KaAonOeic eotiakec BAaBec
ATTOLTOG

Xapa Kpavidwtn
MNaBoAoyoc — HatoAoyocg
ErtipeAntpua A" E2Y, B Mavenotnuiakn MaBoloyikn KAk
Imtrokpatewo NA




Elcaywyn

KaAonBewg eotiakée PBAABec NAmato¢ =  stepoyevic opada
«oAAOLWOEWV» SLAPOPETIKAC KUTTOPLKAC POEAELONG

» JuvnBwc tuyaio elpnua (eotiakn BAABN) O ATTELKOVLOTIKO EAEYXO

= US

= CT

= MRI =Y{nAn O6layvwotiky ofioc (avadeln, evtomon,
XOPOKTNPLOUOC, EEALPECLLOTNTA, OVTATIOKPLON OE APEUPBACELC)
2Ttox0C: Na in «XAooUME» €vav KaKorOn Oyko Nmatoc

> Tlowa €lvaL N N MPAKTIKA ONROOLO TNEC YWVWOEWC & dLayvwonc autwy

TWV «NTTOTIKWV XAAOLWOEWV»

1. Xeplopocg (management) omaviwy, aAAA CNUAVTLKWY ETIITAOKWV:
aLpoppayia & kakonodnc e€aAlayn
2. Awdopodiayvwon kakonbeLag




Baowkn dLtepevvnon
£0TLAKNC NTTOTLKAC BAABNC

» ArnelkovioTtiko elpnua (US) = lotopiko aacBevoug

" [ati €ywve n €&€taon (tuxala?, cuPMTWHOTA?, NTOTIKO VOONUQ?,
Kippwon?, AGAAO voonua?, LOTOPLKO KakonBelac?, TmaBoAoYLKOC

EPYQOTNPLOKOG EAEYXOG?)
= KOWWVLKO LOTOPLKO - Tagidt (apoPadiko anootnua)
" Qapuoaka (olotpoyova, avtloUAANTITIKA, avdpoyoval)
= KAWVLKNA e€€Taon
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=l T3
L)
TH N LTV

T
o

> Eni apdBoAioc MRI / Bodia Amatoc

» E&eldikeupévn Latpikn opada (MDT)



AmelKovion Qmoto¢ HE okltaypadnon

AutAn mopoxn atpatoc oto Aroap: 20% aptnplokn / 80% nuAaia

AwadopeTKO «pattern» atpdatwonc petaél Tou Gykou Kat tTov ¢puacLoAoyikol
TLOLPEYXUHOTOC

* JKlaypadnon:

— Aptnpwakn  &$Aon: UMEPOYYELOUUEVOL OYKOL OKLAYpPA@OUVTOL, EVW TO

TTOPEYXUUO OXL AKOUQ (UTTEPTTUKVOL OYKOL OE UTTOTTUKVO NTtap)

— MuAaia daon: otav to mapeyyvuo opxilel va eVICXUETAL O UTTEPOYYELOULEVOC

oykoc¢ eéapaviletal # UTTOTTUKVOL OYKOL OE UTTEPTTUKVO NItap

— DAon LGoPPOTLAC: TO OKLAYPAPLKO PEVUYEL Ato To apeyyuua. OL OyKoL yla va

glval opatol MPEMEL E(TE va YaVOUV TO OKLAYPAPLKO TTLO ypNyopo 1 1o apyd
Qo To PUOLoAoYIKO rtapeyxuua. [pryopn anwAela okiaypapikou (fast tumour
wash out-ypelalstol VEOTMAQOTIKA QyyEia) 1 TOPAUOV-KOTAKPATNON TOU OE

iy atpayyeiwua (blood pool), tvwédn toto [kapa (HKK), ouAn (scar FNH)]



MRI - EEEAlYLEVEC TEXVIKEC

» Diffusion weighted images (DWI)

» Hnoatoelbikég oklaypadikéc ovoieg (Primovist) - Suvapki e€€taon:
npooAnyPn armo ta nratokuttopa & anekkplon dta tng xoAnc (50%)
* oaptnptakn (12-20 s), muAaia- dAeBikn (40-60 s), daon Loopporiag (120-150 s)

e nratoeldikn daocn @ 20 min

Evbeiéelc:

® Jtowelo dUCLOAOYLKOU NTIOTIKOU TIOPEYXUMATOC HUE OLOTAPAYHEVN OPXLTEKTOVIKA

(FNH) - 1 dltayvwoTikn olyoupla
® adevwpoa MpooAapBavel # alpayyeiwpa
® QmEKKPLON HEOW XOANdoOpou ocuotpatoc (Asettoupykn mAnpodopia)

® Tmpoeyxelpntikn avixvevon HKK: T evatoBnoia yia HKK <1 cm



EmumoAaopog kaAonOwv sotiakwy
BAaBwv Qratog

KAAOHOEIZ EZTIAKEZ BAABEZ

-

Hepatology Communications. 2024;8:€0560. VAASLD



ALLOYVELWHO ATIOTOC



EmidnuioAoyia

» O ouyxvotepoc kaAonbnc OyKoc NTATOC
(0.4 — 20% otov yeviKO TANBuouo)

» Tuxailo eVPNUA OE ATIELKOVLOTIKO EAEYXO

» Avbdpec /Tuvaikec:1/1.2-6

» 2e OAec TIc nAkiec / ZuvnBwc: Muvaikec 30-50 eTwv

> JuXVA UKPA <4cm / povhpn & aOUUTTTWOTIKA



MoaBoloyoavatopio
. MOKPOOKOTILKA.:

* TIEPLYEYPOUMEVN  ayyeloBplOng  pada
(kOKKWVO/UTTAE)

e <4cm-capillary, <10cm-peoaia, >10cm-
ylyavtiaio/cavernous.

e Kamowu Babuol ivwon, amoTitoVWOELS
N BpopPwoelc punopel va mapatnpnbouv
ota peyaAutepa

M LKPOOKOTILKAL:

2npayywoEeLg ayyelakot XWpPoL,
Staxwptlopevol ano Aemto evdoBnAlo Kal
vwon pepBpavn mokidou maxoug

*UIKPA  OLpMAYYELWUHOTO  UTTOpoUV  va
yivouv teAeiwg vwTIka:

«OKANPWTIKO  alpayyeiwpo» A/A  pe
Kakonen oyko




NaBoducioloyia — pucikn Lotopia

» Mn emBnAlakol oykot

» MabBoyevela (?): mBava cuyyevn 1l /& opHoOVLIKA oLt
» Aldyutn atpayyelwpatwon — Redu-Osler-Weber vooocg

> [yavtialo: Tovo

2uvépopo Kassabach-Merritt (oxetiletat pe kaBes  peyalo
OLUOYVELWHIA, HLKPOOYYELOTIOONTLK OULMOAUTLK OVOLULlOL KOl €K
KATOVaAWOEWC dlatapoyn mMNKTLKOTNTAC)

» MBavotnta pAénG: <1% ( >5ek / mAaywa 6€on)



Awdlyvwon

US Alayvwon

2tnv npaén: Alpayysiwpo

. US xapaktnplotikn amnewkovion “hyperechoic mass”
(MepLyEYPappEVN, OpOLOVEVFG, auEnpEVNG evtaoswc) | NAL
. OxL unoYia veommAaGHLATIKAG VOOOU /

. DUCLOAOYLKOC EPYOLOTNPLAKOCEAEYXOG

CT or MRI (sens/spec >90%)




CT /MRI: to naBoyvwpnoviké 6nUeio TOU QLY YELWHOTOC:

nepldpepkn, olwdnc oklaypadnon, |n GUVEXACS EVioXuon Kol TPOOdEUTIKO
OAOKANPWTLKO YEULOMA o€ KoBuotepnpéveg AP e / akoAouBel thv
£€vtoon OAMATOC TOU LipaAToC (LKPA TPLXOELST) — OLOLOYEVH TIPWILLN

npooAnyn(flash filling) / okAnpuvtikd — xapunAng €évtaong ocriplotoc)

Apt ©

NuAaia @

KaBuotepnpuévn ©



MRI

CEUS

Fig. 1. A typical hemangioma adjacent to FNH on MRI and CEUS. (A and B) The lesion (haemangioma white arrow) is strongly hyperintense on T2 and hypointense on T1.
(C-E) On contrast-enhanced images, the lesion shows peripheral and discontinuous enhancement followed by complete fill-in on delayed phase imaging. (F-H) The same
enhancement is seen on CEUS. Note that the hemangioma is adjacent to a FNH that does not contain a central element.



ALpayyeiwpo
MopakoAovOnon - AVILLETWILON

» MAelovotnta aacBsvwv: Zuvtnpntka (EL: 11-2, GR: 1)

» Turukn popdn <3ek: povo US yua duayvwon ((EL: 1-2, GR: 1)

» Noyw kaAoniBouc mopeiag 6 xpelaletol mapakolouBnon os
turukn popodn (EL: 11-2, GR: 1)

» Eykupoolvn & OCPs: OXI avtévdeién (EL: 1ll, GR: 2)

» Xelpoupyeio: €vdetn o KMS (aAAa kot epBoAlopnoc), avénon
ueyebouc, cupntwpatoAloyia (EL: I, GR: 1)



Eotiakn olwédnc untepmAaoia
(Focal Nodular Hyperplasia, FNH)



ErudnuioAoyia (FNH)

2n oe ouyvotnta kaAonBng oyko¢ (0.4 — 3% oOTO YEVIKO
nAnbuopo)

2uvnOwc povnpng (moANamA&g 20 - 30%) & pikpn (<5&k)
2UVUTIAPXEL HE atpayyeiwpa (20%), omavia pe adevwpa

MNopouoia kot aAAwv ayyeloyevetlikwv BAaBwv (Redu-Osler-
Weber, ayeveoia ntuhaiag K.o.)

[uvaikec / Avdpec: 6 /1 (35 —-50 £€tn)

Evkupoouvn & OCPs: 6 cuoyetilovtal



NaBoduololoyia — puoikn totopiar (FNH)

* YneprmAaotiky oaviibpaon - TOAUKAWVLKOC  TOA/OMOC
NMATOKUTTAPWY, O ayyslakn duomAacia (3 dAAn aptnplakn
BAAPn: ocuyyevng atpoppaylkn tnAayyelektaocioco 1 XMO oe
riadikn nAtkia)

— Amnoucio CWHATIKWY UETAAAAEE WV
— AmoppUOuilon yovibiwv OXeTIKWV HE ayyelwokn avadlapopdpwon
(ANGPT)

e J10Bepn o€ PEYEDOC, ACUUTTTWHOTLKI, OTIAVLEG ETILITAOKEC

e Turukn popdn: Keviplkn tpodkn aptnpia (60%) — ouAn (&€.
<3¢eK)




MNaBoAoyoavatopia (FNH)

Fibrous 4% i |

| . Meplyeypappevoc olog, xwplic dlakpltn
: kAo

Kevtplkn wvwdng ouAn
L AR | » Auotpodikd ayyeio péoa otnv ouln
L o AKTVOTE W8N Stadbpoyudtia

* OCoL amo dpucLoAoyLKA nraToKUTTOP

Avooolotoxnpeia: glutamine

“normal liv synthetase (GS+), “map-like pattern”

U

Moptakn avaduvon: Yriepekppaon
yovibiwv mou oxetilovtar ue TGF-6
pathway n ue Wnt/8 catenin target genes
(GLUL =»GS)




Awayvwon (FNH)

Awayvwon:

US: 6Zo¢ pe dtadpopwv popdpwv
NXOYEVELQ
Color Doppler imaging pnopeti va deiel

OlyYEia 0TO KEVTPO

Study time:
Angle VE0°

Proft 4.9 ¢
Taille 2.0



> Kevtpikn ouln

> KoAd meplyeypapévo
Awayvwon : CT

> Xwpic kapa

> Zwnprn OLOLOYEVNC evioxuon ME
KEVTPLKNA aYYELOKN TTapoxn

> [priyopn opoloyevomnoinon

> 2g& kKaBuotepnuévee ¢ACEC N
KEVTPLKA OUAN TIOLPOLUEVEL

Aptnplokn O A

MuAaia @

KaBuotepnuévn ©



Awayvwon (FNH)

Awayvwon: MRI tuTtikd evpripoto

. lodnxoyevi¢ — utonxoyevng otnv T1-weighted anewkovion

. EAappw ¢ untepnxoyevi¢ npog Loonxoyevng otnv T2-weighted anewkovion
. Zwnpn OMOLOYEVIAC Evioxuon

. KaBuotepnuévn evioxuon tng KEVTPLKAG OUARG




NapakoAovOnon — Oepaneio (FNH)
» Xelpoupylkn ektopun AEN evbeikvutal (EL: 11-3, GR: 2)
» QAE ypelaletal mapakoAovObnon (EL: 1ll, GR: 2)

» OAE ypewaletal Swakomny OCPs 11 mopakoAouBnon Kotd Ttn
SLAPKELA TNG EYKUMOCUVNG

> CEUS, CT, MRI: spe 100% (EL: 11-2, GR: 1)

» FNH <3cm CEUS mpoodepel tnv peyaAUTtepn OLOyVWOTLKN
akpifeta (EL: 1I-2, GR: 1)

»> Xe afeBain dtayvwon anatteital Broyia tng PAABNC



Hratokuttaptko AdEvwpa
(Hepatocellular Adenoma, HCA)



EmidbnuioAoyia HCA

Ymaviog oykoc: 0.001-0.004%
(10 dopEc Ayotepo cuyxvoc amo tnv FNH)

A/l: 1/10 (yuvaikec 35-40 etwv)

Tuyaio evpnua: 50%

YuvnOwc povnpeg (70%)

>10 HCA = MoAAamAa HCA [Adevwpudtwon (maAatotepoc 0poc)]

YuvnOwe 6e&Loc AoBoc (70%)



Mapayovteg kKivduvou (1)

Awotopoyn LOOPPOTLOC OPLLOVWV

e AvtioUAAnmtika dtokio (OCPs)
1. Auénon kwduvou pe tn docoloyia

2. Au&non kwduvou pe TN Xpovikn SLapKeLa xopnynong
(>11 €tn =» 25 dopec Mkwvduvou)

3. Yrnootpodn pe tn dtakomn Bepareiog

* AvapoAwka / avdpoyova og aBAntec (houyvotntacg os
avopeq)



MNapayovtec kKivduvou (2)

Awotopoyn LOOPPOTILOLC OPLLOVWIV

(Zmavia)
* Owoyevi HCA
— MODY 3
— A\ odnpovu (B-Bakacooiuia f alpoxpwUaTwon)

— lMukoyoviaoelc (Akivduvocg): mapakoAolOnon pe US

e Klinefelter syndrome, moAukuOTLKEC WOONKeC (avadopEc)

* Nayvooapkio — petaBoAiko cuvdpopo



NaBoducioloyia — pucikn Lotopia

e KAWwVLKOC TOAAOTTAQLGLOLOLOG ano ducloloyika
nratokutTapa

 MeéyeBoc: mm —30cm (>10cm 30%)
o JUMMTWHOTIKO: 40% (Amio aAyoc, tupetoc (1/3))

e EmumAoKEC:

— l.avtopatn pAén N awpoppayia (30%, >5cm ?, efwputika,
EYKULOOUVN, OPUOVEC)

— 2. kakon0n ektponn (5%, avépecg, >5cm, B-catenin)

 Moplakn taéwvopnon (netaAldéelc oe oykoyovidla Ko
OYKOKOTOOTAATIKA yovidLa

(btakpitar (OTOAOYIKQ, LOPLOKD, OQTTELKOVIOTIKA KOl KALVIKQ
XOPOKTNPLOTLKCL)



MopdOAOYLKA XOLPOLKTNPLOTLKAL

To napadeypa twv HKA

'Vwon TwV HOPIAKWYV HETARBOAWYV

2V

KaAuTepn Tagivounon

EKTipNON KivOUVou TITTAOKWV/HKK

S

ATTOTEAECUATIKN AVTIMETWTTION




Mopiakn toéivopnon HCA

1. HNF-1la avevepyo-HCAs:
kataotoAn tov HNF-1a
(hepatocyte nuclear factor)

Hepatocellular Adenoma Subtypes

o JAK/STAT « p-Catenin
activation: CRP+ activation: G5+

2. I-HCAs: pAeypovwdn

B catenin HCAs:
* HNF1a inactivation: 3. be*3HCA
’ '.‘ 4. bex7.8HCA

e FABP+

/
& b

5. Ataéwvounta HCAs
6. shHCAs




HNFla-avevepyo HCA (30-40%)

KataotoAnl HNFla

MetaypadLkog apayovtac ou eUMAEKETAL oTn dltadopormoinon
TWV NTOTOKUTTAPWY & OTov €AeyX0o TOU METOBOALOUO TNG
YAUKOTNG, TNG XOANOTEPOANGC & TWV AUTAPWV OEEWV

v Swpatkn petdoén (ovvndwc)
v TopETIKEC HETOANGEELC (ToAAartAa HCA, MODY3)

KAwwka: cuvnBwc yuvaikeg, cuoyxetion pe OCPs
OXL ETUTAOKEC (aLpoppayia/ onavia KakondeLa)



HNFla-avevepyo -HCA: wotoAoyia

HNF1A
mutations ! 2TEATWON
30-40 %
H-HCA LFABP (liver fatty acid binding protein)(-)

* Anouoia KUTTOPLKNC ATUTTIOC

* Amnouoio pAeyLOVAC

Mutationsin all cases

LFABP UGT2B7
down down

-

Tumor
steatosis




I-HCA (40-55%): pAsyuovwdn n
tnAsayyetektaotoko HCA

MetaAAdéelc mov odnyouv o€
gevepyonoinon JAK/STAT pathway

“oncogene induced
inflammation”

JUXVOTEPQA O€ TTaYUoapKLa,
netafoAko cuvdpopo,
Kataxpnon aAkooAng, xprnon
OVTLOUAANTITIKWV

STAT> ®
oy

STAT3
Nauilt et al. Gastroenterology 2013 ‘\\ FasaaTa

«pAeypovwdec cuvdpopo»: CRP
(+), fibrinogen, MupeToOC, avaluia



DAsypovwdn - HCA: wotoAoyia

OUAOEC ULKPWV OPTNPLWV

KUTTAPLKA aturtio =
(urtepypwuatiko tupnva)

pAeyuovibels sindoeis |

olataon KoAmoetdbwv
LFABP (+)

CRP (+) avénuevn
gvatodnoia vs xaunin
gldikotnta, SAA(+)



DAeypovwdn-HCA: emUTAOKEC

e Awuoppayio (+++)

e Kakonunc eéaAdayn (?)

e SOS! mixed tumor be*3IHCA
mixed tumor be*7:8|HCA



-catenin activated HCA (10 - 20%)
B

* B*3HCA (10-15%): CTNNB1 (exon 3)
— JUXVOTEPO O€ AVOPEC
— Mapadyovtac kvduvou: avépoyova, oloTpoyova +/-
— Zuxvotepn e€€A&n o€ KakonOeLa

* B7.8HCA (5-10%): CTNNB1 (exon 7/8)
— AE ouoyxetiovtal pe kakonon eallayn
— Owotpoyova +/-

50% ouvunapyouv petoAAatelc JAK/STAT - AEN vmtapyxouv
pnetaAAaéelc HFN1a




e Kuttapikn aturnia

Reticulin

* [lapouaoia Yevboadeviwv

* Glutamine synthetase

GS (+++) (mpwrteivn otoxog) i

b-catenin



PAsypovwdeg HKA pe petaAAlaén b-catenin




Nea tadvounon

Molecular
definitions

HCA
classification

HNF1A Weak S-catenin  JAK/STAT Pathway B-catenin Sonic Hedgehog
inoctivation activation octivation activation activation
CTNNB1
s mutations flﬁ;ﬁﬂﬁgﬂg CTNNB1 INBHE/GLI1 utH:Iiu
mutations sk T orB sl St mutations exon 3 fusion nnaboie
LFABP GLUL, LGRS ¥ CcRP,SAA GLUL LGRS # PTCHL HHIP, * No specific
UGT287 veal : GLI1, PTGDS mRNA
B-catenin Sonic !
Wﬂéﬂ exon 7/8 w Unclassified
3% 34%
|
|
Mixed
b*"MHCA

4%

Nault Gastroenteroloov 2017



Awayvwon HCA

Baolkac otoxoc = §/6 *sotiokr olwdng unepriaoiol
*npwipo HKK o€ pn Kippwtiko

EpyalAsia

v’ Artewkovion: CEUS, CT 4 ddoswv, MRI pe nratoetdko

oKLaypadLko — dlayvwaon UMoTUNTWVY

(J H-HCA Alntog, I-HCA ayyelokéc dopég, b-HCA & atafivounta
XWPLC CUYKEKPLUEVA XOLPOAKTNPLOTLKA

v’ lotohoyia, avooolotoxnpeia, mpoodloplopog YovoTumou

v’ PoAoc tn¢ Blodiac??



Jupunepipopa otn oktaypadnon

1 Yrtomukvo

2 Taxela tpooAnyn 2 ApTNpLOKA
3 YEpTMUKvOo

4 |cOTTUKVO

3 MuAaia 4 KaBuotepnpévn



lotoAoyia & anelkovion

Nault et al, J Hepatol 2017



Hrotiko adsvwpa & eykupoouvn

Npo eykupoouvnc:

HCA<5cm : Awakorm) OCPs, cuvnBwc unootpododrn), mapokoAovBnon)
HCA>5cm : AvaoAn sykupoouvng

XELPOUPYLKHN EKTOMUN

EvaAAlaktika TAE - RFA

Katd tn dLapKela eykupoouvnc:

HCA<5cm : Awatripnon KUNong
MNopoakoAouBnon Ue u/s ava pAva
HCA>5cm : Awatripnon KUNong
XELPOUPYLKN EKTOMA OTO 2° TPLUNVO
EvaAAaktika TAE - RFA




NapakoAovOnon / Ospansia

MRI: amewkoviotikp pEBodoc ekAoyng, tafvopnon 80%
adevwpatwy, 90% ewdwotnta yia H-HCA & I-HCA, oxL B-HCA & U-
HCA (EL:1l-2, GR:1)

Lifestyle cuotaoelc oge oAouc (amwAela 2B, avtiouvAAnmtika) (EL:1I-
2, GR:1)

XEPOUPYLKN EKTOUN: OE OAOUC TOUC AvOPEeC aveEAPTATWC

HeYEBoOUC, Kol o€ B-catenin petaAAoaén (EL:11-3, GR:2)

[UVOLLKEG: 6 MNVEC ETIOVEAEYXOC

>5ek | avénon: ektoun (EL:11-3, GR:2)
<5ek: emaveleyyoc o€ etnowwc (EL:III, GR:2)
Awoppayia pe apoduvapkn aotabeta: epBoAiopoc (EL:II, GR:2)




EASL CPGs 2016: Management of benign liver tumors

YTroywio HCA

¥
MRI pe oxuwrypoptko

Koflopiopos peyefions (+- ymaruaon)

Tovoixes Avbpec
(Avelopmitos peyédous HCA) (Avelopmitos peyébous HCA)
Z0CTOCT] P GO . Ezovadnym MBI oz 6
Tpémon Lot e
|
k4 k4
Zrofepa <3 ek, 1) =5 ENOT. 1] CHLIVILT
peioon peyiBous miZney peyEdoug >
MRI gz 1 ypovo
L 4
ZtoBepo 1
UEUDEVD GE
nEyshog
T kL
Enijoie comencovio) Xewpovprua




HmaTlKEC KUOTELC

»  ATAEC NTTOTIKEG KUOTELG

» EmumAeypévec nmatikeég kUoTeLS (kivouvoc atpoppayiac/dpAeypovrc/meotika datvopeva)

>  BAevvwOELC KUOTIKEC PAGBEC

» TMoAUKUOTLKN VOO oG nratoc (> 10 amA£g KUOTELC NTTATIKOU TIOPEYXU LATOC)

» Noooc/cuvbpopo Caroli

EASL guidelines on the management of cystic liver diseases, Journal of Hepatology 2022



ATIAEC NTTOTLKEC KUOTELC

» Tuyailo evpnua oTNV ATTELKOVLON
» 1" grudoyn to U/S yia Stayvwon - «umonXoyevie» PAABN

» QAgv anaweltal n emtnpnon touc pe U/S o€ oloU UMTWHATIKOUC

acOeveic

» 2€ CUMIMTWHATLKOUC = SLadepULKN N XELPOUPYLKA TtapEpBaon

EASL guidelines on the management of cystic liver diseases, Journal of Hepatology 2022



Awadeppikn avoppodpnon KUoTNG HE
€yxvon okAnpuvtikoU pécou (aAkoOANnc)




MOAUKUOTLK VOOOC RTTOLTOC

Sto:xﬁxr;zilarse o No cyst-related 1 No freatment
9 symptoms J or follow-up
oestrogens

Numerous small to
medium sized cysts
throughout the liver

Somatostatin
analogues

Polycystic liver

disease

Large or strategically o
located cyst : Aspiration
percutaneously accessible \ sclerotherapy

Cyst-related

Single or multiple large S Cyst

symptoms superficial cysts W fenestration

Small to medium sized cysts

clustered in a few segments in

the presence of some less
affected liver segments

Resection

I

Massive polycystic liver
disease, severely affecting
quality of life or accompanied
by recurrent complications

Transplantation

L

[ Use symptom severity questionnaires to assess polycystic liver disease related symptoms and efficacy of treatment d AS L C P G 2 0 2 2




2uvoyn

» To oalpayyeiwpo €ival o ouyxvotepoC KoAonbne Nmatikoc
OYKOG
=  As xpelwaletal mopokoAovOnon N Bepamela / EKTOC amod ta yyavrioio

OUUITTWHOTLKA lLLayyELwpaTa 1) o€ apouoio KMS.
» H FNH eilvat o deUtepoc og cuxvotnta KaAor|ng oykoc
= Ae ypelaletoal napoakoAovOnon N Bepamneia, 1 dStakorr) twv OCPs.
= Inuovtikn n 6/6 amnod to adevwua (MRI)

» TO nNMOATOKUTTOPLKO OOEVWHA  €lval omavio¢ KaAonong
NTTOTLKOG OYKOC, Tou ouoxetileTal LE T
olotpoyova/avdpoyova

= AUVNTLKEC ETMUTAOKEC: alLpLoppayia Kot kakondng e€aAAayn
" Awokpivovtal 6 TAEOV HOPLOKOL UTIOTUTIOL HE OSLAKPLTA KALVLKA,
OTTELKOVLOTIKQA, LOPLOKA KOl LOTOAOYLKA XOPOKTNPLOTLKAL.

" ETUMAEYUEVEG NMOTIKEC KUOTELS: Agypovn, alpoppayia,

TILEOTIKA PALVOUEVDL
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Nococ Wilson




Meplotatiko

Avdpag 19 etwv: IntrOnKe nratoloyikr) / maboAoyikn EKTiHNON amod TNV VEUPOAOYLKN KALWVLKN

Mapouaotalelt SUGTOVIKO TPOUO OVW AKPWYV, KEQAANG KOl KATW aKpwV. AOyw ToUu SUCTOVIKOU TPOUOU O

aovevnc o€ duvartal vo EKTEAECEL AENTEC KLV OELS (T.x. ypapn)

— Epyaotnplakog €heyxog: AST 195 IU/mL, ALT 80 IU/mL, GGT 100 IU/mL, ALP 200 IU/mL, xoAepuBpivn
3,5 (apeon 1,2)mg/dl, oupia 25, kpeativivn 1,1mg/dl, oupikd 0€0 2mg/dl, Aeukwpativn 4 g/dl
—  Tevikn atwpatoc: Hb 11,8, Het 34%, MCV 88, WBC 4500, PLT180000
*  ATOMLKO OVOUVNOTLKO: «TilBavov» eAeVBepo
*  Kataywyn: Apyaviotav
*  KOoWwwVLKO LOTOPLKO: AAKOOA / KATIVIOMO / VOPKWTLKEC OUCLEC: OXL

*  KAnpovopulko Lotoptko: adepdoc (katolkel oto Adyaviotav), yovelg pe 2°V Babpou ouyyeveiag)




Elcaywyn

Nooog Wilson: Zitavia KAnpovopoUpevn vooocg ~ petaBoAlopog Cu
Yuoowpevuon Cu og Amap Kat eykEpaio

1912: Kinnear Wilson: «mpoodeguTtikn (nmato-)pakoeldng ekpuAion»
MOvntotnta, avamnpila Kat Kok mootnta wng

ITAvLa, TTOAUCUOTNUATLKY VOOOC, ETEPOYEVIC OUUITTWHOTOAOYL

KaBuotépnon dtayvwong

Mn cuppopdwon otn Bepamneia



Erudnuioloyia

ErtuntoAaopog: 1 otoucg 30.000 mtoyKOOULWG

E= 8.300-11.000 mepUTTWOELS

S

=< [eveTIKO¢ emumoAacpog: 1:7.000~ 1:20.000
Avoxepnrc-Aavbaopévn Aldyvwon

MetapAntn Mevetikn Ateioduon > Atadopég otnv dtatapaxn
cuoowpeuong Cu Kol oTNV KAWVLKA CUMTTTWUTOAOY O

HAwkila: 4-40 €1
=d
161t cuyvotnta avetaptitwe GUANC - Yewypadiag



[ I KAnpovouikotnta

* Autoowpikn YmoAeumopevn KAnpovoutkotnta a) AutosomalRecessive inheritance (AR)
# YriewBuvo Movislo: ATP7B — Xpwpoowpa. 13 B q )
- Aa Aa

* ATPase-7B: ATP eaptwpevoc petallopetadopeag

%Zuxvétspn pnetaAAaén: H1069Q: lotdivn > ,1 B *
MMoutapivn (30-65% aoBevwv eupwmaikng \ﬁ) v -
npoEAevong)

(25%) (7596) (25%)



Eloaywyn

ATrékkpion Cu oTo TAdopa

Erudnuoloyia

KAnpovoutkotnta

MetaBoAlopog Cu

Cu: onNUAVTLKOG YL Asttoupyia
evlUpwv

ATEKKpLON MEOw XOAAC N
ouv&eon Le CEPOUAOTTAOOHIVN
Evéokuttaplot petadopeic:

puetaAloBelovivn - ATOX1



NADY2

J Anékkplong Cu amo nmatokutopa

* Juoowpevon Cu o€ nratokUTTAPA KAl 0€ AAAOUC LOTOUG

(eykEdalog, vedpol, ...)

J ZepoulomAaopivng alpatog

™ eAevBépwv plwv 02 > nriatokuttaptkr) BAABN, veupoAoyikn

Kall PUXLATPLKY) OUUMTWHATOAOYILO



KAwikn Elkova

Meurological

Dy=arthria

Drystonia

Dysphagia and excessive salivation

Lack of cooedination Psychiatric

Declining performancs al work or school Mood or behavior changes
Resting and inention tremors Deprassion

Gait disturbanca, dystonda, and rigidity Psychosis

Mask-Fke face and risus sardonicus
Stroke-like symptoms.
Migraine headaches
Insomnia Kayser-Flaischer (KF) rings
Seizures Sunflower cataracts

Hepatic T Cardiae
Can be asymptomatic Cardigmyopathy
({biochemical) or symptomatic Arrhythmias

Elewation of liver enzymes Al fibrilkation

Fatty lver

Girrtiosts: | — Renal

Cimhosis with hepatoceliular ﬁ Fanconi syndrome (aminoaciduria,
carcinoma or cholangiocarcinoma phosphaturia, microscopic

Acute liver faillure

Muscle weakness secondary to 4 &

¥ kalemia
Skeletal Hy;zmimm Hematologic ..
“Ost ilar" WD symipb Mephralithiasis Coombs-negative hemolysis
resemble that of rickets Severe nonimmane
{demineralization, ranal intravascular hemolysis
abnormalities. and muscle indscative of acuta lver failure
weakness) Thrembecytopenta and

leukopenia with hypersplenism




Meurological
Dy=arthria
Drystonia
Dysphagia and excessive salivation
Lack of coordination

Declining performancs al work or schoal
Resting and inention tremors

Gait disturbanca, dystonda, and rigidity
Mask-Fke face and risus sardonicus
Stroke-like sympboms
Migraine headaches
Ingemnia

Seizures

Hepatic

Can be asymplomatic
({biochemical) or symptomatic
Elavation of livar enzymes

Fatty lver

Clrrhosts 4 .ﬁ"a
Cirrhosis with hepatocediular ﬁw( [Ukjl
carcinoma or cholangiocarcinoma

Acute liver faillure

Skeletal

“Osteomuscular WD symploms
resemble thatl of rickets
{demineralization, ranal
abnormalities, and muscle
weakmess)

ﬂ

KAwikn Elkova

*  HnotopeyoAia

*  Auwdnc dtBnon tou AIaATog
Psychiatric
Mood o{_heha-.llnr changes . , 1] ]
o g AvU&non Twv NIATkwy ViU LWV

ALP : XoAepuBpivn <4

Kayser-Flaischer (KF) rings
Sunflower cataracts

SGOT : SGPT >2.2
Kippwon, HKK, XoAayyeloCa

Cardiac
Cardigmyopathy
Arrhythmias

Al britation KepauvoBoAog Hratikr Avemapkela pe

- Renal
Fanconi syndrome (aminoaciduria,
phosphaturia, microscopic
hematuria, and defective urinary

LN autodvoon aLUOAUTIKN avaluio (2>

acidification) .

Muscle weakness secondary to 4 2 . 1)

:mﬂ::a I Hematologic , B
Nephrolithiasis chyicug@ouvn: ZU LBoUAeUTIKA !

Sevens nonimmune

¢ infravascular hemolysis
indicative of acube lwer failure
Thrembocytopenia and
leukopenia with hypersplenism




Meurological g5 ;
Diysarthria " -
Drystonia :
Dysphagia and excessive salivation

Lack of coordination

Declining performancs al work or schoal
Resting and inention tremors

Gait disturbanca, dystonda, and rigidity
Mask-Fke face and risus sardonicus
Stroke-like sympboms
Migraine headaches
Ingemnia
Seizures

Hepatic

Can be asymplomatic
({biochemical) or symptomatic
Elavation of livar enzymes
Fatty lver

Clrrhosts 4 .ﬁ"a
Cirrhosis with hepatocediular ﬁw( [Ukjl
carcinoma or cholangiocarcinoma

Acute liver faillure

Skeletal

“Osteomuscular WD symploms
resemble thatl of rickets
{demineralization, ranal
abnormalities, and muscle
weakmess)

ﬂ

KAwikn Elkova

o g>?
Psychiatric
. * AoBeveic peyolltepng nAkiog
Psychosis

JuvnOwg eyKaTECTNUEVN Kippwoaon
BAABeg Baoikwv yayyAiwv kat
MNapeykedaiidag

‘Evtova e§wmupaptdikd CUUMTW AT
MRI brain T2: Panda sign
Kayser-Fleischer AaktUAlol
Sunflower Catarrhact

Cardiac
Cardigmyopathy
Arrhythmias
Arial fibrilkation

- Renal
Fanconi syndrome (aminoaciduria,
phosphaturia, microscopic
hematuria, and defective urinary

acidification)

Muscle weakness secondary to 4

hypokalemia ]

Hypouricamia Hematologic ) _
Mephrolithiasis Coombs-negative hemolysis

Sevens nonimmune

¢ infravascular hemolysis
indicative of acube lwer failure
Thrembocytopenia and
leukopenia with hypersplenism




KAwikn Elkova

MNeurclogical 5 ;

Diysarthria * -

Dystonia *

Dysphagia and excessive salivation

Lack of cooedination Psychiatric

Declining performance al work or schoal Mood or behavior changes
Resting and inention tremors Diaprassion

Gait disturbance, dystonia, and rigidity Psychosis

Mask-Fke face and rsus sardonscus /.ﬁ.nxlﬂty
Stroke-like sympboms

Migraine headaches Qcular
IS Kayser-Flaischer (KF) rings
Saizures Sunflower cataracts
Hepatic ——___Cardiac
Can be asymplomatic Cardismyopathy
({biochemical) or symptomatic Arrhythmias
Elavation of livar enzymes Atrial fibrilkation
Fatty liver T
Gimhosts T Renal

Cirrhosis with hepatocadiular
carcinoma or cholangiocarcinoma

]] Fanooni syndrome (aminoaciduria,
phosphaturia, microscopic

Acute liver faillure hematuria, and defective urinary
acidification)
a Muscle weakness secondary to
hypokalermia

Hematologic

Coombs-negative hemalysis

Sevens nonimmisns

I o0 intravascular hemolysis

I indscative of acuta lver failure

i'lf ; ] 4 Thrembocytopenia and

ﬂ i 'I I' leukopenia with hypersplenism
i A

Sheletal ) l' Hypouricemia
“Dsleamusclar WD Symiploms o Mephrolithiasis
resemble thatl of ickels k) \

{demineralization, ranal '

abnormalities, and muscle
wieakmess)




KAwikn Elkova

MNeurclogical e ;

Diysarthria " -

Drystonia :

Dysphagia and excessive salivation

Lack of coordination Psychiatric

Daclining performancs al work or schoal Mood or behavior changes

Resting and inention tremors Deprassion

Gait disturbanca, dystonda, and rigidity Psychosis

Mask-Fke face and risus sardonicus Angiety

Stroke-like sympboms

Migraine headaches Qcular

INSOMNIa Kayser-Flaischer (KF) rings.

Seizures Sunflower cataracts
Hepatic Cardiac
Can be asymptomatic Cardigmyopathy
({biochemical) or symptomatic Arrhythmias
Elavation of livar enzymes Atrial fibrilkatian
Fatty lver

Cimhosts y
Cirrhosis with hepatocadiular ﬁw(
a

carcinoma or cholangiocarcinom
Acate liver faillure

Skeletal

“Osteomuscular WD symploms
resemble thatl of rickets
{demineralization, ranal ;
abnormalities. and muscle kA

weakness) ﬁ

- Renal
Fanconi syndrome (aminoaciduria,
phosphaturia, microscopic
hematuria, and defective urinary
acidification)

Muscle weakness secondary to 4
hypokalemia

Hypouricemia
MNephrolithiasis

Hematologic
Coombs-negative hemalysis
Sevens nonimmune

¢ intravascular hemolysis
indscative of acuta lver failure
Thrembocytopenia and
leukopenia with hypersplenism



I Epyaotnploka

J Zepoulomiacpivn opou ( ¢t 10 — 20 mg/dl, <10 mg/dl, { evaioBnoia kot

eldkoTNTO)

J OAKAG TLung Cu, T EAguBépog Cu

‘MCu oUpwv (>100ug/24h, > 40mg/dl oe aoBeveig xwpic vedpikni voco)
‘MCu Anatog >250ug/g Amatog

FEVETIKOG EAEyXOC yLo LeETAAANAEN Tou ATP7B gene

SGOT, SGPT, ALP, yGT, INR, xoAepuBpivn, LDH

Crea, oupla, NAEKTPOAUTLKEG SLATOPAXES

Antoodatpiveg |/, Coombs -, levikni Alpatog



KabuoTtépnon otn didyvwon

O1 aobBeveic oupBouAcuovTal 6 yIaTPOUS KATA JEOOV OPO CUPTTEPIAAMBAVOUEVWYV

Kal €I0IKWV (dlakupavon 2—11) trpiv Tn didyvwon WD
Méon kaBuoTépnon oTtnv diIdyvwon 2 €Tn

KATToIEC OIKOYEVEIEG £XOUV XAOE€l €va TTaldi JEXPI va dlayvwoBei og vedTeEPO

adeAPO-NI

2UXVA ol aoBeveic } ol yoveic cexvouv Eva eTTEICODIO IKTEPOU TTOU ATTEQPAME N

UPnNAWY NTTaTiKwy VUMWY OTO TTAPEABOV 1] OOTIKWY - HUTKWY AAYywWV

Czionkowska et al 2005, Prashanth et al 2004, Walshe 2007, Aggarwal et al 2009



NeupoAoyiky vooog

Q 18-73% NeupoAoyikég ekdnAwoeig % TV
O KaBuoTtépnon otn diayvwon: 3 £€Tn oTn diIdyvwon AGOEVWV
Q TUto!I VEUPOAOVYIKIC CUNMPETOXNG: A”"O‘pep'f‘ : 46-97
1) WeudookAfipuvon (TPOHOC NPEMIAc, oTEoNC ﬁgggaxsg Badiong/ 28-75
" GKOTK,)U) AuoTovia 38-69
2) AuoTtovia ,
, , , , MapKIvoOoVIOPOG 12-58
3) 20vdpouo akivnoiag-akauwiag (opoialov ue , ,
. Tpopog oTaong 55
Parkinson) . , -
4) Artagia uogayia
Xopeia/ aBéTwon 6-30
2TTAC oI 6-28
Mpoowrresio Tpbyog npepiag 4

vooou Wilson

Aggarwal et al. Int Rev Neurobiol 2013;110:313-48, Schilsky ML et al. Hepatology 2022 Dec
7.



KAIVIKN EIKOVO — NTTATIKI) VOO OG

* Aocuptrtwpartikn auvgnon SGOT, SGPT: 5-23% (ouvrbwg Ofgia NTTaTIKA aVeTTapKEIQ: ~
50-200 IU/L) 5%,

« Occia nmmarimda: 25% «  9Q/&: 4/1 yuvaikeg

« OcCcia NnmmaTIKA aveTTApKEIQ «  Alokotrr) BepaTreiag

«  Xpovia nmratitida - Kippwon: 35-60%

KAIVIKEG ekONAWOEIG 0€ a00BevEiG HE NTTATIKA VOO O

Zuyypa@éag / ApiBuédg acBevwv Walshe et al Stremmel et al Schilsky et al Scott et al Ferenci et al
87 51 20 17 30

Mpoeggapxov cUpTTTWHA (%)

IkTEPOG 44 14 15 41 37
AokiTng 26 14 50 24 23
Kipooppayia 6 10 6 3
Algoppayikr d1a0gon 8 3
AlpoAuon 20 10 5 10
ACUUTITWUATIKOI 18 5 23

EASL Clinical Practice Guidelines: Wilson’s disease 2012, Ferenci P et al. Hepatology 2019 Apr;69(4):1464-1476.



ZUVEXELO TTEPLOTOTIKOU

NeuvpoAoyikn} onpeloloyia

Kayser Fleischer rings

epoulomAacpivn: 11mg/dl

MRI eykedpdAou: BAABec Baotkwv yayyAiwv
XaAkoc oUpwv 24wpouv: 256 pg/dl

FovibLakog EAeyxoc: petdAAaén oto yoviéio ATP7B
Oupwko oéL 1,8 mg/dl, deppririvn 380



|

N Yroyia: 6tav >=1 and ta akoAouba:

é

2)

3)

4)

-

Awotopayxni NTATkAG Bloxnueiag \
OYVWOTOU altloloyiag, avetaptATwg
NALKLOG

Hmatikr) vooog e veupopuxLaTpLKA
CUMMTW AT

Ofela Hmatikn AvenmapkeLa Le

OLMOAUGT LN OVOCOAOYLKAG

attloAoyiag

Yrotpornalovta enelcodla

auTtonepLlopl{OUeEVNG aLudAuonG /




KAwLKkn glkova

Table number 1: Leipzig score

Liver copper (in the absence of
cholestasis)
>5x% ULN (>4umol/g)
0.8-4umol’s

Mutation analysis
s (On both chromosomes detected
* (On 1 chromosome detected
» No mutations detected

Epyaotnplaka Aldyvwon

No Gold Standard



Mivakag 1: Z0oTnua BaBuoAdynong yia Tn didyvwon Tng vooou Wilson (Liepzig score, Tpotromroinuévo amd: Ferenci et al. Liver In

2003)

TUTTIKG CUPTITWHATA KOl CHMEia EpyaoTtnplakég e§eTdoEIg

AakTOAI0Gg Kayser-Fleisher

MoodéTnTa XaAKOU OTOV NTTATIKO 1016 (0€ atroudia XoAdoTaong)

Nai >5x ADPT (>4 ymol/g) 2

Oxi 0.8-4 umol/g 1

NeupoAoyikég ekBnAwoElg duaioloyikédg (<0,8 umol/g) -1

() TUTTIKA& OKTIVOAOYIKA XOAPOKTNPIOTIKA O&

HOAyVNTIKA TOpOypa@ia eyKEPAAou)

2oBapég OeTIKA Xpwon podavivng (o€ pun diaBEoiun 1
TTOOOTIKA METPNON XAAKOU GTOV NTTATIKG 10TO)

‘Hmieg XaAk6g oUpwyv 24wpou (o€ atrouaia ofgiag NITaATITISAG)

Oxi duaoioAoyikdg 0

ZegpouloTTAacivn opou 1-2x ADT 1

duaiooyikr (> 20 mg/dl) >2x APT 2

10-20 mg/dI duaioloyikA TiPr, alAd >5x ADT petd T 2
xopriynan D-trevikiAA\apivng

<10 mg/dl Fovidlakég peTaAAdselg

Coombs- apvnTIKN aIJOAUTIKN avaidia Avixveloiueg oTa dUO XPWHOCWHATO 4

Nai AvixveUoIUEG OTO £va XpWHOCWHA 1

Oxi Kapia avixveuoiun HetdAAagn 0




Egetdaoeig: ouvnOn eupAuata Yeudwg apvnTika amroTeAéoHATA Weudwg BeTIKG aTTOoTEAEOHAT

ZgpouloTrAaopivn opou: duaciohoyikd eTTiTTEdQ OF€: XapnAd emitreda o€:

peiwpévn KaTd 50% TnG KATWTEPNG [ ®Aeypovr wg TpwTeivn ofeiag aong [ Auocatroppognon
@GuaioloyIKng TIUAG (<10mg/dL) [1 Eykupoouvn, oioTpoydva [ Ne@pIki/eviepiki
ATTWAEIT

[1 AoepouhotrAacpivaiyia
«EAedBepog» XaAkog opoU: > 10 ug/dl  ducioAoyikd eTmiTreda 6Tav n EPOUAOTTAACHIVN

UTTEPEKTIMATAI EPYOOTNPIAKA

XaAk6g oUpwyv 24wpou: >100 ug Augnuéva etritreda o¢:
[J Mn owoTA culhoyn []  HTTatokuTTapikn
0 Maidid xwpig nIratiki voco VEKPWON

[0 XoAboToon

XaAk6g oTOV NTTATIKO 10TO: AVOUOIOYEVAG KATAVOUT TOU XaAKOU XoMlooTaTiké oUvdpoua
>4 pymol/g Enpou Bdapoug

AakTt0Aio1 Kayser-Fleischer (e¢étaon Atrouoia: XoAooTaTikd oUvdpopa
opBaApoU aTn oXIoPoEIdr) Auxvia) [1 210 50% Twv agBevwv pe NTTaTikh véoo

[] ZT1a TTEPIOCOTEPA ACUPTITWHATIKA adEép@ia

AvdAuon yoviSIoKWV JETAAAGSEWV: MeydAog apiBudg peTaAAGEewy — TeXVIKA DUOKOAN €E£TaON
ouvnBéaTepn peTaAAagn H1069Q

MayvnTiki} TOJoypa@ia eyke@aAou: XaunAni euaioBnaia TG pebddou

evioxuon onuatog ota Bacikd yayyAia

>uvntn epyaaTtnpiakd eupApata ae vooo Wilson: Coombs- apvnTiKi aigoAuTIKA avaiyia, XapnAn TIMR oupikou ogéog,
uynAn TP @eppITivng




Alwadopikn Aldyvwon

* Autoavoon Hratitda (lgs, Autoavtiowpata — ANA)

* loyevei¢ Hratitideg (HAV, HBV(+HDV), HCV, HEV, un nnatotpomnot Loi)
* QapuokeuTtikéG Hratitibeg

* NAFLD

* AAkooALkn Hratitiba

* Xohootatik Hratitda (PBC, PSC)



Oepaneia

Rewly established
WD diagnosis
|
I 1 1
Iniate lifalang copper- o Corsider specialist consultason
dingcted thengy' FEAAT: 15 R for Eymplom mandagement
|
I |
Asymplamatic WD Symptomatic WD
I
Firad [ne:
First Line: ] inig
Zing Second lime:
Trientirs (strafydrachlonide
15 thee patient suited for
. . thea trans ision b
Yos!
Chelating agent™ i
Trientirss (D-pericilaming or Destarming the cause
J tetrahydrochioride” trienting) or zin ne

LW«W_}FW‘
[ Modidy feginén

incheise lhe dose bt

Undertrmabment:

Ripcucs tha doas

Crepiraabmsnl:

XnAwol Napayovteg: D-
MevikiAapivn, TpLlevtivn

Alata Weubdapyupou

Néeg Oepaneieg:
Tetrahydromolybdate (ALXN1840)
Gene Therapy (VTX701, UX701)
Metapooxevon Hnatog emi ALF

Juppopdwon otn Bepaneia =

lTaon

AvTLUETWTTILON EEWNTIATIKWV
CUUMTWUATWY

Konon: Zuvéxilon Bepamneiag,
Jmbavotnta yia amoPfoAEg



Awadoptkn Aldyvwon Oepaneia AveruBuuntec Evépyeleg

Mmbﬂhhﬂ ’ 1] 1
WD diagnasis *  D-NevikiAapivn: Qappakeutikog AUKOG,
| ; | Muelotoéikotnta, Mapadoén
e I Gpblormpeciilil et MNEUPOAOYIKWV ZUUMTWHATWV
drpctid thengry dititiag for Symplom management
: , : * Tplevtlvn: IO AveKTn, Avatula
° I ’ . ’
- - Alata UJs,uGapvupou. MNeupoloykwv
2UMITTWHOTWY, LF
[
Firat line:
| | First Line:
Zing Sacond line:
Trienging latraydrachlonde
[
15 U:-MH'!:.I for
e  D-pencilaming” mainienance therapy?
Yﬂ.‘mr P
] ntardochionide® ¥ commpbrebo Getormine ihe cause

TTEP AR commﬁc;a%%:




Awadoptkn Aldyvwon Oepaneia AveruBUunteg EvEpyeLeg Monitoring

* Tevikn Alpatog, MNevikn ovpwv

*  Bloxnuikog €Aeyxog (SGOT, SGPT, ALP, yGT, xoAepuBpivn, aABoupivn, Crea, oupia, HAekTpoAUTEC)
* PT, APTT, INR

* Cuolpwv

Table 1 - The Nazer et at' pmgm(: classification based on Table 2 Prognostication in Wilson disease—the new Wilson index

liver function
Score  Bilirubin (mg/idL)  AST (UIL) _ INR
<58 <100 <13

(1] 5988 1004150 1316 0 0-100 0-129 0-100 0-6.7 »45

2 89.117 151200 16.19 1 101-150 13-16 101-150 6.8-83 34-44

3 11.8175 201-300 1924 2 151-200 17-19 151-300 8.4-103 25-33

4 =175 =300 =24 3 201-300 20-24 301-400 104-153 21-24
4 > 300 524 > 400 5153 <2

@m a risk of death if Iver transplantation not per-
formed. INR: Intemational Normalized Ratio.

@e more than or equal to 11 Diicates poor prognosis and mortality.




Points*
Clinical and Lab Criteria
1 2 3
Mild to moderate Severe
Encephalopathy None (grade 1 or 2) (grade 3 or 4)
il Nono Mild to moderate Severe
(diuretic responsive) (diuretic refractory)
Bilirubin (mg/dL) <2 2-3 >3
Albumin (g/dL) >35 2.8-35 <28
Prothrombin time
Seconds prolonged <4 4-6 >6
International normalized ratio <1.7 1.7-2.3 >2.3

Child-Turcotte-Pugh Class obtained by adding score for each parameter (total points)
Class A= 5 1o 6 points (least severe liver disease)

Class B = 7 to 9 points (moderately severe liver disease)

Class C = 10 to 15 points (most severe liver disease)

Child Pugh Score: kaBoplopog NMATIKAG
vOoou Kal mpoyvwong (Bvntotnta
Kippwong)

MELD-Na Score: yia mpopAsdn Bvntotntag
TO EMOUEVO 3UNVO

Candidates yta Metapoéoyxevon Hmatog




Take Home Messages

* Nooog Wilson = omtavia KAnpovouikn dtatapaxn tou HETaBOoALOUOU TOU XaAKOU

* Eupl dACHA CUUNTTWHATWY TToU emnpedlouv To NTap, Tov eykEédaio Kal AAAa opyava.
* AvokoAia otn dtayvwon — No gold standard

* [EeVETIK OUUBOUAEUTLKA OLKOYEVELOG — OALOTLKH QVTILETWITLON a.0Bevwv

* ‘Eykatlpn Stayvwon kat Bepamneia = {wTIKAG onpaciac yia tn BeAtiwon Twv
QTOTEAECUATWY Kal TNV PoAnPn un avaotpePiuwy PAaBwv



O aocBevnc pag
Aappavel tplevtivn (tetpavdpoxAwpLkn)

BeAtlwon vEUPOAOYLKNC ELKOVOC — amtouoiol TpOUOU
DoltNTtNS VOoNAEUTIKAC

Ava 6pnvo mapokoAovOnon — KaAn cuppopPwon otn
Beparmevutikni aywyn (AST / ALT: 31/25 IU/ml, Cu oUpwv
200ug/ml, Hb 14, Fe 65/depprtivn 280)



| know, Liver.
I'm sorry.

I+'s called
a skKull..

©2020 The Awkward Yeti

THAT wasn't Liver's just
angry?! passionate about

their work.

theAwkwardYeticom

I'NA Imrokpartelo — Evayyelog
XpLoTOMOUAOG-TIHUOYLAVVAKNG
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