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Acuvn0si¢ ayyelakég madnioig Tov matog

H 6poppwon tng mulaiag eAEBag Kat Twv nratikwv eAePwv (cUvSpopo Budd
Chiari) amote\oUv TIG EUPUTEPA YVWOTEC AYYELOKEG TTAON OEIG TOU AMATOC. EKTOC
Ouwc amé avtég, avayvwpifovtal Kat AANA ayYELOKA VOCHATA LE CNUAVTIKNA
voonpotnta Kat Bvnrétnta. Ot v Aoyw mabroelg amote oV eTEPOKANTN opada
HE €kONAN avopoloyévela 0TV MABOYEVETIKI TOUG BAON, OTNV KAIVIKI TOUG
€K@QPOON, aTNV MPOYVWON Kal oTnV evoedetypévn avtipetwmon. H 1dtomabrig
HN KIppWTIKA TUAaia uméptaon gival ommdvia vooog ayvwoTng attioAoyiag
mou odnyei o€ KAIVIKA onpavTikn mulaia unméptaon. H nmatikni Asttoupyia
ouviBwg dtatnpeitat kat n vocog Statpéxel kahornOn mopeia. H mapepmodion
NG PONG OTNV NIATIKA apTNnPia EKENAWVETAL PUE TO GUVEPOLO TNG ICXAIUIKNAG
Xohayyelomadelag. Kupaivetal anmé acUUMTWHATIKA £WG AMEIANTIKA Yia Th
{wn katdotaon, n omoia ota TeAIKA TG oTtadla evééxetal va odnynoel o€
OGNHAVTIKN VOO POTNTA TTOU KOBIOTA EMTAKTIKN T HETAMAOXEVON AMATOC. To
GUVOPOO amOPPAENE TWV NITATIKWY KOATTOEIS WV AmOTEAEL EMIMAOKI KUPIwWG
TWV EVTATIKWV XNHUEIOOEPATIEVTIKWV GXNHUATWY TTOU XPNOILOTOIoUVTal WG
TIPOETOIPAGIA YIA TN HETAUOCGXEVON TTOAVSUVALWY TIPOYOVIKWV KUTTAPWV.
H xopriynon mio cupfatikwv §6GEwV Kal i amo@uyn NTAToToSIKWV Tapayo-
VTWV HEIWVEL TNV EMiMTwon) Tou. H nrmatikn mehiwaon Xapaktnpietat amd tnv
TaPOUGia TOAATAWY KUGTIKWY GXNUATICUWY HE AIHATNPO TIEPIEXOUEVO OTA
TIAPEYXUHATIKA 6pyava, mepthapBavouévou Tou Amatog. Exel cUoXETIOTEL pe
ToIKOUG, avOGOAOYIKOUG Kal Aotpwdelg mapdyovTeG. H evéedetypévn avtipe-
TWMLON €ival N avayvwpion Kal n apon tng umokeipevng artiag. H KAnpovopikn
algoppayikn tnAayyelektacia mpooBAAAEL To Aap o€ MOG00TO 8-31% TwV
TIEPIMTWOEWY, 0SNYWVTAC GTOV OXNUATIONO MoLKilou peyéBoug ayyelakwy
OVOOTOMWOEWV. L€ TIPOXWPNUEVN NTTATIKA VOGO, N HETOUOOKEVON ATTOTENEI TN
MOvN 0pLoTIKN Bepaneia, EVw VEOTEPOL PAPUOKEUTIKOI TAPAYOVTEG EVOEXETAL
va Bektiwaoovuy tnv ékPaon.

Copyright © Athens Medical Society
www.mednet.gr/archives
ARCHIVES OF HELLENIC MEDICINE: ISSN 11-05-3992

APXEIA EAAHNIKHE IATPIKHE 2018, 35(6):729-740
ARCHIVES OF HELLENIC MEDICINE 2018, 35(6):729-740

H. Mavn,
. Bacihiefa,
2. Ntoupdkng

B’ MaBoloyikry KAvikn kat Ouwvupo
Epyaotrplo, latpiknr ZxoAn, EOviké
kat Kamodiotpiaké Mavemotriuio
ABnvwy, leviké Noookoueio ABnvwv
«Immokpdteio», ABriva

Uncommon vascular liver diseases

Abstract at the end of the article

Né&egig eupeTnpiov

AyYElOKEG TTAOROEIG RTTATOG
Hmatik mehiwon
1810aON G UN KIpPWTIKA
TTUAaia uTTépTaon
KANPOVOULIKNA alpoppaytkni
TNAAQYYELlEKTACIA
Olwdng avaysvvnTikA
urepnAaocia
MuAaia uréptaon
Juvdpouo andepadng
TWV NTTATIKWV KOATTOEIS WV

YrmoBArbnke 14.10.2017
EykpiOnke 4.11.2017

1. EIZArQrH

To Amap gival To HEYAAUTEPO ATIO TA TTAPEYXUMATIKA
6pyava Tou avBpwmivou cwuatog, Cuyilovtag Katd péco
6po 1,5 kg. ApSeveTtal pe apTNPLOKO aAipa HECW TNG NTTATL-
KNG apTnpiag, KAASou TNG KOIAIAKAG AopTHG (CUOTNUATIKA
KUKAO@OpPIa) Kal e GAERIKO aipa péow TG TTUAaiag AEBag
(muAaia kukAo@opia).” H mapoxétevuon Tou aipatog and
TO ATTAP CUVTEAEITAL HECW TWV NITATIKWV PAERWV TTOL
aAmoAnyouv otnv avw Koikn eAéRa.’ To Amap Siaxwpiletal
o€ 8 TuApaTa, kabéva amo ta omoia €xel aveEApTNTNn TWV
UTTOAOITIWV ALYATIKE TTapoxr} Kat armoppor). Ot TUNUATIKOI
KAASOL TNG NTTATIKAG apTnpeiag Kat TNG mulaiag eAERag
edpdlovtal 0TO KEVTPO KADE TUAMATOC, EVW Ol NTTATIKEG
PAEPEC OTNV TIEPIPEPELD AUTWV.

H mulaia @A£Ba kat n nratikn aptnpeia Stakhadifovtal
o€ aplotepoUC Kal §e€lo0¢ Aoflaioug KAadoug, akohoUBwg
OTOUG TUNHATIKOUE TOUG KAASOoULG Kal, TENOG, oToug Aofidia-

koUG. Ot teeutaiol edpdlovTal OTIC YWVIEC TWV EEAYWVIKWV
NMATIKWV AOBIWY, TTOU AVTITTPOCWTTEUOLV TIC UIKPOTEPES
SLAKPITEG AEITOVPYIKEG HOVASEG TOU RTTATOC.

Kd&Be nmatikd A6B1o amoteleital and aktivwtd diate-
Taypéva nNmatokuTttapad mou mepIBAAlouv SIAaTACELG TwV
TPIXOEIS WV, YVWOTEG WG NITATIKA KOATTOELSN.” XTA KOANTTOEL-
&N, 1o aipa veiotatal ene€epyacia and ta mepiBaiovta
NMATOKUTTAPA, TTIOU ATTOPPOPOUV | EKKPIVOUV OPETTTIKEG
ouoieg kal petaolifouv Toug To&IKoUC TTAPAyoVTEeC. 3TN
OUVEXELD, TO Amoo&UYOVWHEVO Aipa HECW TWV NITATIKWY
PAEPISIWV KATANAYEL OTIC NTTATIKES PAEPBEC, OTNV AVW KOIAN
PAEBa Kal, TEAIKA, oTov Se€10 KOATTO.!

Ol ayyelakég TaBROELC TOU HTTATOC ATTOTEAOUV ETEPOYEVH
opdda evéonmaTtikwy Kal e€wNMATIKWY VOONMATWY TToU
mpokaloLvtal artd SuCAelToupyia o€ omToloSHTTOTE ONUEio
Tou TTEPIMAOKOU auToU SIKTUOoU (TTiv. 1).2 AV Kat Stapépouv
ONMAVTIKA WG TTPOG TNV AITIOTTAOOYEVELD, TNV TTPOYVWOT KAl
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Nivakag 1. Ayyelakég mabrioelg Tou \ratog (amé Deleve et al, Tpomo-
TotnpEévo).”2

H. MANH kat ouv

Nivakag 2. Aitia pn KippwTiKAG MUAaiag uméptaong (amé Rajekar et al,
Tpomomolnuévo).

OpouPwon mulaiag EAERag
OpoUPBWON NTTATIKWY PAERWLV

I610maBN ¢ pNn KippwTIKA UAaia uéptaon/olwdng avayevvnTikn
unepmAacia

loxatpikr xohayyelomddeia
ZUvdpopo anmdepa&ng NMATIKWY KOATTOEIS WV
Hmatiki mehiwon

KAnpovouIKn alpoppaytkr TNAQyYEIEKTATIA

TNV evOeSEYUEVN AVTIUETWTTIION, TTAPOLGIAJOUV CNUAVTIKA
AAANAOETIKAAUYN OTA KAIVIKA KAl OTA EPYACTNPLOKA TOUG
XAPOKTNPIOTIKA LETAEY TOUG, KABWG Kal e ANNEG O&eieg Kal
XPOVIEG NTTATIKEC TTAON OELG.

Kowvé toug yvwplopa givat n ekbAAwon pn KIpPWTIKAG
TIVAQOG UTTEPTAONC, OTTAVIAG KAIVIKIIG OVTOTNTAG UTTELOBLVNG
yia <10% TwV TEPIMTWOEWYV TTUAAiag urtéptaong otn Avon
Kat 20% otnv AvatoAn (miv. 2).°

H kaBuotépnon otn Sidyvwon Kal Kat’ eméKTacn otn
oToxeupévn Bepaneia amoteAei Tn Pacikdétepn artia yia
TN CNUAVTIKA voonpdTnTa Kal Ovntotnta Twv £V Adyw
VOO HATWV.

2.1AIOMAGHX MH KIPPQTIKH MYAAIA YOEPTAZH

H 1810mabng pn KippwTikr TTUAAia UTTEPTACT ATTOTEAEL
OTIAVIO AiTIo evSoNTATIKAG TTUAAiAG UTTEPTACNG E arTouaia
XPOVIAG NTTATIKNAG VOOOU 1 UTTOKEIUEVWV QUTIWV OTTAQYXVIKWV
OpopBwoewv.” DEpeTal KAl WG ATTOPPAKTIKH TTUAAIA QAE-
BomaBela (obliterative portal venopathy) | nrmatomuAaia
okArjpwon, 1} 1dlomadri¢ mulaia uréptaon, fj KN KIPPWTIKA
mulaia ivwon 1} o{wdng avayevvnTik uTTEpTAAGCia, 1} Pe-
Pk} 0lWéNG HETAPOPPWON KAl ATTOTENEL TN CUXVOTEPN
1oToTma®oAoyIKr) aANoiwon TNG PN KIPPWTIKAG TTUAaiag
uméptaonc. H ovopatoloyia mpokaAei cuyyxuon. Nadolo-
YOoavatouiKd, xapaktnpiletal amd eEANEIPN TWV UIKPWV
TUAAiwV AERWV | oNUAVTIKA Peiwon TNG SIAMETPOU TOUG,
He ivwon 1y Tayuvon Twv A&iwV HUTKWV IVWV TOU TOLXWHATOG
Touc. NMapdAAnAa, avayvwpilovtal éktoma ayyeia, 18iwg
mepTUAAia 0To NMATIKO AOP1o aAAG kat TTEPLE TNG TTopEiag
TwV MUAaiwv ayyeiwv.” O1 aTTEIKOVIOTIKEG EETACELG PTTOPE(
va mapamiavroouyv Tn diayvwon, deixvovtag o{wdn peta-
HOPPWON TOU ATTATOGC,.

O 6pog olwdng avayevvntikn urtepmAacia (nodular
regenerative hyperplasia, NRH) avagépetal otnv avdamntu-
&€n avaysvvnTikwv 6{wv S1AXUTa 0To NMATIKO TTAPEYXUUA,
O€ amouacia CNUAVTIKAG TTEPITTUAAIAG 1] TIEPIKOATIOEIOIKNAG

Mponmatika

E€wnmatikr Opoupwon Tng mulaiag
KAnpovopikn otévwon tTng mudaiag AERag
E€wyevn¢ mieon tng mulaiag AERag
Opoupwaon omAnVIKNG EAERag
ApTNPLOPAERWENC EMKOVWVia

Evéonmatika

lpokoAmoelSikd

1810madn ¢ mulaia unéptaon
0Olwdn¢ avaysvvnTikn unepTAAcia
ATO@PAKTIKA TTUAaia @AeBomddela
KAnpovopikr nmatikr ivwon

Kokkiwpatwdelg véool (oxlotoowpiaon, oapkogidwon, upatiwon,
TPWTOTAON XOAIKN Kippwon)

Hmatikn mehiwon

MoAUKUOTIKA VOOOG

YnepBirapivwon A

AnAnTnpiacn amd apoeviko, XaAKo, BivuloxAwpidio
Apulogidbwon

ZUv§popo Rendu-Osler-Weber

O&U Mimwdeg map TG KnNong

YoBapr o&eia nmatitida aAKOOAIKN 1 IOYEVAG, Xpovia nratitida
MetakoAmoeidika

JUvSpopo amd@Padng TWV NTTATIKWY KOATTOELS WV

MeOnmatika

>Uvdpopo Budd-Chiari

KAnpovopikég Siatapayég Stamiaong Kat Opoupwaon Tng dvw KoiAng
eAeBag

JuumeoTikn mepikapditida, mabRoelg Tng TptyAwxivag BoABidag

ivwong.? Ta avayevvnTikd nmatokuTtapa mepiBdAlovtal
ano meploxég atpoeiag. H maBoyevetikn Bdaon Tng vooou
Bswpeital 611 eival n dtatapaxr TNG KIKPOKUKAopopiag
TOU ATTATOC, PE TIPOKANGCH OXETIKNAC IOXAIUIAG KAl aTpo@iag
avd TIEPLOXEG, TTOU AKOAOUBWG 0dnyel O€ AVTIPPOTIIOTIKN
UTTEPTPOPIA TWV YEITOVIKWY KUTTAPWV.? O CUYKEKPIUEVOC
LOTONOYIKOG TUTTOG EXEL TTEPLYPAPEL 0TO TMAQICI0 GUVSPOUOU
Budd Chiari, suvépdpuou and@paéng Twv NITATIKWY KOATOEL-
SWV KAl WG MEPOVWHEVO IOTONOYIKO EVPNUA. TNV TEAEUTAIA
TIEPITTTWON, £XEL OXETIOTEL e LUEAOUTTEPTTIAACTIKA VOO AT
OMwW¢ N aAnNBri ¢ TOAUKUTTAPALIA KAl N XPOVIA LUEAOYEVIG
Aeuxaipia, AeppolmepmAAoTIKd, 6TTWG Ta Hodgkin katnon
Hodgkin Aepgpwpata, kat avtodvooa voorjpata.”

Ztnv 1dtomabn mulaia vméptaon, n faocikn Statapaxn
evtomiCetal oTig evéonmaTIKEG ayyelakeég Sopég.” Ol unxa-
viopoi TPOKANCNG TNG Sev €xouv amooa®nVioTei. lowg va
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UTTAPXEL CUCXETION UE TO XAUNAOS BloTtikd emimedo. Eival ou-
XvOTEPN 0TNV Acia, 61TT0U S1aYIYVWOKETAL O ATOMA VEAPNG
nAkiag,®? og cuoxétion pe Aolpwéelg OTTwG and Schistosoma
mansoni 1 japonicum. O@pouo@IANkEG Slatapaxég mapa-
TnpPouvTal 0To 50% Twv aoBevwv. Autodvooa vooruata
onw¢ Bupeoelditida, cuoTNUATIKOG EpUBNUATWENG AUKOC,
ouvdpopo Sjogren kat autodvoon NIATTIda CUVUTIAPXOUV
0TO 12-17% Twv TEPUTTWOEWV. ZUXVA, aViXxveVovTal Kal
OETIKA AUTOAVTICWHATA, OTIWG TA AVTITTUPNVIKA (24%)
aAAd Kal Ta avTIdiKpoowlakd (21,5%).> Emiong, pumopei
va S1ayVWOTEl 0TO TTAAIOL0 YEVETIKWY ouvdpouwv (Turner,
Adams Olivier). Té\og, ota mBavad aitid tng mephapBdvovrtal
mANBo¢ pappdkwy (alabelompivn) Kat To VWV (APOCEVIKO,
XOAKOC, BivuloxAwpidio).#¢

H voo0¢ ekSNAWVETAL PE ONMEIN KAl CUMITTWHATA TTUAG-
ag uTEPTaon , Pe Statnpnpévn TNV NIMaTiki Asrtovpyia. H
ouxvotepn ekdNAwon gival éva i TeplocdTePa eMelcdSla
KOAd aveKTNC Kipooppayiac.’? Ot olco@ayikoi Kipooi gival
olLouvnB£oTepol, av Kal Sev amoKAgieTal N alpgoppayia amd
YOO TPIKOUG KIpooUG N TTUAaia yaotpomdOela. Kowvo eupnua,
ouxvoTtepo am’ o,Tl oe AN\a aitia mulaiog urréptaong, givat
n ormAnvopeyaAia. AoKitng avantuooeTal oTavia, cuvrBwg
META amd YyaoTPeVTEPIKN alpoppayia kal evdéxetal va
amotelei Seiktn Suopevoug Mpoyvwonc.’ Kabwe n nrati-
K A&lToupyia gival UCIOANOYIKN N TTIA EMTNPEACHEVN, N
NTTATIKN EYKEPANOTIAOELQ, OTIG OTIAVIEG TIEPITTTWOELG TTOU
napatnpeital, amodidetal otnv UTTAPEN CNUAVTIKWY TTUAAL-
OCUOTNHATIKWY AVACTOUWOEeWV.>"? Emtiong, ommdvia givat n
gUPAvion iKTePOoU. 210 20% N VOOOC £ival ACUUTITWHATIKH.®

H Siagpopikn Sidyvwon amd tnv Kippwon gival cuxva
Suoxepng Aoyw tTNG aAANAOEMKANUYNG TNG KAIVIKAC TOUG
€lKOVaC, aAAG kal TG olwdou¢g Kal SaVTEAWTAS ATTEIKOVI-
ong Tou \Iatoq. H Sievépyela ehactoypagiag pmopei va
BonBnoel, kKaBw¢ N nmaTikA okAnpia petpdtal <12 kPa.?
OuolaoTikd, N S1dyvwon TNG vOoou yivetal €€ ATTOKAEIGUOU
AOYwW TNG ENNEYNG EISIKWV YA TN VOOO XAPAKTNPIOTIKWV
Kal yla va e£ao@alloTei 0Tt AANNa voorjpata HE EI8IKA avTi-
petwmon kat Sucpevéotepn Mpodyvwon dev Ba Siagpuyouv
NG TTPOCOXNG TWV BEPATTOVTWV 1ATPWV (TTiv. 3).°

H avtipetwmon givat cuvtneNTIKA KAl OTOXEVEL OTOV
€NEYXO TWV EMITAOKWV TNG TUAAiag uTépTtaong. H mpoAnwn
KAl N QVTIMETWITION TNG Kipooppayiag gival n idia 6mwg
Kal oTNV Kippwon: Brita amokAEIOTEC 1] KAl EVOOOKOTIIKN
Oepamneia yla Tnv mpoAnYn kat evOooKOoTIKY Oeparmeia
o€ ouvlUAoNO PE ayYElOOPAOTIKOUG TTAPAYOVTEG Yid TNV
QVTIMETWTTION. € UTTOKEIEVN OpopBo@IAIKA KaTtdoTtaon, N
aywyn e avTImNKTIKA WPEAEL.?'Otav o €éAeyXoG TG vVOoOOU
Sev gival EQIKTOC LE TIG PAPUAKEUTIKEG N TIG EVOOOKOTTIKEG
mapepPAocelg, £xel €voelgn n tomoB£tnon StaceayttiSiknig
evéonmaTtikAC TTUAAIOCUCTNHUATIKAG AvaoTOUwonG (tran-
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Nivakag 3. Amapaitnta Kpttripta Sidyvwong 161omadoug pn KIppwTIKAG
mulaiag uméptaong (amd Garcia-Pagan et al, tpomomoinpévo).’

KAwika onueia muAaiag uméptaonc (omoloSHmoTe amé Ta 1mo Katw)
SmAnvougyahio/unmepoTANVIOHOG
Owoopayikoi Kipooi
Aokitng
MuAalo@AEBIKEG AVOOTOUWOELG
‘Hma av€non tng KAiong mieong otnv nmatikn eAERa
ArrokAeioud¢ kippwong pe Bloyia nmatog

ATTOKAEIOUOS XpOVIag NITATIKAG VOTOU 1Tou 08NyeEl O Kippwaon 1j UN KIPPWTIKN
muAaia uéptaon

Xpovia oyevii¢ nmatitida By C
Mn oAKOOAIKN oTeaToNmATITIOA/AAKOOAIKT OTEATONMATITION
Autodvoon nratitida
KAnpovouIKn aipgoxpwpdtwon
Néoog Wilson
Mpwtomadng XoMkn Kippwon
ATOKAEIOUGE GAAWV QUTIWV UN KIPPWTIKAG TUAaiag uréptaons
KAnpovouiki nmatikn ivwon
xlotoowpiaon
Tapkoeidwon

Batr muAaia AéBa kat natikéc pAéBeg (amd umepnxoypdenua Doppler
1 a&ovikn Topoypapia)

sjugular intrahepatic portosystemic shunt, TIPS) kat o€ mo
TpoXwpPNUéva 0TAd1a CUVIOTATAL PETAROCXEVON NTTATOG.

Y& avtiBeon pe TNV Kippwon kat apkeTd amd ta umtdAoura
aiTia PN KIPPWTIKAG TTUAAiag uTTépTaong, N 1810TadNG un
KIPPWTIKA TTUAAiA uTTépTacn SlaTtpéxel Katd KUPLo Adyo
KaAoriOn mopeia, pe SieTr kKal mevtaeTn emBiwon TG Tdéng
ToUu 100%.°

3. IZXAIMIKH XONATTEIOMAGEIA

H 1oxatuikn xoAayyelomdoeia ava@EpeTal 0TV €0TIAKN
1} oTNV eKTETANEVN BAAPBN TWV XOANPOP WV WG ATTOTEAECUA
NG dlatapayxng TNG ALMATIKAG TouG ponG. OuclaoTiKd,
ATTOTEAEL EMITAOKN TTAPAKWALONG TNG AIPMATIKAG PONG OTNV
NTTATIKn apTnpia Kal 6Toug KAAdoug nG.”’ Mo avaAuTikd, n
ANATWON TWV XOANPOPWV TIPOEPXETAL ATTOKAEICTIKA ATTO
TNV Nratikg aptnpia. Ot TeAikoi TnG KAadol oxnuatifouv
SIKTUO ayyeiwy, YVwoTo wg TTEPIXOAAYYEIOKO TIAEYUQ, TTOU
S1aTPEXEL TNV TTOPEIQ TWV XOANPOPWV KAl TTAPEXEL OE AUTA TO
50% TN CUVOAIKAG PONG TNEG NITATIKAG apTnpiac.’#* Mapa-
66&wc, n Baputnta NG PAGRNG TWV XOANPOpwWV auvEdveTal
600 PEIWVETAL N SIAUETPOC TWV TTPOCREPANUEVWY ayYEiWV
Kal HEYIOTOTIOLE(TAL O€ amoppaén ayyeiwv Siapétpou <200
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pm. AvTiBeTa, TapakwAuon TNG PONG OTOUG £YYUG, EVPEIAG
StapéTpou KAASOoUC TNG NTTATIKAG apTnpeiag akoAouBeital
ano taxeia avantuén mapdamievpou Siktoouv, 12-15 wpeg
ano 1o cVPBAA, UE ATTOTEAECHA APPBALVON TWV KAIVIKWV
ekOnAwoewv.”?

MaBoguaoioloyikd, Katd Ta MPWTa oTAdla TNG vooou,
eKpayeia vekpwpévou emOnAiov amo@pdcoouV Ta XoAn-
®OpPQa, TPOKAAWVTAG SIATACK TOUG. 2 € TILO TIPOXWPNUEVA
o1ddia mapatnpolvTal OMKOU TTAXOUG VEKPWOELG TOU TOL-
XWHATOG TWV XOANPOPpwWYV, e armoTtéAeopa tn Stapuyr XOAig
OTO NTATIKO TTAPEYXUHA KAl TOV OXNUOTIOUO CUANOYWV,
YVWOTWV WG «XOAWMATA», KAl VWO UETACKNMATIOUO TOU
TOIXWHATOC TTOU 08NYEl O€ POVIUEG OTEVWOELG. !

EmBeBaiwpévn givat n atioAoyIKr) CUCXETION TNG VOGOU
LE TNV EVEOPTNPLAKH XNUEIOOEPATIEID, TOV XNUEIOEUBONMOUO,
TNV akTivoPolia Tou ATAToCg, To CUVSPOUO TNG ETTIKTN-
NG avoooavemdpkelag, Tnv olwdn moAvaptnpitida, Tnv
abnpookAripwon Kat ta €UPoAa XoANoTEPOANG HETA Ao
eMePPATIKOUG XEIPIOPOUG Kal, TENOG, TN HETAPNOCXEUCH TOU
rratog. Emi mAéov, To cUVO PO EMITTAEKEL TNV TTOPEIQ CLUOTN-
HATIKWV VOO UATWV TTou Xapaktnpifovtal amd mpooBoAn
TWV ayYeiwv HIKPG SIOUETPOU. € AUTEG UTTAYOVTAL TO AVTI-
Pwo@oAmdikd cuVSpopo, N mopPLPa Henoch-Schonlein,
n vooog Kawasaki kal alpatoloyikég mabnoelg, 0mwe n
SPEMAVOKUTTAPLKA avaluia, N mapo&UOULIKN VUKTEPLIVH
alpoo@aipivoupia Kat Ta uTTEPNWOIVOPIAIKA cUvSpopa.’’

H KAWVIKA Kal n EpyacTnpLakn elkova Sla@Epouv avalo-
YO HE TOV XPOVO EYKATACTACNG TNG AYYEIAKAG ATO®paéng
Kal TNV éktaon tne. Etol, o€ ofeieg, ekteTapéveg PAAPEG
N vooog ekdnAwvetal wg oeia xoAayyetitida pe MUPETO,
KOIMaKO AAYOG Kal (KTEPO, UE 1 XWPIG BAKTNPLAKN EMUO-
Auvon. ATid ToV EpyacTnPELaKO ENEYXO, TTApATNPEITAL AUEN-
on TNG AAKAAIKAG @WO@ATAONG KAl TNG Y-YAOUTAMUAIKNAG
TPAVo@EPAONG Kal ATTIA £WG HETPLA Tpavoaptvacalpia. O
ATIEIKOVIOTIKOG €AeYXOG AVASEIKVUEL SIATATELG TWV XOAN-
POPWV Kal EVIOTE OXNUATIONO XOAwHATWV.* € un dpon
TNG UTTOKEIPEVNG atTiag, N vooog e§ehicosTal otn Xpovia
HopP®n TNG, HE KAIVIKA, EpYA0TNPIAKA KAl ATIEIKOVIOTIKA
XOPOKTNPIOTIKA TTOU TTIPOCOUOLALOUV PE AUTA TNG TPWTO-
maBoU¢ OKANPULVTIKAG XoAayyetitidag. ESw mpoe€dpyouv
0 MPo0SeuTIKA embeVOUEVOC 1] SIOAEITWYV IKTEPOC Kal Ol
urrotpomAalovoeg BaKTNPLOKEG XONAYYELTIOEG. 2TO TEAIKO
oTAd10 avanTtVooETAl TTUAAIO UTTEPTAON KAl oTTavioTEPA
Kippwaon AMATOG UE NTTATIKA AVETTAPKELA.

H &idyvwon Baciletal otov cuvduaoud cupfatou
ATOMIKOU AVAUVNOTIKOU UE AUEDA 1 EUPECO ATTEIKOVIOTIKA
EUPNUATA LOXALUIAG TWV XOANPOPWV. TNV ofgia @don, n pa-
YVNTIKR XOAayYyeloTraykpeatoypagia (magnetic resonance
cholangiopancreatography, MRCP) amotelei Tnv e§étaon

H. MANH kat ouv

€kAoyrg, avadelkvuovTag ekpayeia emOnAiov evtog Tou
AUAOU TWV XOAN@OPWV Kal evéonmaTikd Xxohwuata. Me-
partépw evOeifelg mapéxel To umepnxoypdagnua Doppler,
HE Baotkd evpnua TNV av§nuévn avtiotaon otn Por TNG
NIAaTIKAG apTnpiag.

H avTtipeTwmon oToxeVEl OTNV amoKataotaon Tng
AIUATIKAG PONG KAl OTNV Apon TwV amo@pAigewyV Twv Xo-
M@opwv.”’ e amodppa&n Kevtplkol KAASoU TNG NTTATIKAG
aptnpiag, Katdotaon mou TTaPATNPEITAL HOVO HETA aTTO
METAPOOXELON RTTATOC, Ol TIPOCEYYIOEIG TTEPINAMBAVOUV
OpouoAuon, BpouPektoun i TormoBétnon evdompdOe-
ongG pe ouvodo xopriynon avTIAIPOTIETAAIAKAG AYWYNG.
JTIC UTTONOLTTEG TTEPITTTWOELG N BAARN agopd oe ayyeia
HIKPRG SlapéTtpou, omoTE Ol TTAPEUPATIKEG KAl Ol pap-
MOKEUTIKEG TIPOOEYYIOEIG Eival AVATTOTEAECUATIKEG.”® Y€
ofeia xohayyelitida, n Sievépyela evS0OKOTIKNG TTaAivVEpo-
MUNG XoAayyelomaykpeatoypagiog (endoscopic retrograde
cholangio-pancreatogram, ERCP) emtpémnel Tnv dpon tng
aAmoPPaA&NG UE ATTOUAKPUVON TWV EVOOAUAIKWY CUYKPLIUA-
TwV i} TormoB€tnon evdompodOeon i TwV OTEVWOEWV. TENOG,
O€ TIEPITITWOELG XPOVIOG VOOOU WE TIPOGBOAR XOANPOpwWV
IKAVOTTOINTIKOU €UPOUG, 61Tou emameleital e€ENIEN o€ ivwon
kal Seutepomadry XOAIKN Kippwon, éxouv emixelpnOsi xel-
POUPYIKEG TIPOOEYYIOELG e OTOXO TN Snpioupyia Stapopwv
TUNWV NMATOS WS EKASAKTUNKWY AVACTOUWOEWV. AgV UTTAP-
xouv SeSopéva yla Tny emidpacn TETOIWV MAPEURACEWY OTN
pakpoxpovia emBiwon. Emi mAéov, mpdtepol xelpoupytkoi
XEPIOUO{ UTTOPOUV VA KATACTHGOUV SUCKOAN 1 AVEPIKTN TN
HLETAPOOXEUON NTIATOC OE TTPOXWPENMEVA OTASIA TNG VOOOU.
S UUTTEPACHATIKG, Ol LOVEG TTAPEUPATELG UE TEKMNPIWHUEVO
OO gival n dpon TNG UTTOKEIPMEVNC AITiag Kal, OE TEAIKA
o1dd1a TNG vOoou, n HETAUOOXEVON NTTATOG. !

4. XYNAPOMO ANO®PA=HXZ HNATIKQN KOAMOEIAQN

To cuvdpopuo amdé@pa&nNg NMATIKWY KOATTOEISWV
(sinusoidal obstraction syndrome, SOS) 1| nmatikr gAe-
Boamogpaktikn vooog (hepatic veno-occlussive disease,
VOD) ava@épetal oTnV umePMAACTIKN eVOOoPAERiTIda Twv
TEAIKWV PAEPLSiWV TOL NTATIKOU AOBLou.’®

H vOo0¢ amoTeei, OTIC TIEPIOOOTEPEG TIEPUTTWOELG, ETTITTAO-
KN TN Ogpareiog ava@opikd e TNV TPOoEToIacia aoBevwv
yla HeTapooxeuon puehov/moAudivapwy kuttdpwv (human
stem cells transplantation, HSCT), cuvnBwc¢ otav évdeién
SlevEpyeldg TN ival uTToKEievn veommAacia.’? Ot ev Aoyw Oe-
parneieg mepNapBAvouv UPNAEG SOOEIG XNUEIOOEPATIEUTIKWV
PAPHAKWY 1, EVOANOKTIKA, CUVSUAOUO XNUEIOOEpareiag ue
oAéowpn aktivofoAia. ANa aitia SOS gival xnpeloBeparmeu-
TIKA OKELAOMATA OTTWG N oaAmAaTiva, n dakapBadivn kat
n oupebdvn oe cuvnBelg SOTEIG, N XPOVIA AVOCOKATAGTOAN
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ue alaBelompivn, n 6-B€loyouavivn, n KUKAooTopivn (St To
TAKPOAIIOUE), TO GIPOAILOUC Kal N HeBoTPeEATN, KABWC Kal
(PUTIKA OKELAOoMATA e AAKANOEIOH TTUPPOAI(SIVNG, OTTWG
1o Symphytum officinale kau n Echinacea.’?’® H emayopevn
amnd aktivoolia nmatikr vooog (radiation induced liver
disease, RILD) untdyetal emiong ota aitia SOS kal amoTteAei
ooapr EMITAOKN TNG OKTIVOBEPATTEIOG NTTATOC, UE MOVIUEG
IOTOAOYIKEG OANOIWOELG, AKOUN KAl OTAV N NTTATIKA AEIToupyia
EMOTPEYPEL OTO YUOIONOYIKO, UETA ATTO M VEG.'®

TéNog, €181k pveia yivetal otn @AEROATTOPPEAKTIKN
VOO0 PE AVOOOKATAOTOAN (veno-occlusive disease with
immunodeficiency, VODI). MNpodkeital yia véoo Tou pe-
TafiBdadletal pe AUTOOWHIKO UTTOAEITTOMEVO TIPOTUTIO KAl
ouvduddel Siatapayr Tng B- kat tng T-KutTaPIKAG avooiag
pe ekdriAwon SOS. H poplakn tng Bdon Sev éxel amocapn-
VIoTEl TARPWC. KaBoploTIKAG onuaciag ivat ot LETAAAEELC
Tou yoviSiou TNG avocoppLBUIoTIKAC TpwTeivng Sp110.7° H
OvntéTnTa ummoAoyiletal oto 85% o€ pn éykaipn Stdyvwon
Kal avTipgeTwmmon. H Bepareia eival uTTOOTNPIKTIKI KAl CLVi-
OTOTAL O€ XOPrYNON Y-O@alpivng KAl TTPOQUAAKTIKN avTifi-
OTIKN aywyn. H petapdoxeuon moAuSUVAUWY TIPOYOVIKWV
KUTTAPWV Uropei va gival BeparmeuTikn av SievepynBei mpiv
amd TNV KAVIKA ekSrAAwon Touv cuvdpodpou.’®

H maBogucioloyia tou SOS Sev gival KAAWG KaTavonTr).
2 € TIEPIMTWOELG YPAPUAKEVUTIKA emayopevou SOS, melpa-
MOTIKA HOVTEAQ TNG VOOOU O€ TTOVTIKIA KATASEIKVUOUV WG
APETNPIA TOU CUVSPOUOU TNV KATAOTPOPH TwV EVE0ONAL-
AKWYV KUTTAPWYV TWV KOATTOEIS WV KAl TWV NTTATOKUTTAPWYV
WG aTTOTEAECA TNG Midpaong TEPIBANOVTIKWV TOEIKWV
MapaAyovTwv.”” O NMATIKOG HETABOAICUOC CUYKEKPIMEVWYV
OUCIWV (TT.X. KUKAOQWOPAUISNC) amod 1o Kutdxpwua P450
odnyei otnv mapaywyr TANOWpPag To§IKwv PeTABoNTWV (TT.X.
AKPOAEivNg).’® OL ev Aoyw petaBoliteg adpavorolovvtal
o€ PN To&IKA TTapdywyd TOUG HECW TWV EEAPTWHEVWYV ATTO
TN YAouTtaBe1dvn evCUUIKWY CUCTNUATWVY. 2TNV TTEPIMTWON
mou ta eminmeda yAoutabeidvng gival Helwpéva, gite AOyw
UTTOKEIMEVNG NTATIKAG BAAPBNG €ite AOyw KATAVAAWONG
TOUG aTTO TTAPAYOVTEG OTIWG N BOUCOUAPAVN, TO AVWTEPW
UETABOAIKO HOVOTIATI AEITOUPYEL AVETTAPKWC, UE ATTOTEANE-
OMO TN CUCOWPELON TOEIKWV TTAPAYyOVTwV.’ Ot BAGREG Tou
NTTATIKOU TTApeYXUHATOG €ival TTEPIOOOTEPO €KONAEG OTN
Cwvn 3, mépIE SnNAadr Twv KEVTPOAOPISIOKWY GAER WY, dTToU
unapxet avénuévn cuykévtpwon P450 kat petwpéva emimeda
yAoutaBelovng.’® Emi TAéov TTapAyoVTEG TTOU AEITOUPYOUV WG
APETNPIA TN KUTTAPIKAG KATAOTPOPNG ival n BakTnplakn
evbotofvalpia kat n Statapayn TG T-KUTTAPIKAG avoaoiag
oT1o TAaiclo avtiépaong HOCKXELUATOG évavTl EeVIOTN."?

H apxikn KutTapikn kataotpo@r mupodotei alnAouxia
YEYOVOTWV PE TEMKO ATTOTENECUA TNV EMSEIVWON TNG ApXI-
KAG PAAPBNG. H ab&non Twv emméSwv Twv TTPOPAEYHOVWEWV
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KUTTOPOKIVWV AOKE( dpegon BAamntikn emidpacn ota vyt
KUTTapa. MapdAinAa, n evéoBnAlakn BAABN odnyei oe
EVEPYOTIOINON TOU KATAPPAKTN TNG TTRENG KAl GUVOKOAOUL-
Oe¢ HikpoBpopBwoslg, HEow avENoNG TNG TAPAYWYNG KAl
€KKpLloNG TapayovIwy 6nwg o mapdyovtag von Willebrand,
n OpopuBopovToUAivN Kal 0 avaoTOAEAG-1 TOU EVEPYOTIOINTH
TOU TAACUIVOYOVOU.?? QG TENIKO ATTOTENECHA, TTAPATNPEITAL
anmo@paén Twv NMATIKWV PAERISIWYV amd KATAaKEPUATI-
opéva evdoBbnAlakd KUTTApPA, KABWE Kal NmatokUTTapa
Kal MIKPOoOPOUPOoUE, e CUVETIEIA TN MEiWwoN TNG PAEPIKNAG
AIUATIKAG ATTOPPONG KAl TNV EKOSNAWOT LETAKOATTOEISIKNG
mulaiag uréptaonc.’®

H emintwon tTng voéoou molkiAel evpEwg otn BIPBAL-
oypa®ia, Aoyw tou S1apopeTIKoU MANBUOUOU PENETNC.
210 mAaiolo Bepaneiag yia HSCT ektipdral oto 14% (Sia-
KOpavon Heta&l 0-40%)."”” Ta teAeutaia €tn n ouxvotTntTa
Tou cuvdpooU TTapapével oTaBepr, TTapd TNV KOAUTEPN
Katavonon tng mabo@uaotoloyiag Tou Kal TNV eloaywyn
AlyOTEPO TOEIKWY OXNUATWY 0TNV KAWVIKN TTPAEN.

Q¢ mapdyovteg Kivduvou ekdnAwong SOS éxouv ava-
yvwplotei n nAkia Tou AQTTn (N veapn nAtkia ota maidid
Kl N TIPOXWPNUEVN OTOUG EVAAIKEG), N KAKK YEVIKH KATA-
otaon (Karnofsky performance score <90) kal ot coapég
OuVVOONPOTNTEG (XPOVIEG LOYEVEIG NTTATITIOEG, aKTIVOBoAia
TOU ATTATOC 1 UTTEPPOPTWON oidripov).?’ H mbavétnta
avantuéng SOS avdvetal mepaltépw amod mponynOévteg
OYKOAOYIKOUG XEIPIOPOUG, OTIWG N Bgpareia pe To anti-
CD33 povokAwVIKO avtiowpa gemtuzumab-ozogamicin,
n etepoAoyn HSCT, kaBwg Katl ol emavaAauBavoueveg
avtoloyeg HSCT, 1.X. 0TO TTAQICLO AVTIUETWTIIONG VEUPO-
BAaotwpatoc.’”?! Emiong, evtatikomolnuéva Bepameutikd
TIPWTOKOAAQ, 18iwg doa repapdvouv Boucoul@dvn os
ouvOuAoUO PE KUKAOQWO®AUidn, cucxetiCovTtal ue avén-
pévn enintwon SOS.”

Ta KAWVIKA OnueEia Kal CUPTTTWUATA TTEPIAAUBAVOLV
Katakpdatnon VOATOG e AVENON TOU CWHATIKOU BAPOUG Pe
1 Xwpig avamntuén aokItikiig CUANOYNG, EMWSEUVN NITATOME-
yahia kat iKtepo.”? Y€ 1o NTTIIEG TTEPIMTWOELG Kat oTa matdid
N ev Aoyw tp1ada ouxvd Sev givat MARPNG f N EUPAvIor TNG
KaBuoTtepei.”” H évapén tng vooou mapatnpsitat 10-20
NUEPEG UETA TNV évapén TNG Bepamneiag yia Ta oxnUaTa Tou
TEPINAPBAVOLV KUKAOQWOQAUISN. ZTIC UTTIONOUTEG TIEPITTTW-
O&lG ummopei va ekdNAwOei akdun kat petd amd 30 Nuépec.’?

H Stagpopikr Sidyvwon mepAapAvel Tov XOAOOTATIKO
{KTEPO TNG OAYNG, TN PAPUAKEUTIKAG AlTIoOAOYiag XoAdoTa-
on, Ta Aoluwdn aitia 6TTwW¢ CUCTNHATIKEG MUKNTIACELS KAl
loyeVeic Aolpwéelg, KaBwWe Kal TNV urepoeia amdppiyn
pooxevpaToG.”?

H Siayvwon gival kAivikn kat Baciletal o€ KpIitrpla mou
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mpoékuYPav amd avadpOoUIKEG UENETEG. Ta TTAEOV EUPEWG
XPNOIUOTIOIOVEVA Eival Ta KpiThpla Baltimore mou avayvw-
piCouv acBeveic pe BaplTEPN VOOO KAl TA TPOTIOTIOINEVA
Kpltrpla Seattle, Ta omoia éxouv vYnAdTEPN €vatcOnoia
(mmiv. 4).”7 H alomoTia Twv kpitnpiwv dev €xel peAetnOei
EMAPKWC, KABWC n BloYia nratog mpog empPeRaiwon g
Stdyvwong, Aoyw tou uPnAov KivoUVou eMIITAOKWY, Slevep-
Yeital poévo otoug acBeveig mou idn MAnpPoLV Ta KpITHPLa
Seattle. A&iCel mAvTWG va onUelwOei 6T o€ HENETN aoBevwv
mou vmofARBnkav oe HSCT kat aneBiwoav éwg tnv 1001
NUépa Tng mapakoAolBnong, To 50% Twv acBeVWV Ue Na-
Tikr} Suocheltoupyia ot omoiol Sgv MAnpovcav Ta KpIthHpla
Seattle gixav evpripata cupBatd pe SOS Katd TNV IGTONO-
YIKR €€€taon Tou ATTAToC. Ta avwTtépw uTToSNAWVoULV OTL N
I0TOAOYIKN VOO0 S€v cLUVOSEVETAL TTAVTOTE ATTO AVANOYES
KAMVIKEG eEkONAWOELG.?

O epyaoTnpPlaKkOG ENeYXOG gival pn 181IKOG Kal TIEPIAA-
Bdvel Ttpavoauvacatuia, urtepxoAepubpivaipia auecou
TUToV, Mapdtacn Tou Xpovou TTPpoBpouPivng Kal XaunAd
emimeda Aeukwpativng.” X1o unepnxoypagnua Doppler
SlamoTWVOVTAL AVACTPO®N TNG AIMATIKAG PONG, AVWHOAN
KUMATOEISAG pory oTNV TTUAaia eAERQ, HEIWUEVN pOr OTIG
NMATIKEG PAEREC, 0idnua Tou TolXwPaTog TNG XoAnSdxou
KUOTNG, SeikTNG avtiotaong porig oTNV NMATIKA apTtnpia pe
T =0,75 Kat avixveuon porG OTIG TTAPOUPANKES PAEREC.””
ASYw TOU Un €181KOU XOPAKTAPA TWV AVWTEPW EVPNUATWY,
TO UTTEPNXOYPAPN A SEV UTTEPTEPEL TWV KAIVIKWV KPITNPiwV
otn didyvwon SOS.””

H Siadepuikn Broyia ocuyxvd avtevdeikvutal AOyw TG

H. MANH kat ouv

AOKITIKAG CUA\OYNG 1} Twv dlatapaxwyv tTng mRéng mou
ouxva cuvundpyouv. MNa Tnv Tekunpiwon tng Stdyvwong
Slevepyeital Stao@ayttidikny nratikn Bloyia pe pértpnon
NG KAiong mieong otnv nmatikn @AERa.’? Khion mieong >10
mmHg éxel el81koTNTA >90% Kal BeTIKA MPoyvwoTIkr a&ia
>85%."? EmmAokéG TN uebddou mapatnpouvtal oto 7-18%
Twv acBevwv Kal N oxeTi{oPevn BvnNToOTNTA EKTIHATAL OTO
0-3%,? meplopiovtag tn BloYia oTIC TEPITTTWOELG OTTOU N
Stdyvwon gival mpayuaTikA ap@ioAn.

lMa Tov KaBopIouod TNG TPOYVWONG, N VOOOG XapaKTNPi-
CeTalmepAITEPW WG ATIA, HETPLA 1) oOBapr, avANoyd JLE TOV
BaBud nmatikric SucAstovpyiag Kal TNV avaykn Ogpareiag
(rtiv. 5)."”” H Ama véoog, mou Sev xpn et avalynTikng r Stou-
PNTIKNG aywyng, ouvnOwg gival automeplopl{GUEVN Kal N
OvNTOTNTA TNG EKTIUATAL 0TO 9%."7 H BvntdTtnTa yia T pHéTl-
ag Baputntag vooo n omoia Xprilel aywyrng aANd amodpdpet
TARPWC, urtohoyiletal oto 23%, evw TNG 0OBAPNG, TTOU
opiletal wg vooog mou odnyei otov Bavarto ) Sev amodpdpet
oTIC 100 NUéPES, 0TO 98%.">"7 H cuvOAIKA BvNTOTNTA EKTI-
pdrtaloto 15-20%.? Ta meplocdtepa povtéra Siapabuiong
™G BaputnTtag TNG vOOoOU EVEXOUV GTOUG TTAPAYOVTEG TTOU
ouvuroloyifovTtal Tn XpoVIKr SIAPKELA TNG EPYACTNPIAKNAG
Slatapayng i TNV taxuTNTa HETABOANG AUTAG, YEYOVOG TTOU
KatadelkvUEL OTL N Ta&vopnon Baputntag Kat n avdioyn
TMPORAENMOUEVN BVNTOTNTA UImopEi va peTaBAnBouv taxiota
otnV mopeia Tng vooou. Emi mAéov, akdpun Kal aocOeveic pe
nmag i pétplag Baputntag SOS mapoucialouv cuyva diata-
PAXEC OTIWG 0idnua avacdpka (£70%), VEQPIKH AVETTAPKELQ
(=£38%), mveVHOVIKA CUPPOPNON (£36%) pe (£31%) N XwPIg

Nivakag 4. KA\vikd kpitrpla yla tn Sidyvwon tou cuvdpopou and@pa&ng Nmatikwy KoAmoetdwv (amé Dalle et al, tpomomoinpévo).’”

Tpomomnoinpéva Kpttijpta Seattle*

Kpritripta Baltimore

Evtog 20 nuepwv amod tnv HSCT, >2 and ta e€ng:
XoAepuBpivn >2 mg/dL
Hmatopeyahia fi dAyog 610U umoxovdpiou Aokitng

AUEnon cwpatikoL Bapoug >2% apxikou

Evtog 21 nuepwv amod v HSCT, xohepubpivn >2 mg/dL kai >2 amd ta e§nG:

Enwduvn nmatopeyaiia

AUEnoN cwpaTiKoL Bapoug >5% Tou apxIKoU

*3€ 0plopéva KEVTPQ, KPITAPLO N ave€yntn avénon Tou owpatikou Bapoug >5%

HSCT: Human stem cells transplantation (uetapooxeuon avBpwmivwv OTEAEXIAIWV KUTTAPWV)

Nivakag 5. AlaBaduion Baputntag oto cuVSpopo amdEPaéng NATIKWY KoATToeldwv (amo Dalle et al, tpomomoinpévo).”

‘Hmo Métpio* ToBapo*
XoAepuBpivn (mg/dL) 2-3 3,1-5,0 >5
Tpavoauvaoesg <3X PUOIONOYIKAG TIHAG 3-8X (PUOLONOYIKNAG TIUAG >8xX (PUOIONOYIKNG TIUNG
A0Enon Bdapoug <2% 2-5% >5%
Kpeatvivn Quololoyikn <2X (PUCIONOYIKAG TIUNAG >2X (PUOIOAOYIKAG TIUAG i KdBapon kpeativivng <50%
PuBuo¢ mapatnpolpevwy Bpadug (evtog 6-7 nuepwv)  METPLoG (evTOG 4-5 nuepwv)  Taxug (evTog 2-3 NUEPWV)
peTaBorwv

* Meploodtepa amod Svo Kpitipla
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avaykn o§uyovoBepareiag, mou emdpolv aveEApTnTa oTNV
TeNIKA Sduopevn ékPaon.”” Q¢ SeIKTEC yla TNV EKTIMNON TNG
€kBaong éxouv emiong xpnotpomnolnBei ta uPnAd emineda
alavivng apvoTpavopepdong, N TOAUOPYAVIKY AVETTAPKELQ
Kat n kAion mieong otnv nmatikny eAéRa.’? Eidikd yia to SOS
UETA ammo Bepareia pe KUKAOQWO@AUION, N TTpOyvVwon Pimo-
P&l va eKTIMNOEL pe HOBNUATIKA HOVTENA BACICUEVA OTIG
KAMTTUAEG HETABOARG TNG XOAEPLUOPIVNG KAL TOU CWHATIKOU
Bdapoug otnv mopeia Tou xpodvou.”? Méxpl OTIYUAG, Kavéva
amné 1a povtéla mpodyvwong Sev €xel emapkn alomoTia
OTNV €KTiPNON TNG éKPaong Kat otn APn amo@Aacewv yla
O EMOETIKEC BEPATTEVTIKEC TTAPEUPAOTELC.

Q¢ yevikn apxn, N NTTATIKN TTPOCGBoAr Sev amoTeAEl TNV
KUpla artia BavdaTtou, KaBwW¢ car onueia NTATIKAG ave-
TTAPKELAG OTTWG NTTATIKK EYKEPONOTIAOELA 1] EKOECNUACUEVN
Slatapayn Tng mMA&NG eivat omavia. H cuxvétepa Siamotou-
Hevn aitia Bavdatou gival n TOAVOPYAVIKH AVETTAPKELD UE
OCUMMETOXN TWV VEQPWV KAl TOU AVATIVEUOTIKOU CUCTHUATOG.
H avtipetwmon gival Katd KUplo AOyo UTTOOTNPLKTIKY, UE
Statpnon tou oluyiou VSATOG Kal amokaTdoTaon TWV
nAektpoAuTtikwyv Siatapaxwv. Etol, ta SioupnTikd gival Ta
TIAEOV XPNOIUOTIOIOUEVA OKEVACHATA, EVW £TTi eVOEifewv
ol aoBeveic urrtofdaNhovtal og aipodindnon/aipokdbapon).’?
Mpoc¢ to mapdy, ol papuaKeUTIKOI TTapdyovTeg mou SilaTi-
Bevtal yla TNV mpo@UAa&n Kal TNV avTIHETWITIoN Tou SOS
gival meploplopévol, pe Ta dedopéva yla Tnv acpAAELa Kal
TNV AMOTEAECHATIKOTNTA TOUG VA TIPOEPXOVTAL ATTO IKPEG
oglpég aoBevwv. Ztnv Eupwrn, n vie@umpotién €ival n
HOvN oucia TTou €xel AABEL €YKPIoN YL TNV QVTIUETWTTION TOU
ooBapou SOS, evw otig Hvwpéveg MoArteieg Tng APEPIKAG
oL aoBeveic £xouv TIPOG TO TTAPOV TTPOSACcH OTO PAPHAKO
HoOvo péow Evta&ng o€ EPELVNTIKA TTPWTOKOAA.”” H vtept-
UITPOoTiSN amoteAei cUVSUACO OALYOVOUKAEOTISIWV UOVIG
ENIKAG, TIPOEPXOMEVWV ATTO TOV ATTOTTOAUHEPIOHO Tou DNA
TOU eVTEPIKOU BAEVVOYOVOU XoipwVv.”” O pnxaviopog dpdong
NG Sev €xel amooca@nVvioTei. Eival mBavév va Pelnvel Tnv
evboOnAtakry BAABN kat va cUPRANEL 0TV aTTOKATACTACN
NG oopporiag Bpoppwong-vwdoiuvong.”” ANoL unxa-
viouoi §pdong mou €xouv KaTtd Kalpoug mpoTtabei ival n
avénon TNG Tapaywyng elkooavoeldwy, povoeldiouv Tou
alWToU Kal EVEPYOTTOLNTH TOU IOTIKOU TTAACIVOYOVoU (tissue
plasminogen activator, tPA) ano ta evéoOnAiakd KUTTapa, N
KOTOOTOAR TNG amEAeUBEPWONG avaoToAéa-1 Tou evepyoTTol-
NTr TOU TAAGCIIVOYOVOU, KOBWE Kal N HEwoN TNG TIPOOKOA-
ANong AlpoTTETAAIWY, TTOAUHOP@OTTUPNVWV AEUKOKUTTAPWV
KOl LOVOKUTTAPWY 0To €v80ONAI0.”2 3TN peNétn gdong Il
TOU @APUAKOU, HeEAeTAONKaV 102 MaSlatpIkoi Kat EVAAIKES
aoBeveig pe ooPapd SOS og cuykplon Pe 32 acOeveig anod ma-
Aauotepeg Bdoeig Sedopévwv. H opdda tng viepiumpotiong
mapovciaoce LPNAOTEPA TTOCOOTA TTAIPOLG AVTATIOKPLIONG
Katd tnv 100N nuépa mapakoAoubnong (26% évavti 12,5%,
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p=0,016) Kal CTATIOTIKWE ONUAVTIKA UPNASTEPN eMBiwon
(38% &vavtl 25%, p=0,0109).%? Emiong, ot SVo opddeg dev
TTAPOUCIACAV OTATIOTIKA CNUAVTIKH S1a¢popd oTnV EUeAvion
AIHOPPAYIKWYV EMIMAOKWV. EVBappuvTIKA gival Kal Ta pwipa
amoteAéopata AANNG peEAETNG og 641 aoBeveiq e coBapd
Kat un SOS. Ztnv ev Adyw £peguva, N emPiwon Twv acBevv
Ue coPBapod SOS mmou éAafav aywyr He VIEQIUTPOoTiOn Rtav
45% katd tnv 100N nuépa mapakoAovbnonc.

ANAN B€pATTEVUTIKN TIPOCEYYION TTIOU UENETHONKE O
UIKPEG O€1p€G acBevwv gival n xpnon tPA pe i xwpig tauv-
TéXPOVN XOoPnynon Nmapivng. Xtn HeyaAUTepn £wg TWPaA
HEAETN,?* xopnynOnke og 42 aoBeveig pe SOS petd and
HSCT. Avtamndkplon mapouciacs To 29% Twv acBevwy,
OMWC Ol AIMOPPAYIKEG ETIITTAOKEG NTAV CUXVEG KABWC Ta-
patnpridnkav oto 88% Twv acOevwy, Ue To 28% aAuTtwv va
xapaktnpifovtal wg coBapéc. Xe avaloya amoTeAéopaTa
KATEANEE KAl LETAYEVEOTEPN UENETN, OE LIKPOTEPO APIOUO
aocBevwyv, otnv omoia A pn avtandkplon mapouvaciacav 7
amd Toug 9 aoBeveic. Opwe, kataypdgnkav Svo Bavatol
WG CUVETTELA AIMOPPAYIKWY EMITAOKWV.% 'ETOL, mapd tnv
evOeXOUEVN ATTOTEAECUATIKOTNTA TOU, O GUYKEKPLUEVOG TTO-
payovtag Sev éxel mMAéov évdelén yla tn Bepaneia tou SOS.”

TENOG, O UIKPEG UEXPL OTIYUNG OElPEG aoBevwy pe SOS
META amd HSCT éxel SokipaoTei n xopriynon uPnAwv §6cewv
peBuATPeSVICOAOVNG, UE EVOAPPUVTIKA amoTeAéouaTa.?o?”
Ava@opIKA UE TIC TIIO ETTEURATIKEC TEXVIKEC, N SlevEpyEla
TIPS, av kat cuoxeTiCeTal e Peiwon TNG AOKITIKAG GUANOYAG,
Oev amo@épel O@eNOG oTNV TeENIKA emMPBiwon Kat Sev €xel €v-
Se1&n w¢ pébodog avtipeTwmong tou SOS."? H petapdoyeu-
OnN NTTATOG OTIG TIEPITTTWOELG NTTATIKAG AVETTAPKELAG UTTOPE(
Va €ival armoTEAECUATIKN, OPWG N évOelén Slevépyeldg TnG
neplopiletal o mepIMTwoelg SOS OTIG OTTOIEG N UTTOKEIUEVN
Baoikn vooog €xel euvoikn Mpoyvwon.'?

Ma v mpoAnyn tou SOS akoAouBouvTtal SUo BACIKEC
TIPOCEYYIOEIG: N TPOTTOTTOINCN TWV TTAPAYOVTWY KIvOUVOU
KOl N XPNON POPUAKEVUTIKWY TTPOIOVTWV. Ot TTEPIOCOTEPOL
oxeti{OueVoL Ue TOV aoBevr) TTAPAYOVTEG, KaBwWG Kal N
npoUmdpyxouoa nmatik PAARN, eival katd mMAeloPpneia
aduvato va e€alelpBoUv. ITIG OTTAVIEG TIEPITTTWOELG AVa-
OTPEYIUNG NTATIKAG BAABNG, 61w n ofeia nmatitida A n
evePYOG loyevAG Aoipwén, n xopriynon XnHeloBepareiagn
n Sievépyela HSCT mpémet va avafdailovrtal uéxpt tn BeA-
Tiwon TNG NMATIKAG AgtToupyiag. Zto idlo mAaioto, acBeveiq
pe emimeda peppitivng 1.000-3.000 mg/dL vmrof3aAAovtal
o€ Bloyia AmaTog | EAacToypaAPia TTPOG EKTIMNON TNG
ivwong kat og nrratikn BAARN Aappavouv mpoeuAaén ya
T0 oUvSpopo SOS. Xe emineda pepptitivng >3.000 mg/dL,
OLVIOTATAL N EVTATIKA Ogparieia amooidripwong mpiv amo
T Bloyia nmatog kai tn Sievépyela HSCT.

ATTO TOUG (PAPUAKEUTIKOUG TTAPAYOVTEG, TO APKTO-O€-
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o&UXOAIKO 08U €ival N pévn ouacia pe caery évéel§n otnv
mPEOANYN SOS. ZUPPWVA PE APKETEG MIKPEG MENETEC NN
KAl LETA-AVAANUON 3 HEAETWV, N XPoN ApKTO-8£0§UXONIKOU
gival amoteAeopatiky otnv mEOANYn SOS petd and HSCT, 28
w¢ povoBepareia ) kat og cuvduaoud PE VTEPIUTTPOTION.
Emiong ouoxetiCetal pe peiwon tng emimtwong nrmatotoéi-
KOTNTAG, HEIWON TNG oUXVOTNTAG EPPAVIONG CUVSPOOU
HOOXEVUATOG EvavTl eVIoTH, KaBwWG Kal BeATIwWoN TNG OAIKNAG
emBiwong.?’ Ma TNV MPOPUAAKTIKH XPriON VIEPIUTPOTIONG,
Ta Sedopéva mpoépyxovtal amd peAeTn dong lll og maidid.*®
TG OASEC LYPNAOU KIVEUVOU, N VTEPIUTTPOTION TTpoAApBAVEL
TNV ggpavion SOS kat mapdAAnAa cuoxeTifetal pe peiwon
NG EMMTWONG CLUVSPOOU HOOXEVHATOG EVAVTL EEVIOTH Kal
HEWMEVN BapUTNTA TOL. BaCIKOC TTEPLOPIOUOC TNG MEAETNG
givat n pn agloAéynon tng emidpacng TnG oTnV TEAIKN EMI-
Biwon. H xpnon tng nmapivng odriynoe o€ avtikpoudpeva
amoteAéopata. Meta-avaluon 12 peetwyv o Seiypa 2.782
aoBevWV yla TNV TTIPOPUAAKTIKE XOpriynon KAAGLKAG 1 Xa-
UNAOU HoplakoUL Bdapoug Nrrapivng avéSel&e pn oTatioTikA
ONMAvTIKA Heiwon TnG emimtwong SOS.*" Mpénel va onuelwOei
OTL 0€ ONEC TIG UeENETEC Sev UM PXE ONUAVTIKA Stagopd oTn
ouXVOTNTA EUPAVIONG AIHOPPAYIKWVY ETIIITAOKWV UETAEY
TwV OMASWV NMapivng Kal Twv opddwy gAéyyou. Av Kat n
QAVOMOLIOYEVELA TWV TTANBUCUWV PEAETNG AANA KAl TNG UE-
Bodoloyiag épeuvag Sev emitpémnel TNV e€aywyr] AoPANWV
OCUUTTEPACHATWY, OPIOHPEVA KEVTPA UETAMOOXEVOEWY TNV
€VTACOOULV AKOUN OTN OTPATNYIKA TTPOANYNCS SOS.32 AN\olL
TTAPAYOVTEG TTOU HEAETHONKAV Kal a&loAoyriBnkav w¢ avarmo-
Teheopatikoi eival n mpootayhavdivn E1, n mevto§u@uiiivn
kat N N-akeTUAOKUOTEIVN.? ZTNV TAElOYNPia Twv aoBevwy,
Ol TIPOOTIAOELEG ETTIKEVTPWVOVTAL OTNV TPOTIOTTOINON TwV
oxeTi{OueVWY HE TN Bepameia Mapayovtwy KivoUvou, Tr.Y.
HUE TN XPION TWV UIKPOTEPWV ATTOTEAECUATIKWY SOCEWV
Kal TNV €mAoyr Twv AtlydTEPO NMATOTOEIKWY TIAPAYOVTWV.

5. HOATIKH NEAIQZH

H nmatikr meAiwon amoteAei aouvriOn KAVIKN ovToTNTa,
Tou Xapaktnpiletal anmd TNV MaPoLsia HIKPWY, aKavovl-
OTOU TTEPLYPAMMUATOG, KUOTIKWY OXNMATIOUWY HE AIHATNPO
neplexopevo.* Evtomiovtal cuxvotepa 0To AMAp, CLUVABWCG
HE TN popen SlIAoTTapTWV AANOIWOEWY, AV Kal UMTopPE( va
mapatnenBouv Kal oe AAAa dpyava 0w OTOV OTIARVA,
OTOV HUEANO TWV 00TWY, OTOUG AEUPASEVEG KAl OTTAVIOTEPA
OTOV OTOMAXO, OTO EVTEPO, OTO TMAYKPEAG, OTOUG VEPPOUG,
otoug mmapabupeoeldeic adéveg kal otnv unéguon.* H
vOOO( €ival CUXVOTEPN OTOUG EVAAIKEG KAl N ETTMTWON
¢ Sev mapouoidalel Stagopd petaly twv Vo PLAWV.>
H maBoyevetikny Tng Bdon amotelei avTtikeipevo épguvac.
Q¢ mBavoi unxaviopoi €xouv mpotabei n avénuévn mison
€VTOC TWV KOATTOEIOWV Kal N cuvakoiouBn BAAPN tou

H. MANH kat ouv

TOIXWHATOG TOUG WG ATTOTEAECHA TNG TTAPEUTTOSIONG TNG
AIUATIKAG ATTOPPONG aTto To NIap, N €§ANENPN TOL NTTATIKOV
TTAPEYXUMATOC OTO TTAQICIO NITATOKUTTAPIKAG BAABNG Kal
n Mpwtonadric Siatapayr) Tou ayyelaKoU TOIXWUATOC TWV
KOATTOEIOWV.* OL TTAPAYOVTEG TTOU €XOUV WG TWPA CUCXE-
TIOTEl e TN VOOO €ival @dpuaka Kal Toéiveg, autodvooa
voonuata Kat Aolpwdn aitia.*?

DapUAKEVTIKEG OUGIEG TTOU €X0UV evoxoTrolnBei eivat Ta
OTEPOEISH, TA ATTO TOU OTOHATOC AVTICUANTITIKA, N pebotpe-
&atn, o1 Belomoupiveg, n alaBelompivn Kal oL XNAIKEG EVWOELS
o1drpov, v amo TIG Toiveg To apoeviko.> Emi mAéov, n ka-
TdxpNnon AlBuAikng aAKOOANG arrotelei mMBavr artia, KaBwg
eAatTwvel ta emimeda tn g y\outabeldvng, ouciag pe mpooTa-
TeUTIKN 8pdon OTO ToiXWHA TWV KOATTOEIOWV.***¢ H vooog
€XEL EMIONG CUOYXETIOTEL e MANBWPA voonuATwy, 0w Ta
veomAdouaTa, 18iwg Ta Aep@oUePTAACTIKA voorjpata,®
n aptnpitida Takayasu, n KAnpovoulkn TNAAyyElekTaoia,
N MPWTOTIABNG EVTEPIKN AEMPAYYEIEKTACIA, N KUOTIKA
ivwon Kat n KoI\oKAKN.>* Ava@opIkd e Ta Aotpwdn aitia,
n meNiwon €xel meplypagei oTo MAaiclo Aémpag, puuatio-
ong, oLPIANG, Aoipwéng amnd ta €idn Rochalimaea henselae
Kal Rickettsia quintana, ka®w¢ kat Aoipwéng Pe Tov 10 TNG
avOpwTIvNG avoooaveNApKelas.* e Tooooto 20-50% Sev
avayvwpiletal capng eKAUTIKN artia.>

H nmatikn mehiwon mapouotddel KAIVIKA TTopEia Tou
KUMOIVETAL ATTO ACUUMTWHATIKA €W¢ AmeNTIKNA Yia TN (w33
Katd kOplo AOyo S1atpéxel ACUUTITWHATIKA KAl ATTOTENEL
TUXQIO EUPNUA OE ATIEIKOVIOTIKO ENEYXO. ZTIG KAIVIKEG EKON-
Awoelg TNG mepIAapBavovTal n nmatoueyalia, Tou Umopei
VA TIPOKOAEl CUUTTTWHOTA K TIIECEWG OTIC YEITOVIKEG SOUEG,
0 aoKiTNg, N XoAdéoTtaon kat omavia n pRén tou Amatog”
1 KUOTEWV PE TIPOKANON alpomepItovalov. TéNog, Exouv
KOTAYPOAQEL KAl TIEPITTTWOELG NTTATIKAG AVETTAPKELAG. 38

H Sidyvwon tng vooou amotelei mpdkAnon, kabwg ot
QATTEIKOVIOTIKOI TNG XAPAKTHPEC €ival un €181koi. Ot KUOTEIG
mapouctdlouv SidpeTpo anmod Aiya XIANooTd éwg >4 cm.
To unepnxoypd@nua avadelkviel cuviBwg TNV UTTApPEn
WeUSOKUOTIKWY GXNUATICHWY, N TTUKVOTNTA TWV OTToiwV
kaBopiletal BAcEL TNG TTUKVOTNTAG TOU YEITOVIKOU TTAPEYXUV-
patog. ETol, 0€ OTEATWON TOU NTTATOG EiVAL UTTEPNXOYEVEIG,
EVW OE LYLEG TTAPEYXUMA N NXOYEVELA TOUG eival pelwpévn. H
e&€taon Doppler givat Suvatov va avadeiel Tnv eowTepIKn
Kal méPLE TNC BAARNC ayyegiwon mou Spwc Sev apKei yia tn
Sidyvwon. H xprion oklaypagikov mpoodidel otig BAABeg
TOV XapakTApa oTtoxou, AOyw TNG KEVIPLIKAG TPdoAnwNng
autou.* Ttnv afovikn Topoypagia, n voéoog ameikovietal
WG TTOANATIAEG €0TiEG XapNAOU orpatog. Ta emi pépoug
XOPAKTNPLIOTIKA TwVv BAaBwv e€aptwvTtal and tov 3abuod
OpSUBWONCE TOU AiMATOC Kal N TTUKVATNTA TOUC TTOIKIAAEL Z€
OPIOMEVEG TIEPUTTWOELG TTAPATNEOUVTAL KAl ATTOTITAVWOELG,.
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H xprion tng ayyeloypagiog dev cupBaAlel otn Sidyvwon,
KaBwWG avadelkvUel TNV UTTAPEN TTOAATIAWY UTTEPAYYEIOUE-
vwv 6wV KATd TNV KaBuoTtepnUévn apTNPLOKK PAoT, TTOU
€vioXUOVTAl OTNV TTAPEYXVUATIKN Ao Kal Slatnpouv Tnv
gvioxuon Kal Katd Tn AEPIKNA.

H StayvwoTtikn e§€taon ekAOYG gival n payvnTtikni
Topoypagia (magnetic resonance imaging, MRI) ue evéo-
PAEB10 oklaypa@iko. O Babuog Bpoupwonc kabopilsl Ta
XOPOAKTNPIOTIKA. XTI T2 akoAouBieg, ameikovifovtal wg
gotiec avénuévng mukvotntac. AvtiBeta, otic T1 pmopsi
va gival urd-, 1006- 1] UTTEP-TIUKVEG OE OXEON ME TO LYIEG
nmap. Onwc kat otnv afovikn £€TolL Kal €5wW, N KATAVOUK TOU
OKIAYPAPIKOU YiVETAL AT TO KEVTPO TTPOG TNV TTEPLPEPELQ,
av Kal £X0OUV KaTAYPOA@EL Kal TIEPIMTTWOELG KATA TIG OTTOIEG
oupPaivel To avtiBeto.®

H Siagopikn didyvwon eival evpeia kat mepAapBAavel
Ta NMATIKA adsvwpuata, Ta alpayyeiwpata (Stagoplkn
Stdyvwon BAcel TNG KATAVOUN G TOU OKIAypa@PIKoU), TNV
€0TI0KN 0lwdn urtepTAACia (XaPAKTNPEIOTIKO TIPOTUTIO OKI-
aypd@nong), Ta NMATIKA AroCTAUATA (TO TTEPLEXOUEVO TOUG
Sev mpooAapBAvel TO OKIAYPAPIKO), TIG UTIEPAYYEIOUEVEG
METAOTATIKEG EOTIEG KA TO NTTATOKUTTAPIKO KAPKiVwa (Xa-
PAKTNPIOTIKO TTPOTUTIO OKIAYPAPNONG).* Zuxvd, OpIOTIKA
Stdyvwon tibetal povo Ye TNV IoTOAOYIKNA €€€TAON, N OTTo(A
OMWCG evéXeL TOV KivOuvo alpoppayiag. MokpooKOTIKA (T1.X.
o€ Aarmapookomnon) avayvwpilovtal alpopPAyIKES KUOTELG
TOIKIANG Slapétpou mou TTPoodidouv O0To ATTAP XOPAKTHA-
pa «eABETIKOU TUPLOU». MIKPOOKOTIIKA, avayvwpilovtal
SVo TUTIOL: N MAPEYXUMATIKN TTEAIWON, KATA TNV oroia ot
KUOTIKO[ oxnuatiopoi Sgv mepBAaNlovTtal amd KOATTOEISIKA
KUTTapa 1 ev8oBNALo, Kal N GAEBEKTACIKN TTEAIWON, OTTOV
Ol KOIANOTNTEG KaAUuTTTovTal amd evdoBnAlo i vwdn 1016.3

Ta apBAnxpd Kat pn 181KA CUPTTTWHOTA TNG VOoOoUL 0dN-
YouUv cuxvd o€ kaBuoTtépnon otn diayvwon. ETol, n vooog
urmopei va mpooBANNEL KOBOAIKA TO NTTATIKO TTAPEYXUMA,
odNyWVTaG O€ NTTATIKI AVETTAPKELQ. 3€ TETOIEG TTEPUTTWOELG
€XEL EQAPUOOTEL PE gmTUXIA N pETAPOOXELON ATTATOC.*
H ouvrBn¢ Bepaneia ival n Tautomoinon Tou eKAUTIKOU
TapdyovTa Kal n armoudkpuvor tou.>* Emi empovic n pn-
&N¢ Twv KoOTATWV N Bepareia cuvioTaTtal O EKAEKTIKO
EUPOANIOUO N XEPOULPYIKNA alpdoTacn.>>3

6. KAHPONOMIKH AIMOPPATIKH THAATTEIEKTAZIA

H KAnpOVOUIKN alpoppaylkr TNAQYYELEKTACIA 1) OUV-
Spopo Osler-Rendu-Weber sival onavia diatapayr ye
emmoAacpuo 1/10.000 KAl AQUTOCWHLKOS ETTIKPATOUV TIPOTUTIO
YEVETIKNG peTafBifaonc.’? H yevetikn Tng faon ivatl petah-
AA€elg Twv YoviSiwv SlIapeUBPAVIKWY TIPWTEIVWY TTOU CUM-
HETEXOUV OTO HOVOTIATI CNUATOSSTNONG TOU PETATPETTIKOU
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avéntikou mapayovta-f (transforming growth factor-@3,
TGF-B) kat ekppalovtal Kupiwg oTo ayyelakd evboOnAio.’?

H véoog xapaktnpiletal amd ayyelakég Siapaptieg mAn-
Bwpag opydavwv.®? O1iatapaxég otn Soun Twv ayyeiwv me-
p\apBdavouv TNAAYYEIEKTACIEG UE TN HoP@r] SIATACEWY TWV
HeTaTPIXOEISIKWV PAERISiwY, KaBwWG Kat TToIKIAOU peyEBoUG
apTNPELOPAEPIkEG avaoTopwoels. Ot BAGReg evtomiCovtal
oto &€ppua Kal 6Toug BAEVVOYSVOUG, GTOUG TTVEUHIOVEG, OTOV
EYKEQPANO, OTOV YOOTPEVTEPIKO CWARvVA Kal oto frmap.?’
O KAWVIKOG @atvoTunog e€aptdtal and TNV eVIOTION TwV
AYYEIWOKWV PAABWV Kal TNV EUTTABEIN TOU AYYEIAKOU TOUG
TOLXWHATOG, TTou KaBopilel TN POTIH) TOUG TIPOG Aloppayia.
H ouvnBéotepn KAWVIKA €lkdva Xapaktnpiletal amd moAa-
TAEC TNAAYYELEKTAOIEC 0TO S€pUa Kal oTou¢ BAevvoydvoug
He ouvod6 TTEPIOTACIAKN PIVIKNA emioTtaén oto 90% Twv
MEPIMTWOEWV. NapatnpouvTal €MioNG YAOTPEVTEPLKEG aAl-
Hoppayieg 0to 20% Kal TPOGBOAr TOU KEVTPIKOU VEUPLIKOU
ouoTAMATOC o€ €T TAé0V 20% TwWV acOevwv.?!

Hmatikn mpoofoAn avayvwpiletal oto 8-31% twv
TIEPUTTWOEWY, AV KAL TO TTOCOOTO UMOPE( va TTIpooeyyilel TO
41-78%.% O1ayyelakég PAAREC Tou AMATOC KuaivovTal amd
ULIKPOOKOTIIKEG TNAQYYELEKTACIEG WG EVUEYEDELG AYYEIAKEG
AVOOTOUWOELG. AEITOUPYIKG, Ol TEAEUTaiEC SlakpivovTal o€
APTNPEIOPAEPRIKES, APTNPIOTTUAAIEG KAl TTUAALOPAEBIKEG. 0
JuumTwHata epgavifel To 8% Twv ACOEVWV PE NTTATIKA
MPOGCBOAN, CUXVOTEPA Ol YUVAIKEG, KATA HUECO OPO OTNV
nAia Twv 30 €Twv.”? O TUTTOC TWV EKONAWOEWV Kabopiletal
ard TO ETMKPATOUV TTPOTUTIO AYYEIOKWY AVACTOUWOEWYV Kal
TNV EMMTWON TOUG OTN CUVOALKH NTTATIKI AUATIKI TTAPOXH.
Adpd, Siakpivovtal Tpia KAVIKA cuvdpoua: kapdiakn ave-
TIAPKELA PE auEnpévo KAdopa eEwBnong, MuAaia uéptaon
KAl Ol EMITAOKEG TN, KABWCE KAl SIaTapaxéG Twv XoAn@opwv.*!

H kapdlakn avemdpkela ival To amoTéAECUA AvaoTo-
MWOEWV HETA&L NTTATIKAG apTnpiag kat @AERWY, Tou odnyei
TEAIKA o€ avénuévn EAEPIKA emMmoTpOo@n Kal avénon tou
npo@opTiou TN Se€1A¢ KoINiag. € auth TNV TEpPIMTwon,
OTNV KAWVIKN €IKOVA KUPLAPXOUV ONUEIA KAl CUMTTTWHOTA
kapSlakng avemdpkelag (SVomvola KOTwoNG, AoKITNG Kal
TEPIPEPIKA O18ripaTa).

H ek&nAwon muAaiag uTTEPTAONG €ival TO ATTOTENEC A
av€énNong Tou KUKAOPOPOUVTOG OYKOU ailaTog otV mulaia
PAERa, n omoia Séxetal PEPOC TNG AMATIKAG PONG TNG
NMatikng aptnpiag Sid péoou evpueyEBwV apTNPLIOTTUAAIWY
AVOOTOMWOEWV. H onuavtikr dtaguyn and TNV Nmatikni
aptnpeia f TNV MUAaia mPog TIG NTTATIKEG AEREG odnyei el
A€oV o€ Xpovia NIATIKY oxalpia kat avantuén o{wdoug
aAvVayevvNTIKAC uePTTAACiag, CUMBANOVTAC TTEPAITEPW
OTNV €UEAVION TTUAAIAG UTTEPTAONG. ZUXVOTEPA EKONAW-
VETAL PE TNV aVATITUEN AOKITIKAG CUANOYNG KAl TTLo oTTdvia
UE KIpooU¢ Kal Kipooppayia.®
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H 1oxauia gival o Bacikodg maboyeveTIKOG UNXAVIOUOG
KAl 0TNV TTPOCBOAN TWV XOANPOP WY, N ALUATIK TTAPOXH TWV
OTTOIWV EAATTWVETAL ONUAVTIKA HECW «UTTOKAOTIAG» AIATOC
Ao TNV ApTNPELAKK KUKAOQOPIA TIPOC TIG NITATIKEG GAEPEeC.?
Ot BAABeg evtomiCovtal ota evdo- Kal 0Ta €EW-NTMATIKA
XOAN@OPA. XapaKTNPIOTIKA EUPHMATA ATTOTEAOVV O CUVSU-
QOHOG OTEVWOEWV/SIATACEWY TWV XOANPOPWV Kal 0 OXN-
HATIOHOG KUOTEWV XOAAG. H KAVIKE €lIKOVA KUpaiveTal amod
TNV ACUPTITWHATIKA av&non TNG AAKAAIKAG @uo@aATAong
€W TNV ERPAVION XONOOTAONG HE N XWPIG XoAayyetitida.*
2Avia aANA KATAOTPOPIKN EMITAOKN €ival To cUVSpPOO
NG «nmatiknig Stdomaong» (hepatic disintegration), katd
TO OTT0{0 N VEKPWGON TOU KOIVOU XOANS&OXOU TOPOU GUVO-
SeveTal amd NIATIKN IoXalia Kat vékpwon. To cuvépopo
ekdnAwvetal pe o0&V dyog Se€lou umoxovdpiou pe cuvodo
XoAayyetltida i Kal NIaTikr alpoppayia.’?

H tekpnpiwon Tng nmatikii¢ mpooBoAr¢ Baciletal oto
IOTOPIKO AANA KAl OTIG ATTEIKOVIOTIKEG TEXVIKEG. ZNUAVTI-
KOTEPN OAWV gival n eAIKoeldN ¢ a§oviKn Topoypagia, Tou
avadeIkVUEL TIC apTNPIOPAERIKEG AVACTOPWOELS, KAOWG
Kal BAABEC TwV XOANPOPWV TTOU TIPOCOHOLAlOUV PE au-
TG TNG vooou Caroli } TNg mMpwTtoma®oU¢ OKANPUVTIKNAG
xohayyetltidag. >4

Ta onueia Kat Ta CUPTTTWHATA TNG NTTATIKAG VOOOU
akoAouBouv mopeia pe e€APOELG KAl UPETELG, UTTO TNV
emidpacn avacTpEPIUwy mapayoviwy emdeivwong TNG
NIATIKAG KUKAO®Opiag, Omwg cuvurtdpxouod Aoipwén n
ekdnAwon taxukapdiag. TEAIKA, N OvnTtdTnTa €mi NTTATIKAG
mPoooArg urtoloyiletal oto 8-10%.%

H avtipetwmion eival katd kKUplo AOyo cuvtnpNTIKr/
CUMTTTWMATIKE. MNa TNV Kapdlakn avemdpkela e@appoletal
TTEPIOPIOHOG OTNV TPOCANYN USATOC, XPrion SloUPNTIKWV
KOl AVOOTOAEWV TOU PETATPETTIKOU €v(UHOU TNG AYYELO-
Taoivng Kal avtiappuBbukl aywyn i evosifewv. MNa tnv
TIUAQQ LTTEPTAON, Ol APXEG AVTIMETWTIIONG €ival {Bleg OTIWG
OTOUG KIPPWTIKOUG aoBeveic. MARpn avtanokpion otnyv v
Aoyw mpocéyylon mapouoidlel To 63% TwV aoOevwy, VW
o€ éva emi mMAéov 21% eMITUYXAVETAL HEPIKOG EAEYXOG TNG
vooou. g oéa cupapata, OTTwG cof3apr YOOTPEVTEPIKN

H. MANH kat ouv

alpoppayia, Umopei va epappooTei eUBoAIoUOG 1 TTepideon
TNG NITATIKNAG apTnEiag, Opwg o Kivouvog VEKpWOoNG Tou
NTTATIKOU TTAPEYXUHATOG 1] TWV XOAN@OpwV givat UPNASG.
EvSelkTikd, n OvnTtdTnTa TNG OUYKEKPIPEVNG HEOOSOU avép-
XETALOTO 10%.%%%4 H HETAPOOXEVON NITATOC ATTOTEAE( TN OV
OePATTEVUTIKN ETMAOYK] O€ TIEPITTWOELG EKTETAUEVNG NTTATIKAG
MPOGCBOANC, eMTUYXAVOVTAC PakpoTipdBeoun emPiwon
™G TN Tou 82-92%.% Kal o€ aut TNV MePIiMmTwon, n
HETEYXELPNTIKA BvnTtoTNTa €ival uPnAn, mpoaoeyyilovtag
T0 10%.% MeA\ovTikd, B¢on otn Bepareia evdéxetal va
QTTOKTAOOUV VEOTEPOL OTOXEVUTIKOI TTAPAYOVTEG, ME KUPLOUG
EKTIPOOCWTTOUC TOUG AVAOTOAEIC TNG ayyeloyéveonc. Ewg
TWPAa, Ta dedopéva amod tn xprnon TnG UmeBact{oupdaumng
(bevasizumab), avactoAéa tou ayyslakol evéoOnAlakol
avénTtikou mapdyovta (vascular endothelial growth factor
inhibitor, VEGF inhibitor), o pkpéc oglpéc aocBevwyv pe
NTTATIKN TTPOOBOAN Kal KAPSIaKr aveMAPKELD UE AUENUEVO
KAdopa e€wOnong katadeikvuouv BeATiwon TG KapSlakng
Aertoupyiag €éwg kat 0to 70% twv acBevwv.”# Avapévovtal
MEYOANUTEPEG UENETEG V1O TN OTAOUION TOU KOOTOUC/OPENOUG
Ao TN XPrion Twv v Adyw apayovTwv.

7. ZYMMNEPAXMATA

Ol aouvnBEIC ayyEIaKEG TTABNOELG TOU ATTATOC ATTOTEAOUV
SlayvwoTIKn Kal OgpameuTikn TPOKANGCN YIA TOV KAIVIKO
1aTPO. OL N E18IKEG KAIVIKEG KAl EPYACTNPLOKEG TOUG EIKOVEG
KABIOTOUV TNV TAUTOTIOINON TNG EKACTOTE AYYEIOKAG VOOOU
Suoxepn. EE ioou SuokoAn gival n amocagnvion tTng UTTo-
KE(MEVNG auTiag, KaBWG ol ayyelaKkéG vOooL UTTOPE( va amo-
TENOUV €KPPAON VOGOAOYIKWY OVIOTATWY TTOU EKTEIVOVTAL
o€ eupL pdopua TG MNaboloyiag. Emi mAéov, Ta SeSopéva yia
ToV oXeSlaopd TNG PEATIOTNG BEPATIEVTIKNG TTPOCEYYIONG
TIAPAUEVOLV EANTTH, KABWE TTpoEpyovTal amo UIKpS aplOuo
MEANETWY, O€ Aiyoug aoBeveic. [Na tn BeAtiotomoinon Aotmdv
TNG MPOYVWONG ammalTeTal apXIKA N €E0IKEIWON TNG LATPIKAG
KOWvOTNTAG HE Ta €V AOYyw voonuata. EmBAaAketal emiongn
SLEVEPYELQ TTIEPIOCOTEPWV LEAETWY, OE PEYOAAUTEPO APIOUO
aoBevVWV, e OTOXO TNV e€aywyr ACQANECTEPWY CUUTIEPA-
OMATWV Yla TNV eVOESEYPEVN AVTIMETWTION.
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Portal vein thrombosis and Budd Chiari syndrome are the most widely known vascular diseases of the liver. Over

time, however, a number of rarer vascular diseases with significant morbidity and mortality have been identified,
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which form a heterogeneous group with variability in pathophysiology, clinical presentation, prognosis and indicated
treatment. Idiopathic portal hypertension is a rare disease of unknown origin, leading to clinically significant portal
hypertension. Liver function is usually preserved, its natural course is benign, and the treatment is primarily symp-
tomatic. Obstruction of the hepatic artery is manifest as ischemic cholangiopathy syndrome, which ranges from an
asymptomatic disorder to a life-threatening condition that may require liver transplantation in its final stages. Sinu-
soidal obstruction syndrome is caused mainly by intensive chemotherapeutic regimens administered in preparation
for stem cell transplantation. Use of more conventional dosage and the avoidance of hepatotoxic agents reduce its
incidence. Hepatic peliosis is characterized by the presence of diffuse blood-filled cystic spaces in the parenchymal
organs, including the liver. It has been associated with toxic, immunological and infectious factors, and the most ap-
propriate therapeutic approach is identification and treatment of the underlying cause. Hereditary hemorrhagic tel-
angiectasia is associated with hepatic involvement in 8-31% of patients, in whom it gives rise to vascular malforma-
tions of varying size. In the case of advanced liver involvement, transplantation is the only definitive treatment. In
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the future, new forms of treatment may improve the outcome of these conditions.

Key words: Hepatic peliosis, Hereditary hemorrhagic telangiectasia, Hyperplasia, Nodular regenerative non-cirrhotic portal hypertension,
Portal hypertension, Sinusoidal obstruction syndrome, Vascular liver diseases
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