MAPOY2IAZH NEPIZTATIKOY

«Avépac 73 eTwv npooepyetal Aoyw {0AnG meEPLOTPOPLKOU TUTOU,
duoapUpiac kot Suokatarrooloc. »

AnpomnovAov lewpyia, EWdIkeLOUEVN LATPOG
A 'MoaBoAoyiko Tunpa, AteuBuving: Dr. E.MN. Kokkvakng
NoéuBproc 2018




Altlo etoodou

Avdpac 73 etwv npoogpyetal oto TEM attiwpevocg (AAn meplotpodLkol TUTOU
Sduokatarnooia kot SucapBpia amod wpwv.

- Mpo tpLunvou voonAeia o AANO VOGOKOUELO AOYW SUOTIVOLOC KOTIWOEWC ,
ornovu StamiotwOnkav AeupLtik) cuAAoyn AE kot o AsUKwpoTtoupiaL.

Evpnuoata itou arrododnkav o€ KapdLaKkn VETTHPKELCX.




ATOULKO OVOUVNOTLKO

ApPTNPLOKN UTIEPTOON

‘Hriwa SpouBortevia (plt>100.000) apxOUEVN ATTO EEALAVOU UE TIETEXELWOEC
géavOnua otnv eAAxLOTN Tieon

Kapdbiakn avenapkela (EF~45%) , npoodata StayvwobBeioa — ayvwotou
attoAoyiac

Mpoodato onvOnpoypadpnua puokapdiov pe evOELEELC LOYALULOC OTNV
KOLTOLVO U] TNC TIEPLOTIWMEVNC OpTNPLOC

Xwplic Lotoplko otedavioiog vooou

Kanviwopa (-)



DappaKeEUTLKH aywyn

- Tb Lasix 40mg (1x2)

- Tb Lopressor 100mg (1/2 -0- 1/4)
- Tb Salospir 100mg (1x1)

- Tb Nexium 20mg (1x1)




AVTIKELMEVLIKN €€€TOION

Kapdlakol tovol S1S2 puBuikoi-eukpLvelg

AvarmveuoTtiko PBuplopa petwpevo otic Baoelg audw (e€aiewpn otn AE
Baon)

KoWia palakn-gurnieotn-avwduvog, evtepikol nxot (+)

Y€ eypHyopon, MPOOOVATOALOUEVOC, LOOKOPLKOG , DKA +/+ , TETPAKLVNTLKOC,
(+)o.Romberg pe mtwon AP, Suocuetpila otn dokipaoia Seiktn/pLvoc Kat
duaobladoyokwvnoio AP

OONUATO KATW AKPWV AUdw

livedo reticularis AP punpou, guueyedng ekxVuwon AP mAdyLag Kowiag tou
avadEPEL MW TTPOKARBONKE TTPo LNVOC Ao AL Ttieon




AVTIKELMEVLIKN €€€Taon(2)

- BP=120/60mmHg,
Sat02=95 % (Fi02=21%),

ilter: H50 d 35 Hz

70bpm, amupetoc

« HKI: dAeBokouBLkoc pubuoc,

XOLUNAQ SUVOLULKA,
V1-V4 mtwyn npoodoc tTwv R

(ewkova Yevboeuppaktou)




Epyootnplaka evpnuota

Fevikn aipatog: WBC= 8.350 (neu%= 75.6, lymph%=20.6, mon0%=3.5), Hct= 37.2%,
(MCV=84.7fl, MCH= 29.4 pg/cell), Hb=12.9, Plt= 120.000

Awpootaon: INR=1.02, aPTT=22.1 sec, fib=390 pg/dI

Bloxnuikog €Aeyyxog: Glu= 142mg/dl, Ur=49mg/dl, Crea=0.8mg/dl, Na=140mmol/I,
K=3.8mmol/I, AST=20 IU/I, ALT=38 IU/I, ALP=87 IU/I, yGT=27 IU/I, LDH= 276 IU/L, CPK=79,
CK-MB=18 IU/L, Trop=49 pg/ml, Chol= 173 mg/dl, LDL=107mg/dI|, Trig= 101mg/dl, HDL=46
CRP=0.4 pg/ml

Fevikn oUpwv: pH=5.0, EB=1022, AsUkwpa (++), atpoodarpivn (++), WBC= 2-4/kom,
RBC=12-15/kort,

AvoooAoyikog €Aeyxog: pANCA (-), cANCA (-),ACLM (-), ACLG (-), B2GPIM(-), B2GPIG (-),
ovooonAeKTpodpOopnon ASUKWHATWY 0poU: GUCLOAOYLKEC Y-odaLpivec, TuTtonolnBnkKke
oAU pkpn {wvn 1gG-k ko pkpn {wvn A eAadppwv aAvowv



ATIELKOVLOTIKOC EAEYXOC

CT eykedalov (oe emeiyovoa facon): Aeukoloxaltkn eykepalonabdela
o/a OwpaKoc: MAsVPLTIKEC oUAANOYEC apdw (AE>>AP)

Triplex ayyeiwv tpaxnAouv: naboloyikn kupatopopdn otnv AP ortovSuALkn
aptnpio evOELKTIKA LPNAWV AVTLIOTACEWV KEVTPLKOTEPA QALUTHC

CT ayysloypadia eykepadlou: anovoio okloypdadnong tng AP omovOUALKAC
aptnploc kot tnc cvotoiyou PICA (Posterior Inferior Cerebellar Artery) , evw
onUELWVETAL axvn Aemttodung, oklaypadikn evioxvon o kAadoucg tnc PICA

MRI eykedalov (4" nuepa voonAeiag): eotiec maboloykng Evtaong
HolyvNnNTikoU onpatoc oto AP omtoBomAdylo TUAO TOU TIPOUNKOUG Kal oto AP
KATW TTOPEVKEDAALOLKO NULoPALPLO WE ETIL MPOCHATWY LOYOLLULKWV
LULKPOEUDPAKTWY




Aladopikn dtayvwaon

AoBevnc 73 stwv pe poodata Stayvwobeioa KapdLoK aVETIAPKELDL
Kol ATl OpopBormevia amo pNvwy PocEPXETaL AOYyw LoyoitpitkoU AEE

otnv AP omovSUALKN Kal oTtn cuotolxn omicOa KAtw mopeyYKeEDAALOLKN
aptnpia




Yroyia
KO POLOLKAC

OLLUAOELOWONC;

AnpornovAou Mewpyia, EWdikevopevn latpog
A’'NaBoloyko TuAua, AtevBuvtrc: Dr. E.NM. Kokkvakng
NoéupBprog 2018




Yoy ia kapOlaknc apuAoeidwonc;

MRI kapdiag:

AUDLKOATILKE SLATAON HE TTAXUVON TWV TOLXWHUATWYV Kol Ttopouoia
gupey€Bouc BpouBou oto AE KOATTO/KOATILKO WTLO

Mukpny o€ peyeBoc AP KoLl LLE OCUYKEVTPLKN UTTEPTPOP LA TOLXWHATWY Kol
OXETLKA LELWMEVO KAAopa e€wBnong

Quololoylkou peyeBouc AE kolAla pe AT utteptpodia

Awdxutn npooAnydn tou yadoAwviou armo ta KOWALOKA TOLXWHOTO LE TaXELa
QTIOMAKPUVON OTNV OLLUOTIKA KOLAOTNTA KOl AVWHLOAN KLVNTLKA QTEKKPLON
yaSOALVIOU- TUTILKO TTPOTUTIO KAPSLAKN G OLUAOELISWONG



CMR evupnuato
TUTTLKO. KOPOLOLKNC
auulogibwonc




CMR

MNapouoia gupueyéBoug (50x47mm) BpouBou mpoodpuouevou He supeia
Baon oto omicOlo-mAdyLo Tolxwpa Tou ATILA SLATETAUEVOU SEELOU KOATIOU
KOLL ETLEKTELVOLEVOU 0TO HEELO KOATILKO WTlo

E:r;y' Gd




/AOUTOC OTTELKOVLOTLKOC EAEYXOC

Ct Owpakoc:

ONMUOVTLKEC TAEUPLTIKEC oUAAoYEC aupw (AE>AP) Kol TTUKVOOATEAEKTOTIKA
OTOLXELOL OTO KOTWTEPO TIVEULLOVLKO TIALPEYXU LD, EAEYXOVTOL TTIOAU LLKPOL
necoBwpakikol Aeppadevec , un maboAoyikd SLoyKwHEVOL

Ct avw-Katw KotAiogc:

ULKPEC EMAOBECTWOELC OTO NTTUTLKO TTOPEYXUUA TIOL TILBAVOV va adpopouV o€
KOKKLWLLOTO LLE TO EVOEXOMEVO TNC AUAOELOWONC val UNV UITOPEL va

aTtOKAELOBOEL, EAEyXOVTAL EMLONC ULKPOL PHECEVTEPLOL AepudadEVEC OL oTtoioL
Sev eival maBoAoylka SLoykwEVOL



2UOTNMATIKA apuAosidbwon;

= O@popPormevia- ekxyupwoelc- livedo reticularis
= OwdAuaTa KATW AKPWV
= \evkwpaToupia
(TPU=220mg/24h)
= AUoTIVOLO- TTAEUPLTLKEC CUAANOVYEC
= Elkova 81nOntikn ¢ vooou
Tou puokapdiou

= Amtouoia opyavopeyaAiog




UOTNMATIKA apuAosidwon;

Bioyia kotAtakoU Aimoug :

H dokipaoiag aviyvevong apulogldbouc Congo red amePn apvntikn.




Eéctaon mou €Beoe tn dLayvwon




AMYAOEIAQ2H




OpLoMOC

ApUAOEIdWON: yeVIKOC 0po¢ TToU UTIOONAWVEL EEWKUTTAPLEG EVATTOTETELC

adlaAutwy, moAvUEPLOUEVWY VISiwV TIou armoteAouvTtol armo yapnAou MB
TIPWTEIVLKEC UTTOOUAOEC

AUTEC OL UTTOOAOEC TtPOEPYOVTAL o SLaAutoug MPodpououcg ou
vdlotavtol doutkec petafoAEg Kal uloBeTouv T dtatagn Twv
aVTUTOPAAANAWY B-MTUXWTWV GUAAWY, OVOEKTLKEG OTNV TPWTEOAUCN

Exouv avayvwplotel mavw armo 30 SLopopETIKEC TPWTEIVEC WC TIPOOPOUOL
opuAoeLdouc.



Uon Tou aApUAOELOOUC

Kunkoug, 6~7-10nm, pe Kown
Stapopodwon Slaywviwyv B-MTuYwIwyv

dUAWV.

*Aut n Slatapoaxn avadimAwong
glval kownl og OAouC TOUC TUTOUC
apLUAOELOOUC KoL o€ auTn odelAeTal n
xpwon-6ltaBAaon oto epuBpo Congo.

104
| Mn_ SwakAadlopeva wvidla aopiotou
J

L

“Amyloid Deposits and Amyloidosis — The B-Fibrilloses “(First of Two Parts) -figure 1
George G. Glenner, M.D.- NEJM 52:148, 1980




Ta&éwvounon apuAosidwonc

AL apulosidwon (mpwtomnadng)

OwoyevNG aLUAOELSWON ( AUTOOWLLLKOC ETUKPATH G TUTIOC
kKAnpovounong, LeETaAAaEN o€ yovidla GUGLOAOYLKWVY TIPWTEIVWY OTIWE
Apol, fibrinogen A, gelsolin kal cuxvotepa otnv tpavceBupetivn -
ATTRm)

Frepovtikn (ATTRwt- wild-type transthyretin pe tnv mpoodo tng NAKLOG
Statapaxn avadimAwong oto pucLloAoyLKO popLo tng tpavoBupetivng)

AA apuloeidwon (deuteponabdnc amo tnv npwreivn oslac paoncg tou
0poU, TO ApUAOELOEC A, o€ xpovia dAeypovwdn Voo AT, OTIwG
XPOVLEG AOLUWEELS, peVpATOELONC apBpitida)




2UOTNMOTIKEC AUAOELOWOELC

TapLE 1. CHARACTERISTICS OF THE SYSTEMIC AMYLOIDOSES*

TyrE FieriL CoMPosSmMoON PrECURSOR PROTEIN
A ori light disins (ratie

of A to w, 3:1)

Mensdenal immune-

AL (primary)
= eebulin light chains

ATTE. {farnilial} Abnormnal tranghyretin

i =50 identified)

Tran sathyratin

Ad (secondary) Amvyloid Aprotein Amyleid A protsin

Other familial types

Adpoh-T Apolipoprotein AT Apo A

AGe Gelzolin Gelzolin

ATb HFbrinogen A o Fibrineogen A
Alys Lysozyme Lysozyme

CLmicaL FEATURES

Cardiemy opathy, hepatemegaly, pro-
Telnurla, macre g osda, orth osass,
sutenemis and peripheral neurep-
athy, sechymo ses

Midlife onset of peripherd nd mato-
nomle neurepathy, cardlomy opa-
thy, vlrecus opadtles

Und edyin g inflammatory diserder,
hepatoglenomepsly, proteinuria,
rend insufficdency, ortho zads

Polyneuroparhy, nephropathy

Lattice dysrophy of comes, comeal
nsuropathy

Mephropathy, hypartenson

Mephropathy, hepatomegaly

LABORATORY STUDIES FOR DIAGNOSIS

Immunefization elecrophoresds of
urine and ssrum. bone marow bi-
epey with immun chiste chemieal
stainin g for A and & light chains

Serum scelecric fooudne for abnor-
mal tran ghyretin or DMAbasad
tes for mutant tranghyretin gene

Elevated concentrations of serurm
amyleid A pretein, immunchiste-
chemical gaining of tsaie ped-
men for AA protein

Genetic studies at spedal centers

*In additlon, srstemic smyloid ods is sesodawed with hemodislyds and locdlized forms of anyloidods we awodaed with Alzheimer’s disease, rype II

disbetes, medullary cardnoma of the thyreld, nd andal smyleid depedtion,

The Systemic Amyloidoses. Rodney H. Falk, M.D., Raymond L. Comenzo, M.D., and Martha
Skinner, M.D. NEJM 1997- figure 1



EmdnuioAoyia

« H akpBnc entimtwon twv tuntwv apuAosidwong dev elval yvwotn-
aouvnin voonuata, Le ouxvotepn thv AL auuvdogibwaon

« Entintwon tng AL apulosidwonc :

9-14 /1.000.000 dtopa-ava £T0¢ 0To AUTIKO KOOUO

- To 78% twv veodlayvwoBeviwy meplotatikwy apuAosidwong Ba eival
AL, to 10-20% ATTR , evw AA gival povo 1o 6% OAwWV 00wV
SLayLyvVwoKoVTOL O€ EVal £T0C.




Eldoc apuloetdbouc

« H onupaoia tng tumomnoinong tou apuAoeldouc eival oAU peyain kabBwg
Tportortoleital n Vepaneia kat n emtBiwon.

« Exouv meplypadel mePLUTTWOELS OTTOU TTOPA TNV TTAPOUCLAL LLOVOKAWVLKOU

nAnBuopuol MAACUATOKUTTAPWY cuvuTtiipXxe non-AL amyloidosis kuplwg
O€ TIEPUMTWOELC OTIOU N TTOCOTNTA TNG TTAPAYOUEVNG LOVOKAWVLIKAC
avoooodalpivne Atav pkpn (<0.2 g/dl)

» OpLOTLKA OLAyVWON UE LOTOAOYLKA TEKUNPLWGON KOl 0LVOOOIOTOXNMLKEG

HeBOdouC Tunonoinong Tov aLUAOELOOUG (aVTL-K, OVTL-A KL EVIOTE Kot
avtl-TTR)




2TO OUYKEKPLUEVO aoBevn

* (-) olkoyevelako LOTOPLKO alplUAOEidwonNg

x ATTRm

« Artoucoia xpoviac AolpwéNG, cUuoTNHATLKOU VOOHUOTOC, KaKoNBEeLag

xOLT[OK)\ELGLl(')q AA
- Amtouoia vedplkic vooou teAkol otadiou

x QTTOKAELOHOC AB2m

+ \OYyW TNC PoXWPNUEVNC NALKLAC Kal TNG KUplapxng KapSLakAC pooBoARC
n ATTRwt (yepovtiki apuloeidwon npeEmneL va anokAeLcOei)




>iivOnpoypadnua pe 99Tc- PYP

Ayotepo entepuBatikn pedodoc amo tn BloPia umtevdokapdlakd Kol TLg
OVOOOLOTOXNMULKEC peBOSoUC N armo tn dacpatooKkorio LAloC 0E OPLOUEVES
TIEPUTTWOELC N SLAKpLONG

Mropel va xpnotpomnolnBet kal ya tnv napakodovdnon eE€Aénc tnc vooou
2tov acBevn pag cywve omnvonpoypadpnua ootwv pe 99Tc- PYP :

arnovoia eEWooTKNS KABNAwonG tov padiopapdkou

x auvdoegibwonc amno wild-type transthyretin

99mTc-Pyrophosphate scintigraphy for differentiating light-chain cardiac amyloidosis from the transthyretin-related familial and senile cardiac
amyloidosis.--Sabahat Bokhari, MD,Adam Castafio, MD, Ted Pozniakoff,1 Susan Deslisle, MS, Farhana Latif, MD, and Mathew S. Maurer, MD



AL apulosidbwon (mpwtomnabnc)

To auudocldEc poEpyeTal amo akEpaia eAadpd aAvco avocoodalpvwy —
ouvndeotepa A

Eudaviletal o KAWVIKEG SLatapaxEg Twv B-Aepdokuttapwv onwe os B-
AEUPOUTIEPTIAACTIKES VOOOUC, oupTteplhapPavopévou tou non-Hodgkin’s
Aepdpwpatoc, cuvnOEotepa 0TO HUEAWMA, OTN HaKpoodalpLlvoLpia
Waldestrom r; otic MGUS

To 15% twv acBevwyv pe puedwpa Ba avarmtuéel AL apulogidwon

AL apuAoeidwon = vooo¢ Twv NALKLWUEVWY PE HEoN NALKia Sltayvwoncg ta
64 £Tn, LE AUENMEVN ETIUTTWON OTOUC AVOPEC

EmiBstikn voooc (Leon emBiwon 46 unvec amno tn dtayvwon)



KALWVLKEC EKONAWOELC

ATO TIC evamoB£oelg Tou apuAoeldouc tpokUTTEL Lotk BAABN (dtatapaxn TG
OPXLTEKTOVLKNC, TOELKOTNTA EVATIOOECEWV) :

Evog opyavou

NoAvouotnpatikn eooBoAn (cuvnicotepa)- OKOUO KOl OE QLUTEG TLC
TEPLITTWOELC TILOavOV va avayvwpilletal Eva Kupiapya mpooBeBAnugvo

4

opyavo




KAWVLKEC EKONAWOELC

Nedpikn mpocBoAn ~70% (ekONAWVETAL PLE ATILO TIPWTIEIVOUPLA EWC KOl
VEPPWOLKO cuVOpoOO)

NMeploplotikn kapdlopvonadeia ~60% (cuykomn, atpvidloc Bavartog,
onaviotepa otnOayxn/ Eudpayua anod evanobeon apuloedouc ota
otedaviaia ayyeia)

Nepudepikn vevpomadeila-Sratapox£EG Tou UTOVOUOU ~20% (pLKkTn
aLoOnTLKOKWVNTIKA HE alpwdiec/mapaiodnoleg, cuvdpopo Kapmiaiou
ocwAnva, opbootatiki umtotaon)

Hniatopeyalia (+/- omAnvopueyalia) ~70%

EkONAWOELC ano To HUOOKEAETIKO/apBpwoslc (LakpoyAwaoaola Le
gVIUTIWUOL ATTO Ta SOVTLa- YapaktnploTtikn otnv AL, euvdolneptodia puwv
armo apuvAosldikn 6tnbnon- “shoulder pad sign”)




KAWVLKEC EKONAWOELC

Alpoppaytkn d1aBson (UTOMATES EKXUUWOELC, TIEPLKOYXLKN TtopdUpa /
LLATLOL KOUKOU Baylag xapaktnpeLloTtiko tne AL apuvAosidwong, Aoyw €mikTNTNG
QVETIAPKELOC TOU Ttapayovta X armo npocdeon ota widta tou apluAoeldouc)

“Raccoon eyes”
Meta amno eAacoova
TPOUHOTIOUO 1) o
dokipaoia Valsalva

Eder L, Bitterman H. Image in clinical medicine. Amyloid purpura. NEJM
2007 ; 356:2406



EkdnAwaoelg apuAoeldikne kapolonabeLag

Ta kapdiayyetaka cuuBauata aroteAovv tnv 1" attia Sdavatouv otnv npwtonadn
auvAoegidbwaon (75%)

Juykomn Kt atdvidioc Bavartog

AlaTtopoxEC oUoTNHATOC aywync (omaviotepa otnv AL)
Muwkpn riepkapdLakr) cUAAoYN
OpoppospBoAka emelcodia kot AEE

Apuloeldikn dinBnon Twv KOATIWY —— TIAXUVON — aKLWVNOLaL KOATILKOU
TOLYWUOTOC , NAektpounyavikn SugAeitoupylia KatL oTaon TOU AiUaTog TTOU
npodlabetouv otn dnuloupyio KoAmikou BpouBou akopa kot o dAeBokopuPLko
puUOUO




loxatpuko AEE wc 1" ekdnAwon
apuAoeldwonc

« To woxoipkd AEE elval pla umo-ektipuoUuevn EmmAokn Tn¢ aAUAOELbwonC

- Zrtopadika iepypadovtal AEE cav ekdAwon apuloeidbwonc KL eviote
HEow avalntnong tng KapdLloeBoALKAC aLTLOAOYLOC TOU LOXOALLLLKOU TiBeTal
n dtayvwon tng apuvAosidwonc ano echo kapdLag poutivag

[Mooo cuyva to Lloyaiutko AEE artoteAel tTnv mpwtn ekdnAwon
OUOTNUATIKNC auUAoeidbwanc;;




Primary systemic amyloidosis with ischemic
stroke as a presenting complication

(Alexander Y. Zubkov,MD, PhD,Alejandro A. Rabinstein, MD,Angela Dispenzieri,MD,Eelco F.M. Wijdicks,MD-
Neurology 2007)

Avadpoukn neAetn otn Mayo Clinic armno tov lavouadpto 2000 wc tov lovAlo 2006

2UVOALKQA TTAnpoucay ta Kptthpla evtaénc otn HeAETn (1. woxatuwko AEE
taélvopnpevo pe Baoest tnv TOAST classification kat 2.umepnyxoypadikd evprpata
d1nBnTIKN¢ vooou tou puokapdiou)

40 acBeveig

ATto avtouc ot 38 eiyov AL apuAosidwon Ko ot 2 YEPOVTIKA

Ytnv nmAsoynpia touc (75%) to. AEE Atav nuodalpLlkd e KATOVOU EVOC
ayyeLlokou KAadou



AmoteAEopata

2touc 13 acBeveic (32%) to AEE Rtav n mpwtn ekdAAwWGN NG
apuAosidwonc mou odnynoe ko otn dtayvwon

2Touc urtoAoutouc n 1" ekdnAwon Atav ano tnv kapdid (duomnvola-
ouykomn-appuBuia) N anod alla cuotnpata (mpwteivoupla...)

OL aoBeveic pe 1" ekbRAwon to Loxatpuko AEE eixav xeipotepn npoyvwon
e pEon erBiwon toucg 9.6 unvec¢ oe avtiBeon pe toug Aoutoug e HEoN
enPlwon peta tn Stayvwon toug 16 HUNVeG

Attiohoyika : ta ieplocotepa AEE Atav kapdrospuBoAka (otdon tou
QLLATOC OTLC SLATETAUEVEC KAPOLOKES KOWAOTNTEC , +/- AF mou odnyel oto
OXNHUATIOUO BpOoupwv)



Apuloegldikn eykepalomabela

H ocuuuetoxn tou KNZ OTLC TILO KOWVEG OUOTNMATIKEC apuAosdwoelg (AL, AA)
elva aouvninc.

AHUAOELSLIKEC eVvaTTOBETELG UTTOPOUV VO 08Ny OOUV OE EKTETAUEVN TadoAoyia
Tou Aotou kot avota (Cerebral amyloid angiopathy-CAA) kupiwg oTLg
kKAnpovoutkec popdec (TTR, gelsolin, cystatin C) apuAogidwong kat otn vooo
Alzheimer (A-beta)

OLUTOMATEC EVOOEYKEDAALKEG OLLLOPPAYLEC
Ldlaitepa 0ToUC UTTEPNALKEC

“Cerebral immunoglobulin light chain amyloid angiopathy-related hemorrhages”
J. Mawet a, J. Adam b,c, M.H. Errera d, E. Oksenhendler e, F. Gray b,c, P. Massin d, M.G. Bousser a,c, K. Vahedi



Apuloeldkn eykedpalomnabdela (2)

H ayyelondBelo tou KN amo evanobéoelg apuAoetdolc pnopei va taétvounvei
avaAoya YE TNV EVIOTLON TOUC:

«Aluatoyevic dtaocmopa» evanoBEcewv

AA- AL apulosldwoelg, cuvnBwe xwplic cupmtwpota ano 1o KN, vEKpOTOULKO
gupnua

KOLTOVO LN OTLG TLEPLOXEG HE XaAapo AED kupiwg reptkotdtaka (ll1, 1V) kot oto
XOPLOELOEC TTAEY AL

Cerebral amyloid angiopathy (CAA)
KAnpovoukec popdeg (AB, ATTR, Acys-C, APrP), pe avoikeg ekONAWOELC

KUpLOPXEL unviyyopAowwdnc evarodeon o luloeldoUC TEPLAYYELAKA LE TILOAVA
EMEKTAON 0TN AUk ouoia/Bacikd yayyAlo/6aAapo

“Cerebrovascular involvement in systemic AA and AL amyloidosis: a clear haematogenic pattern”
Roland Schroder, Reinhold P. Linke



OMB aoBevouc

- Zulntouvtal 6U0 evdexOpeva:

1. Xpovia B-Aepdokuttapikr) AEUXOLULO UE TTAACUOATOKUTTOPLKA
Sladopormoinon kat cuvodo apuvlosibwon

JuvuTtapén xpoviag B-Aepudokuttaplkng AeuxoLiag Kot
TTAQLOLATOKUTTOPLKAC Sduokpaoilac- apuAosidwon amo dtadopeTikolg
KAWVOUC.




AL amyloidosis and CLL
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AL o uUAOELOWOT) KOl KAWVIKEG
B-UTIEPTIAQOTIKEG OLATAPOYES

» H ALA TutiiK& TIPOKOAEITOL OTIO KAWVIKEG TIAAG LA TOKUTTOPLKES

dratapayEg KL 1 LoTLkT) BAAPN amo tnv evandéBeon povokAwvikwy IgG
light chains

- Mo omtdvia cuoyetion TG ALA pe AepPoUTEPTIAOGTIKA VOOT|LOTA
(CLL/SLL, AeudOTIAACUATOKUTTAPLIKO AP )

- 271G B-untepmAaoTikeg dlatapoyeG N ALA TIPOKOAELTOL TIO TLG

UOVOKAWVIKES EAXPPES AAVTOUG TTOU TP AYOVTAL ATTO T VEOTTAXOUOTIKK
B-kuttopa




AL ouUAOELOWOT) KOl KAWVIKEG
B-UTIEPTIAQCTIKEG OLATAPOYES

« 2€ pLo avodpoptkn HeEAETN aro 1o 1996- 2004 (Boston University) armo
touc 812 aobevelc LE cuoTNLATIKA ApUAoELdWoNn

LOVo 10 2% (16 aoBeveic) elxav wC UTTOKELUEVO

B- AepdpoimepmAaoTIKO vooha

lovo ot 2 eiyav CLL (IgG-A) , 2 Aépdwpa opLaknc {wvng Ku
oL urtoAourot 12 AepudonmAACUATOKUTTOPLKO AEUD WO LE TTApAYWY)
HOVOKAWVLIKAC IgM avoooodapivng

Amyloidosis Associated with B-Cell Lymphoproliferative Disorders: Frequency and Treatment Outcomes
V. Sanchorawala, E. Blanchard, D.C. Seldin, Carl- American Journal of Hematology 81:692-695 (2006)




2UVUTIOPEN OLOADOPETIKWY KAWVWV

To vEOTTAQAOOTIKA B-KUTTOPA TIOPAYOUV LOVOKAWVLKEG EAADPEG AAVOOUG
0€ T0000TO IKAVO WoTe TBavWE va xprotpomotn8oiv wg biomarker T
aoBevelag (Eykatlpn dlayvwon/mapakolovBnon e€€EAEnG tng vooou)

To datvopEevo N TTAPATIPWTEIVN VoL UMV TIPOEPXETAL ATIO TO AEUXOULULKO
KAWVO 0AAG aTtd aAAO KAWVO TIEPLYPAPTKE YLo TIPWTN POPA TO 2004 ATIO
toug Carney et al ki akoAouBwg to 2013 onpootevdnke pia peyaiutepn
HEAETT OToU cuvuTtdpyxouv CLL kat ALA amto dtapopeTikovs KAwvVoug

«Serum-free light chain-a new biomarker for patients with B-cell non-Hodgkin lymphoma and chronic lymphocytic
leukemia.» Martin et al- Translational Research, April 2007



Systemic amyloidosis associated with
CLL/SLL

- AvadpopLkn] HEAETN TToU PeAeTOnkav Ta apyeia tng Mayo Clinic,
Rochester 40 mepimou etwv (Jan 1974-Oct 2012)

» 2UVOALKG 5.848 aoBeveig pe apulogidwon

C 33 ao0Beveig pe vumtokeipevn CLL/SLL

Systemic amyloidosis associated with chronic lymphocytic leukemia/small lymphocytic lymphoma. Kourelis TV,
Gertz M, Znt C. et al. American Journal of Hematology 2013




ATIoTEAECOT

33 aocOeveig pe
CLL/SLL +
auUAoEidwon

18 acBeveic (55% ) AL amyloidosis

9 aoBeveic (27%)
6 aoBeveic (18%)

QMUAOEIBOUG)

non-AL amyloidosis

undetermined type
(atToudia TUTTOTTOINONG

14 aoBeveic: 4 aoBeveic:

CLL + plasma cell CLL (<1% plasma

clone cells in bone
marrow)

*O1 2 Bswpnbnkav ki

QAVTILETWITIOBNKAV W

ALA

Systemic amyloidosis associated with chronic lymphocytic leukemia/small lymphocytic lymphoma. Kourelis TV,
Gertz M, Znt C. et al. American Journal of Hematology 2013



AmtoteAeopata (2)

ATio Toug 14 aoBeveig pe CLL kot cuvumtdpyovto TAACHOTOKUTTOPLKO
KAWVO :

2 eiyav kL ekdr)Awon amo aAAa dpyava (UTTEPACBECTIALUIO-00TEOANVTELG-
VEPPLKT) AVETIAPKELN) KOL TOELVOUNBNKOY WG GUVUTIAPYOV LUEAW U

6 010U 0 AEUYAULULKOG KL O TIAACHOTOKUTTOPLKOG KAwVOG eE€dpalav Tnv
1oL eAadpd dAuoo

3 a00eveig pe AeLYALULIKO KAWVO KOl TTAQCLOTOKUTTAPLKO KAWVO VA
rtapdayouv dladopetikn ehadpd dAuco

3 AyvwoTto

Systemic amyloidosis associated with chronic lymphocytic leukemia/small lymphocytic lymphoma. Kourelis TV,
Gertz M, Znt C. et al. American Journal of Hematology 2013



2 UUTIEPAC AT

H apuAogidwon pe vmtokeipevn CLL eival ToAU omtavia -pLOALG To 0.6%
OAWV TWV TIEPLTITWOEWYV TIOU KATAYPAPN KAV GE SLACTN A 40 ETWV

ALA cuvnB€otepa odeleTal OE GUVUTIAPYOVTO TIAAC O TOKUTTAPLKO
KAWVO, TTapd To OTL 0€ 4 TIEPLTITWOELG TO AUAOELOEG TIPOEPYOTAV UOVO
ATIO TOV AEUYQALULKO KAWVO

H Oepameia 0TI TEPLOCOTEPEG TIEPLTITWOELG OTOYEVCE OTOV
TIAOLO O TOKUTTOPLKO KAWVO TIOU TIAPTYAYE TNV AUUAOELOOYEVT
eAadpd AAUGO

Systemic amyloidosis associated with chronic lymphocytic leukemia/small lymphocytic lymphoma. Kourelis TV,
Gertz M, Znt C. et al. American Journal of Hematology 2013



Juumepacuata (2)

>1/3 Twv agdevwy e CLL apdyouv eAappes aAUooug aTov 0p0 Kot aTnyv
ETUPAVELX TWV AEUPOKUTTAPWY, WOTOCO OTIAVLA UTIAPYEL CUCYETLON ME AL
aUAOEIOWON

O Aguyaipikog KAwvVoG Ttopdyel cuvnBeotepa K- EAad pEG aAVGOUG
Ttov vLoBeToUV Lo dUoKOAX TN OLATAEN B-TITUYXWTOU PUAAOU KL Elvarl
ALyOTEPO APUAOELOOYOVEG aTto TIGA (AAL/KAL = 2:1)

To emimteda Twv eAeVOepwWV EAaPpwV AAVCWV GTOV 0PO ELVAL XAMNAQ
otoug aoBeveic pe CLL

Systemic amyloidosis associated with chronic lymphocytic leukemia/small lymphocytic lymphoma. Kourelis TV,
Gertz M, Znt C. et al. American Journal of Hematology 2013



CLL and clonal plasma disorders

M yvwotr mopatrpnon eival mwg otn CLL/SLL Tta MOAUKAWVIKA
B-Aepdokuttapa  «uotpdlovtou» 10 (dlo  pikpomeplBdAlov KL
dAANAEMIOPOUY UE TOV AEUXALLKO KAWVO

CLL kUtTapa mopdyouv kKAwVIKEG FLCS TTou cuvuTIdp)XOUV HE TLG
TTOAUKAWVLIKEG FLCs Twv puololoyikwyv B-Aepdokuttdpwy

AuTr) n ouvUTIOPEN mmmE) OLOPKT) EVEPYOTIOINON TWV TTIOAVKAWVLIKWYV B-
KUTTAPWV aTtd TA KAPKLVLKA

mmm) TI000YEVEDOT) PAEYHOVWOWV KL AUTOAVOCSWYV eTILTTAOKWV NG CLL

Oecwpior Twe ta CLL kUTTOPO PUTTOPEL VO AELTOUPYT]OOUV WG «CUUTTXPAYOVTEGH
YLOL TO YELTOVLKA TIOAUKAWVLKA B-AgpdokuTttopa yia toapaywyn nepiocoelog FLCs
KL EKTPOTT) O€ TIAOC O TOKUTTOPLKT) SuoKpacia

The cumulative amount of serum-free light chain is a strong prognosticator in chronic lymphocytic leukemia.
Morabito F, De Filippi R, Laurenti L, Zirlik K, Recchia AG, Gentile M et al. Blood 2011



[Mpoyvwon

OLaoBeveig pe non-AL auvdogidwaon elyav yevikd kaAutepn emiBiwon
OUYKPLTIKA JE EKE(VOUG e ALA

- Méon emniBiwon AL-amyloidosis === 389 prjveg
- Méom emBiwon non-AL amyloidosis sy 61.4 prjveg

H emiBiwon otoug aoBeveig pe kapdiakn CUUUETOYT) NTAV KOO YOXUNAOTEPN
(10.9 urjveg atic ALA).

Systemic amyloidosis associated with chronic lymphocytic leukemia/small lymphocytic lymphoma. Kourelis TV,
Gertz M, Znt C. et al. American Journal of Hematology 2013




OeparelLa

[pakTtika 0oL ol aoBeveig pe AL apuuAogidwon mpemel va AdBouv Bepameia
KOTA TN OTLYMT) TNG OLAYVWONG.

KataAAnlot yia cutoAoyn UETAUOCYEVOT) QUUOTIONTIKWY KUTTXPWYV; (EKAOYNG)

Emti kplinpiwv amokAelopoV AHCT (peydin nAikia > 70 etwy,
TIPOY WPTMEVT KOPOLAKT AVETIAPKELY, TIOAUOPYOVIKT) CUULETOXT], LEYAAES
TIAEUPLTLKEG CUANOYEG Kal avaykn o§uyovoBepareiag)

4

TPLITAG oxrjpa-Baciopévo otn Bopte(opifn (4-6 kUkAoL)

(cyclophosphamide-bortezomib-dexamethasone-CyBorD or

Bortezomib-melphalan-dexamethasone)



O acBevnq pag...

- MapakoAouBeitat TTAEOV ATIO ALPUATOAOYIKO TUN A KL E(VOL OE aywyT] LE
oxNMo kukAopwopapidong-Boptelopifng kat de&apedalovng
(ExOVTOG OAOKANPWOEL 2 KUKAOUG) TOU OTOYEUEL OTOV UUAOELOOYEVT]
TAQGUATOKUTTOPLKO KAWVO.

> AOyw eTOEIVWONG TWV TIEPLPEPLIKWV OLONUATWY au&nNdnke
dloupnTikr) aywyr o€ 80mg poupooepidng nuepnoiws.
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