevpovikr spfolr] mmmm 1 57%: 2
EBOH Bpopfwoslg s 1(),24%; 13
Kdtw kolhn ABa(ovvdpopo Budd Chiari) e 3 15%; 4
Nedpikr) GAEfo  n—— 3 94%: 5
ImAnvikn GAEBo  n— 3 94%: 5
Meoevtéplec [ eviepikéc dAEPeg nm— G 30%; 8
Mulaio GAELo S 15 75%: 20
Hroatikég dAEBec (oUvEpopo Budd Chiari) s — 7 30 % 22

0 5 10 15 20 25

Avdypoppa 3. Ap1Opoc tov OpopfoTikev encicodinv Pacel akpifoig 0&ong

67 amd 1o OpopPotikd emecodio (53% )  apopovoay yuvaikes, evd 36 enelcOdL0
(28%) ceupaviomkov o€ AVOpES. Empépovg avédivon tov  Opopfotikdv
enclcodiov pe Pdaon v okpPn tovg Béom (mapdptnuo 2), LVREAPYEL OMNUAVIIKN
dwpopd oty Béon evidmong tov OpopuPwtikov emelc0diov UETAED TOV dVO POAWV.
Otv  yvvaikeg eupaviCouv ovvnbeotépa  evookotMoakés Bpoupdoelc  oe dvo
OCLYKEKPIUEVES BE0EIC TOV QEOPOVY TNV GTANVIKN KOL TNV VEEPIKY QAEPa

EminpocBeta, ot yovaikeg eppavifovv cuyvotepa BpouPacelc eyKeQoAKOV OAePdV

Kol QAER®I®V KOAT®V pe Tocootd 73% wat 57% avrtictoyo.

Ot avopeg eppaviCovv cuyvotepa BpouPacelg Tov dEpUOTOS. YTTEPOYN TOV AVOIPDOV
Tapotnpeital eniong oto  otepaviaio aptnplakd Opoupfwtikd eneicodo. Ta axpipn
TO0GOoTA TV  OpouPOTik®V YeyovoTOV HETAED TV dVO VAV TTapoTifevtal 6To

odypoppo 4.
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% EykOwv Z€

ApLBuog ApBuodg ApLlOnOG OXEON HE TIG
Neputtwoswv(éwg MNepumtwoewv(2007- MMEPUTTWOEWV  TIEPLIITWOELG
Katnyopia Ofon Opoppwong 2006) (Ziakas et al) onuepa) (2007-onpepa) TOUL Seiypatrog  Meléteg
1.1 Ev6OKOWALOKEG Hmatikég AEREC 147 22 3 14% Sahin et al'?, Friedmann et al'?, Gioia
BpopBwWOoELG (cUvSpopo Budd S, He et al®®, Afredj N, Chatzidavid
Chiari) et al'’, Goren Sahin et al*®, Guibert et

al’®, Noji et al?®, Alashkar et
al(2018)%,Abou Antoun et al??, Shindo
et al?®, Tufano et al®*, Terreni et al®,
Yedibela et al*®,Chang et al?’, Alashkar
et al(2020)%®
1.2 EvBOKOIALOKEG MuAaia GPAEBa 37 20 1 5% Alashkar et al(2018)* Chang et al?,
BpouBwWOoELG Goren Sahin et al*8, Ahluwalia et al®,
Demir et al®®, Ageno et al*!, Tremblay
et al®?, Abideen et al®, Al Dossari et
al** Sarwar et al®,
1.3 EvSokoW\LaKEG Meoevtépleg / 26 8 2 25% Daldoul®®, Sahin et al*?, Sarwar et al®>,
BpouBwoelg EVTEPLKEG DAEPEC Ageno et al*!, Goren Sahin et
al'® Tezcaner et al¥’,Guibert et al*®, Al-
Dossari et al**

1.4 EvOoKOIALaKEG IMANVIKN GAERa 21 5 1 20% Guibert et al*®, Chatzidavid et

BpouBwWOELG alY’,Magnan et al®8, Uzun et al*°, Demir
et al*

1.5 EvOOKOIALaKEG Nedpikn dAERa 12 5 0% Uzun et al*, Chatzidavid et al*’, Charry
BpouBwOoELG et al*, Alashkar et al(2018)%

1.6 EvSOKOIALOKEG Kétw koiAn 26 4 0% Shindo et al?3, Malik et al*%, Ain et al*?,
BpouBwoELg dAEBa(ovvEpopo Budd Alashkar et al(2018)#

Chiari)

2.1 OpopposuBolikn EBOH BpouBwoclg 54 13 1 8% Gessoni et al*3,Pravdic et al*, Goren
vOOOC Sahin et al*8, Alashkar et al(2018)%*

2.2 OpoppoeuBolikn MveupovIKA EUPBOAR 26 2 1 50% Alashkar et al(2018)%, Gessoni et al*
vOooCg
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% EykOwv Z€

ApLBuog ApBuodg ApLlOnOG OXE0N HE TIG
Neputtwoswv(éwg MNepumtwoewv(2007- MMEPUTTWOEWV  TIEPLIITWOELG
Katnyopia Ofon OpopuBwong 2006) (Ziakas et al) 2022) (2007-onpepa) tou Seiypatog  Meléteg
4.1 OpouBwoelg Kevipikol  Eykedpalikeg GAEPEG 51 15 1 7% Shrestha et al*®, Maezono et
Neupkol ZUOTAUATOG al®®,Guibert et al19,Tufano et
al?*,Barcellini et al®’
4.2 OpopBwoelg Kevipikot  DAeBwdeLg KOATOL 25 7 1 14% Memon et al*®,Mistra et
NeupLkoU JUCTAUATOG al®®,Napolitano et al®,Ishihara-Kawase
et a®ll, Bi et al®?,Melo et al®
5.1 ApTNPLOKEG Eykebolkég aptnpisg 18 8 1 13% Tejada et al®, Azevedo et al®®, Gervasi
BpouBwWOoELG et al®®, Meira et al®’, Tiu et al®,Guibert

et al'®,Yang et al®

5.2  ApTnNpLaKEG Stedaviaieg aptnpieg 12 6 0% Reinhart et al’®, Taniguchi et
BpouBwWOELG al’! Alashkar et al(2018)?*,Quinquenel
et al’?, Li et al’3, Vrancic et al’4,
5.3 ApPTNPLOKEG Aptnpiec kdtw dkpwv 0 2 0% Alashkar et al(2018)%,Bhusal et al”
BpopBwoelg
5.4 ApPTNPLOKEG Hmatkn aptnpia 5 0
BpopuBwoelg
5.5 ApTnplakeg Aoptn 1 0
Bpoppwoelg
5.6 ApPTNPLOKEG Meoevtépleg aptnpleg 2 0
BpopBwoelg
Napdptnua 1
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Méoog

5 n A ) \ Mi ,
Katnyopia cupBavtog(2007-2022) ptepos A NA %A %l %NA 0pogG |n’ Max HAwkia
TIEPLUMTWOEWV , HAwio
nAwkiag
1 OPOMBQZH HMATIKQN ®OAEBQN 22 4 11 7 18% 50% 32% 33,08 15 61
2 OPOMBQIH NYAAIAY OAEBAZ 20 5 9 6 25% 45% 30% 35,64 22 52
3 OPOMBQ>H MEZENTEPIQN/ENTEPIKQON OAEBQON 8 1 4 3 13% 50% 38% 39,80 22 58
4 OPOMBQIH INAHNIKHZ OAEBAX 5 0 5 0 0% 100% 0% 35,00 18 51
5 OPOMBQOIH NEDPIKHE OAEBAZ 5 0 4 1 0% 80% 20% 42,20 21 56
6 OPOMBQIH KKO® 4 1 3 0 25% 75% 0% 34,50 12 73
7 ENTQ BAGEI DAEBOGPOMBQIH 13 3 6 4 23% 46% 31% 46,67 32 73
8 TINEYMONIKH EMBOAH 2 1 1 50% 50% 0% 35,50 34 37
9 AEPMATIKEEZ @POMBQJEIZ/MOPDYPES 10 7 3 70% 30% 0% 47,80 22 66
10 OPOMBQIEIZ ETKEDAAIKQON OAEBQN 15 3 11 1 20% 73% 7% 56,93 20 82
11 OPOMBQZEIZ ODAEBQIQN KOAMQN 7 2 4 1 29% 57% 14% 31,50 25 44
12 OPOMBQZIEIZ ETKEDAAIKON APTHPIQN 8 4 4 50% 50% 0% 34,25 14 57
13 OPOMBQIEIZ STEQANIAIQON APTHPIQN 6 3 2 1 50% 33% 17% 49,40 33 73
14 OPOMBQZIH APTHPIQN KATQ AKPQN 2 2 100% 0% 0% 35,00 32 38
JUvolo 127 36 67 24 28% 53% 19% 40,99
Napdptnua 2
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Keoaiorw 4 Xvlntnoen

H TINA oyetiCeton pe avénuévo kivouvo gppdvions Opoppotikdv encicodiov mov eivar dvvotd
va gvtomtiloviar 1060 o€ cvvnbicpéveg Boelg (PAEPES TV AKPOV Kot TV TVELUOV®Y ) OGO Kot
oe aovvnOoteg Bécelg Ommc ot nratikés EAEPeg (ovvdpopo Budd-Chiari), ot pAefmddelg kOATOL
Ko ot PAEPEC TOL eYKEQAAOV Kot Ot peceviépeg eAePec’®. H oAePcy OpopfospPorikn vocog
evtomiletan o€ 1010iTEPES AVATOUIKEG BECELS, OTMC , 1) EYKEPOUAIKN KOl 1) GTAAYVIKY] KUKAOPOPio Kol
amotedel TV KkVplo. auticn voonpotntog kot Bvnromrog oe acbeveig pe TINA. Zmv mapovoa
avackomnon ovalntonke kol TpocdopioTnke M TOKIAOHOPPia TV OpouPoTikdv enelcodimv
oe aobeveig pe TINA 6oov agopd v 0éom tov BpopPoticod emelcodiov, 10 €id0g NG
OpopPoonc, av eviomiletor oe  EAEPKO N apTNPLOKO OKEAOG, O©TO QUAO Kol GTNV NAKio TV

acBevav ™ otrypn Tov Bpopfmtikov cvufdvtog.

H 6poupoon tov nratikdv erefov kot g KKO®  frav n mo ocvyvny (20.47%) Bpopfotcn
emumlokn ™¢ [INA oty mapodoa perétn. Ot eykepaiikéc Opoufmaoelg kot ot Opoufmoels tov
QAEP®OIDOV KOAT®V NTOV 0 dEVLTEPOG TO GLYVOC TUTOC BpduPwone. H mieioynoeia tov acbevov
pe evpnuate  Bpdupwong tov eykepolkdv eAepov (11 acBeveic pe TINA) ntav vevporoykd
acvuntopatikoi achevelg ot omoiol VIEPANONCAV GE £YKEPUAIKT] LOYVITIKY OYYEWOYPOQOIQ OTA
mhaiclo screening yio epguvTikovs okomovc.>’  To omoTeEAEoHATA TS TOPOVGOS OVAGKOTNONG
EPYOVIOL ©E OLUE®VIDL HE TO OTOTEAECUOTO TPONYOVUEVNG TNG MEAETNG ot omoiot
TPOYULOTOTOINCAY 10 EKTEVH] AVAGKOMNGT GYETIKA e Ta onueio Opopufwong, Tovg Kivovuvoug kot
ta amoteléoparta o acbeveig pe IINA. Ayvooto napapévet yuori vrdpyet pia tdon emMA0YNS TV
nrotikov eAepav ot OpouPwon coe acbeveic pe TINA. Mo vndBeon mov dev €xel akdun
emPBeParwbel agopd otV gyyevn vepanktiky Katdotaon e [INA n orolo evicybeton amd v
Tapovsio. TV mapaydvteov TENG mov cuvvtifeviol amd To NTAP, GE LYNAN GLYKEVIPMOOT GTNV

nratucr eAERa’’.

H 0péupoon mg moraiog oAEPag @aivetar va elvar m dgbtepn kowvn Béom  €VOOKOIMOKNG
OpopPwonc ko n tpitn oe cePpd  cvyvoOTNTOG COUP®VO UE TNV Tapovsa perétn. H OpouPwon
oL peceEVTEPIOV PAEPIKOD dEVTPOL UTOpel va EMNPEACEL EITE TIC LUKPEG TEPIPEPIKES LEGEVTEPIES
QAEPEC, TPOKAAMVTOG TOPOOIKY) EVTEPIKN 1OYOUUIO KOl TPOKOADVTIOG  emavoiapPoavopevo
EMEI0O010. KOUMOKOD GAYOVG, He TVPeTd, amdPpaén kol aoppayio amd to ophd gite v v
HECEVTEPIO. QAEPO e OLVEMEL 0ED TOVO Ko cofapn} woyapio.”® Oktd acbeveic oty mapovoa
avadpOIKN UEAETN  ep@dvicay BpopPotikd enelcodlo ot meplocdtepeg omd pio Béom otnv
Kookt yopo. H ocvvomapén  OpouPoong tov nrotikdv eAEPOV Kol TS KOTO KOIANG eAEPG
TOV PECEVETEPIOV PAEPOV Kol TOV CTANVIK®OV ayyelov (omAnvopeyoiio, ELEpAKT) UTOPEL VoL

nepumAéEet TV KAMvik ucdva. S8
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H nvevpovikn epfoin dev pdvnke 6tt cvoyetileton pe ev T Padst piefixn Opoufmwon kabng
novo dvo acbeveic Ppébnie va Exovv TIE kot tavtdypova kot ev 1o Pdbet prePikn Opdupwon,
gupfipata Tapdpot pe  GAAN avackomnon 0. Qg ek tovtov, N in situ dnpiovpyia BpdUPOV GTO
TVELIOVIKO aryyeilo tvon mBavotepn, Kot Oyt M petavdotevon OpouPov and dileg Tonobeoisg, o

vdBeom mov dev €xst emPePonwOeitl,

Ot optnplakéc Opoppaocelg sivar AMydtepo cuyvég and tig eAeikéc Bpouphoeic’®, yeyovog mov
QAVNKE KOl OTNV TOPOLGH OVOCKOTNOoN. XV ot OpouPdoelg 0Tl eYKEPOMKEG Kol OTIG
otepaviaieg aptnpies . H mo cvuyvn KAvikn ek0A®on g eYKEPAAIKNG apTnplakng Opoufoong, n
omoia &yst emPePfardei kot amd dAec pelétec®? fTav oLTH TOL GYOUKOD EYKEPOAIKOD
enelcodiov. H devtepn kowvn B€on g aptnplaxng OpouPoong eivar n otepaviaio aptnpio pe 6Aa
TO. GUUMTAOUATO TOV 0EE0G EULPPAYIOTOS TOV pvokapdiov. Xmaviwg, £xel mapatnpndel Opdupwon
OTIC PECEVTEPLES opTNPiec®, oTic NroTikéc aptpisg kar otV aopth® pe eméktoon oTig veppikég
aptmpieg. Xty moapovoa avackonnon oev eniPePfardveral OpopfotiKd enelcOO0 GTIG TAPATAVED
0éoeg. Tlapd tov oyetikd Younid emmoAiacpd tov aptnpukov Opoufaocewv oty TINA,
eaivetal 0Tt oyetiCovtar pe vynAd kivovvo Bavdtov. Av ko n ovoyétion g [INA ko g
aptplokng Opoupwone mopapével acaeng, TPEMEL Vo, vroypoppctel 6t To apTnploKd
Bpoppotika enelcdd  TapaTHPOVVTAL KUPIOG 68 veapohs acbeveic (0 pécog 6pog nikiog Twv
AEE ftav ta 34 €1, 0 pécog 0pog tov otepaviaiov cuvopoumv ta 49). Avtd vrootnpilel v
vtofeon o6t 1 aptnplaxn OpouPwon oty IINA propei va gpeoviotel in Situ otig aptnpieg yopig

VOL VTEAPYEL CNHOVTIKT TPodLdOesn Yo afnpockInpoTiky voco® .

Amdexa OpopuPmTikd ETEGOO0 KOTAYPAPN KOV KOTH TN SIAPKELD TG EYKLUOGVVNG Kot TG Aoyeliag
OV OPOPOVGAV TIG NTATIKEG PAEPEC, TV TvAaia. EAEPA,TIC pecevtépleg PAEPES, TNV OIANVIKY|
QAEPa, T aptnpieg kot TIc PAEPES Tov KN, tnv mvevpovikn epfoin, Kot v v 1o Padet eAefikn
Opoupwon. H OpopPoon tov nrotikov erefov  mopatnpndnke  pe avénuévn covyvotnta..
[Mapopown amoterécpata, Katd T OEPKELN TNG EYKVHOGVUVNG, avELPEONKOY Kol GE TPONYOOUEVN
avaokonnon o6mov 1 OpouPwon TV NTOTIKOV EAEROV glval 1 cLYVOTEPN EVIOTIOT  KOTE TNV
JUIPKELD TNG EYKLHOOVVNG Kat NG Aoyeiog. AEOOUEVOL TOL OTL 1| UNTPIKY| KOL 1) TEPLYEVVITIKN
BvnopdmTa propsi va avénbovv éng 20% kon 10% avtictora®® 1 eykvpochvn ce yovaikeg mov

naoyovv omd [INA mpémet va aviipetoniletor pe moAd peydAn tpocoyn).

[Tapd v Tpododo , otV Katavonon Kot oty dwyeipion g Opoupwong oty IINA, n Ovntdémta
eoaivetal 0Tt o€ peydao Pabud e€aptdron and v 0€on evromong tov OpopPfmtikod cupPavtog.
Ot BpouPdoelc TV MUATIKOV Kol TOV EYKEPUAMKADV  QAEROV OvVTITPOSOTEHOVLY SLVNTIKE
KOTOGTPOPIKA YEYOVOTO KOl OTOLTOVV £YKOLPN avayvdplor Kot emBeTikn owayeipion. H yprion tov

avOooTOAEN TOV GLUTANPp®poTog eculizumab extog amd v peimon TV avaykdv yio petayyioelg
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KOl TNV GLXVOTNTA TOV OLUOAVTIK®OV ENEIG0dImV £xel detyBel OTL £yl HEIDMGEL ONUOVTIKA KOl TO
1060616 TV Opopfotikdy copfdviave’. AauBdvovtag vroym ot 1 OpopPwon Exel amoderydel
o011 mpokaiel TV mAgloynoia twv Bovatov otovg acbeveig pe TINA, avauéveton 6t 1 Bepameio
pe eculizumab, umopel va avéfoel 10 mpocdokipo {ong avtdv Tov acbevov. Amoitodvtol
TEPLOCOTEPEG PEAETEG P PEYAAVTEPO apBUd acBeviv dote va emPePormbel 1 va amoxdelsbei n

guvoikn emidpaon g Bepameiog avtng 6TV EMinT®ON Kot TV coPapodtnta TV Opoufodcemv
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