OPOMBQZH ITYNAIAZ PAEBAZ




2UvoyidovTag...

+'/Avdpag, 38 eTwv

+ETTI0cIVOUNEVO KOIAIOKO OAyOC atTo 15npEpOU, JE ETTITOON OTO
ETTIYACTPIO, {WOTNPOEIOOUG XAPAKTHPO.

+ATTO TO ATOMIKO avapvnoTiKO: DVT kdTw dkpou 1rpo 8eTiag

«ACOVIKI KOIAIOG: UTTOTTUKVN aAAoiwon (2,8eK) KEQAANG
TTOYKPEATOC, AYKIOTPOEIOOUG ATTOPUOEWG KOl OTOV QUXEVA AUTOU,
OTTWGS Kal OpouBworn Tou BegIoU KAADOOU TNG TTUAdias @WAEBag Kal
BpouBwonN TNG dvw peoevtepiou PAERAG.

+EUS: ekTeETOPEVO EAAEINO TOU QUAOU TNG AVW MECEVTEPIOU PAEROG
KOl TUNMATOG TNG TTUAdiag @AERAg KaBWGS Kal ETEPO EAAEINA
gvoonTratikoU KAGdou Tng TTuAaiag @AERag, wg £1Ti Bpouwong,
XWpic avadeitn eoTIaKNS aAAoiwong.




KAINIKA EYPHMATA 2E A2OENEI2Z ME
QPOMBQO>H [TYAAIA2

Sex, female/male
Age, median (range)

50/52
48 (16-84)

Abdominal pain, n (%)

93 (91

Fever, n (%)

54 (53)

Ascites, n (%)

39 (38) |

Small volume ascites,* n (%)

Clinical ascites, n (%)

Splenomegaly at imaging, n (%)
Hepatomegaly at imaging, n (%)
Prothrombin ratio, %, median (range)
Serum bilirubin, pwmol/L, median (range)

34 (33)**
5(5)

38 (37)

25 (25)

84 (27-114)

15 (2-207)

Alanine aminotransferase, median (range)

46 (13-1,484)

Serum creatinine, wmol/L, median (range)

(6 (28-163

Hemoglobin, mmol/L, median (range)

8(3-12.5

Leukocytes, 10%/L, median (range)

9.3 (1-34

Platelets., 10°/L. median (range)

274 (55-949

C-reactive protein, Ul, median (range)

52 (1-529

Elevated C-reactive protein or fever, n (%)

86 (84)

*Only visible at imaging.
**86% of total ascites.




TPIAAA TOY VIRCHOW

1. Ayyelakr) BAGBN (Tpavua,
TOTTO0ETACEIC BIOMETAAANIKWV
UAIKWYV, BnuatodoTn - stent)

S
YNEPNHKTIKOTHTA AIMATOL
. r:zom‘aaizg
UnoT Kal TOKETOG
A wn OloTpoyovwv
Tpavpara kohiag — Ioxiou —
AEKAVIG
Ea\r.vpoub!ing VOO 0! EVIEPOU
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OPOMBQ2zH MYAAIAZ PAEBAZ - AITIOAOTIIA

TOMNIKOI 2Y2THMATIKOI

N

KANPOVOMIKOI ETTIKTNTOI

®3-15% TWV TTEPITITWOEWV Eival adIEUKPIVIOTNGS AITIOAOYIAG
(Id101TaBEIC)




TOMNIKOI MAPAIONTEZ (70%)

Kippwon A1TaTog

-KakonBeia Nmatog-xoAnpopwyv n Twv EVOOKOIAIOKWY Opyavwy

«XOAOKUOTITIOO

J[laykpeariTida

Op@aAiTida

«EKKOATTWUATITIOO-ZKWANKOEIDITION

«XEIPOUPYEIQ YAOTPEVTEPIKOU CUOTIMATOG
KOAEKTOUN-YOOTPEKTOUN-XOAOKUOTEKTOUN-OTTANVEKTOMN

ld101T06cic PAcypovwdEIC vOool Tou eviépou-Nooog Crohn

« EAKOG OWOEKADAKTUAOU

«HTTaTITIOO ATTO KUTTAPONEYAAOIO

MeTapodoxeuon ATTATOC

JAlac@ayITIdIKN TTUAaIOCUCTAUATIKA TTapakapywn(TIPS)

Jlarpoyevwg (FNA pop@wudatwy)

«DupaTiwdng Aepadevitida




2Y2THMATIKOI NMAPAI'ONTEZ (30%)

KAHPONOMIKOI

«Avemapkela mpwteivng C

«AvemapKeln TPOTEIVING S
«Avendpkela avtiOpoufivne 111

«tpoBpoufivn G20210A — yovidlox)
LETAAAOEN

«ntapdryovtac V-Leiden (G1691A ko
R2, HI299R) — yoviolakn petdAiacn

o Y TEPOLOKVGTEIVOLUIN OTTO LETAAAOEN
t0L Yovidiov MTHFR (C677T,
A1298C)

EINIKTHTOI

¢ AVTIP®OGEOAMTLOUIKO GUVOPOLLO

Kapkivog, pueAovmteplacTikd
GUVOPOLLO, TTOAVKVTTOPOLLIO

«AVTOAVOGH VOGT|LOTO,

JTapolvouikn voktepivn
QLLOGPOPTVOVPiaL

«EyKupocivn

« X P01 AVTIGCVAANTTIK®OV




BAZIKA EPQTHMATA

AOYW TNG OIAPOPETIKNG KAIVIKNG EKONAWONG KAl
OIAPOPETIKNG KATELBUVONG OTNV dlagopIikn diayvwaon,
gival BeuITod va arravrnBouv Tpia Bacikd epwTruaTa.

1. O&cia N xpovia Bpoupwoaon.
. 2€ £€00(OG N UN Kippwaong ATTATOC.
3. lNapouaia  oxI Kakonoelag.




O=EIA'H XPONIA ©OPOMBQ2H,;

«2TNV 0&cia 0 aoBeVNC avaPEPEl 0O¢U KOIAIOKO AAYOGC, EMETOUG 1)
EUTTUPETO, TTPOCPATA APXOMEVN CUNTITWHATOAOYIQ.

«2TNV XPOVIQ N EIKOVa Egival Alyotepo Bopufwdng. 2UUTTTWPATA
OTTWG METEWPIOHPOG, NTTIA ETTIYACTPAAYIA Kal QUOTTETTTIKA
EVOXANMATA JTTOPEI KAl va atrouaialouv TTANPWS. H KukAogopia
TOU QiATOG OEV UTTOPEI VA YiVEI PUOIOAOYIKA AOYW TNG
Opoupwaong. ‘ETol dnuioupyeital Eva onpayywoEeg diKTUO EiTe
dlapéoou Tou BpouPou (cavernoma) €ite TTAPATTAEUPWS TNG
O100pPOoUNS TNG TTUAaiIac QAEBacC.




O=EIA OPOMBOZH

H KAIVIKR) €IKOva eEaPTATAI ATTO TNV EVTOTTION KAl TNV €KTACTN TOU Bpouou

- KolAlako aAyoc (BUBIo, QUCTTETTTIKA CUUTITWHOTA, YEVIKI KAKOUXIQ)
- A&KATIKN TTUPETIKN Kivnon, f/kai piyog, ETTwWdUVO NTTap (TrTuAaiopAeRiTida)

2.€ TIPOOPBOAN TNG PECEVTEPIAC GAEBAC Kal avaAoya TNV EKTACT) TNG:

- EIN€OG, EvTOVO KOIAIOKO AAYOG

- AlgaTnNPEG DIAPPOIKES KEVWOEIG

- Aokitng

- [MoAuopyavikn aveTTapkela, pAcn EVIEPOU, TTEPITOVITIOA, shock

XPONIA OPOMBQZH

- 2UNTTTWHaToAoyia TTUAaiag uttEptaong. EKONAwanN ETTITTAOKWY OTTWG
algoppayia artrd Kipooug 0100PAyou, OTTANVOPEYAAIQ, NTTATIKNA
EYKEPAANOTTAOEIQ, AOKITNG.

- ‘IkTEpPOG (TTUAQia XOAOTTAOEIQ)

- loxaipia evrépou




KIPPQ2H HIMATOZ

®|oAoyIKOG EAeyxog via nrraTitide¢ HBV-HCV-HIV apvnTtikoc.
®@Acv ava@EPETAl KATAXPNON AAKOOA.
®0100(payoyaoTPOOKOTINON XWEIG TTapouaia KIpowv
0lI00(PAYoU, ONWG avagEPETal TTUAQIa yaoTpoTtradela otnv

Bloyia.

®ATIO TOV EPYOOTNPIAKO EAEYXO OPOUPBOKUTTAPWON, XWEIG

TTAPATACN XPOVWY, NTTIO UTTOAEUKWUATIVAIUIA, XWEIC eupruaTa
NTTATOTTABEIOC.

®ATIO TO UTTEPNXOYPAPNUA KOoIAiag dev dIATTIOTWVOVTAI
dlATAPAXEC APXITEKTOVIKNG 1 KOl adpOoTTroinong rNIraToc.

l

I 4 ™~ n’ 74 7 ~
ATi6 Ta Kl | H (ouvioTaTal BloYia ATTATOG)
aAvWTEPW, TO

moavoTepo....




KAKOHOEIA - NEOTAA2ZMATIKH NO20O2

2TOV a0Bevr NaG...
ATTO TNV aoVIKN TEBNKE N UTTOWIa VEOEEEPYQTIAG TTAYKPEATOG.

O gpyaoTnPIaKOS EAEYXOG TTOU EOTAAN YIA EAEYXO VEOTTAACOUATIKWY OEIKTWY,
avedelce augnuévo Tov Ca 125, Ta etmireda Tou otToiou Ba ytropoucav va

o@eiAovTal oTNV UTTAPCN AOKITIKAG CUAAOYNG.

Algvepynbnke evOOOKOTTIKOG utrépnxos EUS yia Aywn Bloyiag popewuatog, kata
TOV OTT0i0 OEV DIATTIOTWONKAV E0TIOKESG AANOIWOEIG.

Xwpic TTEPIPEPIKOUGC AEPUPADEVES I AEUPADEVOTTABEI OTIC ACOVIKEG TOUOYPAPIEG.

KuTttapoAoyikr} ECETacn aoKITIKOU uypou (?)




AITIA OPOMBQ2H2 INMYAAIAZ PAEBAZ

Causes of portal vein thrombosis

Behcget's syndrome
- .

Collagen vascular diseases (eg, lupus)

Inflammatory bowel disease
Inherited thrombophilias

Mvyeloproliferative syndromes




[TIAOHZEI2 2YNAETIKOY IZTOY

@AVTIQWOQOAITTIOIKO OUVOPOUO
@2 UOoTNUATIKOG £pUBNUATWONG AUKOG
®Pcuparosidng apbpitida
O aoBevnc pag AEN trapouciadel:
ApBpiTida, TTAcupiTIOO ) TTEPIKAPDITIOO
PwroguaiodnTo £€avOnua, aAAayEc oTo OEPUA CUMPBATEC UE

OKANPOOEPMIA,OEQUATOUUOCITION N AYYEITIOO

AIJOAUTIKA avalyia, AeukoTrevia, autodvoaorn BpoufoTrevia

@aivouevo Raynaud

EpyaoTtnpioka eupniuaTta veppikng dlatapaxne (1r.x. TTPpwTEIvoupia,
duopop@a epubpd oupwy, K.4.)




2. UvOopopuo AdauavTiadn - Behcet

ATTQITEITAI N TTAPOUCIA UTTOTPOTTIA(OUC WY OTOUATIKWY apOwV

(TouAdxioTov 3 POPEC NECA O€ Eva XPOVO), KaBwWC Kal aTTouaia
AAAWV CUCTNUATIKWY VOONUATWY, 0 CUVOUQOHO PE 2 aTTo Ta

TTAPOKATW:

- YTTOTpOTTIAlOUCEC YEVVNTIKEC APOEC (aPpBwdN €AKN ] ouAoTroinon)
- OpBaAuIKEG aANolwaelg (TTpoaBia ) otTioBia payoeldiTida, KUTTapa
OTO UOAOEIOEG OTNV £EETAON ME OXIOMOEION Auyvia, [ ayyeliTida Tou
ANPIBANCTPOEIDOUC DIATTIOTWHEVN aTTO OPBaAIaTPOo)

- AepPaTIKEG aAAoIwoEIS (0{WOEG pUBNUA, Weudo-ayyeliTidaq,
BAaTido@AuKTaIVWOEIC aAAoiwaelc ) olidia TUTTOU OKMAS CUMBATA JE
vooo AdapavTiadn — Behcet)

- @eTIKN TTABEPYIKN doKIpaaia (BAaTida TTou gp@avideTal 24-48 wpEeC
META ATTO TTAPAKEVTNON TOU OEPUATOC TOU AVTIBPaxiou PE
BeAOVN~5mm)




Id101TTaBcic PAsyuovwodeic Noooir rou
EVTEPOU

KAIvikrj eikéva IONE:

« EVTOVO KOIAIOKO GAYOG ME ATTWAEIO CWHATIKOU BAPOUC Kal £TTiHOVN
dldppPoIa PE TTPOOMIEN aipaTog Kal BAEVVNG OTa KOTTPpava, DIAPKEIOG
TTEPICCOTEPO TWV 4 ELOOUAdWV.

.E/E auénon WBC, CRP, SGOT/SGPT, ALK, yGT.

[Tio acuvnBeic BEoelc BpouBwaong gival N TTUAAia, o1 HECEVTEPIEC PAEPEC
Kal o1 PAEBEC TOU ayyEIOKOU £YKEPAAIKOU OIKTUOU.

O aoBevic dev ava@Epel EVOANAYEC TWV KEVWOEWV N TTIPOOUICEIC OTA
KOTTpava.

ATTO TOV UTTEPNXO AVW KAl KATW KoIAiag didETal N EVTUTIWON
010NUATWOOUG KAl TTETTAXUOMEVOU TOIXWUATOG TOU EVTEPOU.

[1pog emPBePaiwon ocuvioTaral n dIEVEPYEIA KOAOVOOKOTTNONG ME ANyn
Biowiwv.




MYEAOYTIEPIINAZTIKA NOZHMATA |

ANHOHZ MNMOAYKYTTAPAIMIA

AuTOvVoun augnon TG Nadag Twv EPUBPOKUTTAPWY TTAVW atrd 125% Tou
(PUCIOAOYIKOU, TTOU EKPPACETAI WG AUENON TOU QIJATOKPITN TTAVW ATTO
92% OTOU AVOPEG Kal TTAVW aTTO 47% OTIC YUVAIKEG OE€ UPOUETPO
BaAaoong.

2UUTITWPATA: £¢€EPUBPO TTANBWPIKO TTPOCWTTEIO, UTTEPAIMIQ
ETTITTEQUKOTWY, TOPOI OUPIKOU 0CEOC, OTTANVOMEYAAIQ,
gepuBpopueAalyia.

2 UXVEC QAEBIKEC BpouPWOEIC, TTIO CUXVA ETTITTOAEIC PAEBOBpPOUBWOEIC 1)
BpouPwaoclc Twv nmaTikwy eAEwyY (Budd-Chiari — TTOAUKUTTOPAIMIO)

OpouBwaoEIC TTUAGIAC KAl TWV JECEVTEPIWY QAEBWYV, TTIO oUVNON oTNV
aAnBn TToAukuTTapaIdia ue HETAAAAEN Tou yovidiou JAKZ.




MYEAOYTIEPIINAZTIKA NOZHMATA i

IAIONAGHX ©POMBOKYTTAPQZH
AuZnon Twv aipgotreTaAiwy Tavw atro 450000/L

a. MNpwTtotradng r 1I810TTABNG, EVIAOOETAI OTA MUEAOUTTEPTTAACTIKA
VEOTTAAOUATA (TTOAUKUTTAPAIMIA, XPOVIO JUEAOYEVI) AcuXaidia).

B. AcutepoT1TaOrC, N oTToia OUVODEUEI DIAPOPES TTABOAOYIKEC
KATAOTACEIC (QUUATIWATN, XPOVIO EUTTUPETO).

«KAIVIKN) €IKOvVa: epuBpoueAalyia, dIoyKwan Tou oTTANVOS (ouvhiBwg
UETATITWON O€ JUEAOIVWON).

OPONPWTIKES ETTITTAOKEC-TTPWTO DIAYVWOTIKO CUUTITWHA OTIC 15-20%
TWV TTEPITITWOEWV.

2 UXvoTeEPEG BpouPwocic otic JAK2 V617 BETIKES

«MeyaAn aucnon Twv PLT kai twv WBC, o¢ dtopa >60eTwyv,
uttEPAITTIOQIpia, 2A, AY, KATTVIOUAQ.




MYEAOYTIEPIINAZTIKA NO2ZHMATA i

MNPQTOMNAGHZ MYEAOINQZH

XpOVvIa KATAoTaon OTTOU O JUEAOS atTtwOeiTal Adyw aBpdac avAatrtuéng
IVLWOOUG I0TOU Kal TV QIYOTTOINTIKA AEIToupyia avaAapBavel o oTrAnv

«KAIVIKN] EIKOVA: TTPOOOEUTIKA ETTIBAPUVONEVN KOTTWON, AVOPELia, ATTWAEIQ
Bapoug, evioTe KVNOPOG META ATTO BepUO AOUTPO, UIKPN TTUPETIKN Kivnon.

B -ouptrTwuaroAoyia- duopev TTPOYVWOT, TEPACTIA DIOYKWON TOU
OTTANVOG, £VTOVN KUKAOQOPIKA oupgpopnon ME TTUAaia utrépTtaon (Kipooi
0100PAyou/ackiTnG) Kal oTTAnVIKr udpaipia.

«Epy.cupnuata: TOIKINOOXNUO HEYAAQ EpUBPOKUTTAPA (DAKPUOKUTTAPA) KAl
TToAuapiBuol epuBpoAdOoTEC.

«EVIOTE N AEUKOKUTTAPWON TTAIPVEI XOPOAKTIPA XPOVIOS MUEAOYEVOUGC
AEUxaIhiag Kal ECEAICTETAI TTPOC Oceia JUEAOBAQOTIKNA Asuxaiuia.




KPITHPIA PV KAI ET

Polycythemia vera (PV)* Essential thrombocythemia (ET)®

Major criteria

1 Hemoglobin > 16.5 g/dL(men)Hemoglobin > 16.0 g/dL (women)or Platelet count > 450 x 107/L
Hematocrit > 49% (men) Hematocrit > 48% (women) orincreased red
cell mass (RCM)©

BM biopsy showing hypercellularity for age with trilineage growth BM biopsy showing proliferation mainly of the megakaryocyte lineage

(panmyelosis) including prominent erythroid, granulocytic and with increased numbers of enlarged, mature megakaryocytes with

megakaryocytic proliferation with pleomorphic, mature hyperlobulated nuclei. No significant left-shift of neutrophil granulopoiesis

megakaryocytes (differences in size) or erythropoiesis and very rarely minor (grade 1) increase in reticulin
fibers®

Presence of JAK2 or JAK2 exon 12 mutation Not meeting WHO criteria for BCR-ABL1 + CML, PV, PMF, MDS, or other
myeloid neoplasms

4 Presence of JAK2, CALR or MPL mutation
Minor criteria

1 Subnormal serum erythropoietin level Presence of a clonal marker (e.g., abnormal karyotype) or absence of
evidence for reactive thrombocytosis

Barbui et al. Blood Cancer Journal (2018) 8:15




NYKTEPINH NMAPO=Y2ZMIKH
AIMOZz PAIPINOYPIA

ETrikTnTn KAWVIKN dlaTapaxr TOU apXEYOVOU QIUOTTOINTIKOU KUTTAPOU, TTOU
XapPaAKTNPICETAI ATTO TNV EPPAVION EVOAYYEIOKNG AIOAUONG,
BpouBWTIKWY dlaTapaxwy Kal OTTAVIA EKTPOTINC TTPOC ocgia Asuxalyia.

KAIVIKI) €CETAON: YEVIKEUMEVN KOTTWON, OUCTIVOIA, KOIANIOKO GAYOG,
TIVEUMOVIKI UTTEPTACN, XPOVIA VEPPIKI AVETTAPKEIQ.

OpouPWOEIS - eYKEPAANIKEC PAEREC (OB eAIdiEC KAl KOATTOI), TTVEUUOVIKN
EMPOAN (oTTAVIa), DEPUATIKEGC PAERBEC (KATA TTPOTIUNCN OTO TTPOCWITIO KAl
OTa AV AKPA), KOINIOKEC PAEREC

YTToUuAn €vapén: KoIAIaKO AAyoc, nTTaTtoueyalia, iIKTEPOG, aoKIiTNG, augnon
owuaTikou Bapouc.




NMAPAIONTEZ KINAYNOY ©OPOMBQiHZ
[TYAAIAZ PAEB/

Number Tested Tested (%)

Myeloproliferative disease 102 21

AK_2-positive 82 16
Antiphospholipid syndrome 90 8
Protein C dehciency 86 1
Protein S deficiency 85 5 5
Antithrombin deficiency 89 2
Prothrombine gene mutation 98 14
Factor V Leiden 94 3
Homozygous MTHFR mutation 78 11
Hyperhomocysteinemia 69 11

Number of prothrombotic disorders, 0/1/2 49/43/10 48/42/10
Connective tissue disease 4 4
Hormonal contraception or replacement therapy, n (%) 22 44
Personal history of deep vein thrombosis 14 14
Family history of deep vein thrombosis 23 24

Local factor*
Acute Pancreatitis
Cholecystis or cholangitis
Liver abscess
Gastritis
Inflammatory bowel disease
Diverticulitis
Cytomegalovirus hepatitis
Abdominal trauma
General prothrombotic disorder in patients with a local factor
No causal factor
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*Patients may have two local factors.




AITIA OPOMBQZzHZ lNMYNAIAZ PAEBAZ

Causes of portal vein thrombosis




ENEF'X02 OPOMBO®INAZ

O aoBevric yag, 38 eTwyv, TTPOONABE pe oceia BpouBwaon TTUAaiag PAERaC.

27O ATOMIKO AVAUVNOTIKO QVA@EPETAI, TTPO 8ETIAC, £V Tw BABeI PAE0OpOUBWON
(n otroia €ixe ammodwbei o€ pnEN kuoTnc Baker).

Qewpw TTWGS EQOCOV £XOUV MEPIKWCS ATTOKAEIOTEN TA TOTTIKA AiTIa BpOouPWOEWS
NG MNP Kal Ta ETTIKTATA CUCTNUATIKA. ..

....Eival avaykaio va eAeyxOei pe poplakd EAEYXO IO KANPOVOUIKA aiTia
BpoupogIAiag:

Avettapkela TTpwreivng C,

AVETTAPKEIO TTPWTEIVNG S,

Avettapkela avTtiBpouivng lll,

[MpoBpouRivn G20210A,

[Mapayovrag V-Leiden (G1691A kai R2, H1299R),

YT1repopokuaTeivaldia armrd yetaAhagn tou yovidiou MTHFER (C677T, A1298C)

...N MBavoTepn dIAYVWON...XWPEIC va NTTOPOUV va AaTToKAEIOTOUV GAAQ aiTia, Ta
OTTOIO Kal OEV £XOUME OTTOAUTA ATTOKAEICEI E TO TWPIVA OEDOUEVA...




T1 Ba BEAaE:

1. 'EAeyxo BpopBo@IAiag (HopIakOC oTnV
TTapouca gpaon)

2. Bloyia nrrartog (Kippwaon 1 oxt)

3. CD55 ka1 CD59 uopia




EYXAPIZTQ ['IA THN INPO20OXH 2A2!!




