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Makpoodatpwvarpia Waldenstrom

» Nepdolnepmiacia pe mapaywyn IgM avocoodatpivng

» Ta€lvopnon ota Aspdwpota oplaknc {wvng

» YBPLOKA XOPAKTNPLOTIKA METOEV AEUPWHATOC — LUEAWULATOC
> Amoucia cuvABw¢ 00TIKAC VOoOU
° ITANVoueyaAia
o Aepdadevomnabela
o Avatuio

> MNepupepikn veuponadeLa

> NEUPOTAACATOKUTTAPLKN
uopgdoAoyia

> KaAn mpoyvwon




Makpoodarptvatpio Waldenstrom
Mpoyvwon - Osparneia

» ZUVOPOO UTIEPYAOLOTNTOC
» Mepidpepikn veuponabeia
» Kpuvoodarpwatpia

» Oepameio pe MPWTOKOAAA AspdpwuATWVY XapnAou
BaBpou kakonOeiog

» KaAUtepn mpoyvwon amno to HUEAwUL
» Méon emiwon 8-9 ypovia




2UVOPOMO UTTEPYAOLOTNTOG

OpLoOC: 2UVoAO KAWVIKWY ekONAWCEWYVY, oL oTtoiec odeilovtal
o€ avénon tng yYAoLOTNTOC TOU QLUOTOC
olotnta ivat n evOOYEVAC avILloTaon MOV cuvavTa £va uypo

KOTAL TN pON TOU. 2N YAOLOTNTA TOU allpatog cupBAaAAouv ot
NPWTElveC TOU MAACHOTOC KOl T EQLOPpd O CTOLXEL

To ZUvdpopo untepyAoLotntac mpokaAeital KUpLwg:

» Ao avénon ThC CUYKEVTPWONC TTLBOAOYLKWY TIPWTEIVWV
(odarpiveg, vwdoyovo) oto MAAoUA

» avénon tou aplBpol TwV KUTTAPLKWY OTOLXELWV TOU aipatoc
(epuBpa, Aeuka alpoodaipla) n

» MELWON TNC MAPAMOPPWOLUOTNTOC TWV KUTTAPWV (TT.X.




AITIOAOIIA

» Makpoodatpvatpio Waldenstrom (10-30%, IgM>5g/dl)
» MoAAarnAo puéAwpa (<10%)(IgA, 1gG-3 class, light chain)
» AAAEC autiec utepyAoLotTnToC:
o O&elec N XPOVLEG AEUXOULHIEG ME UTTEPAEUKOKUTTAPWON,
o 16tomadng moAukuttapatpia, AIDS
o Ao avooooUMTAEypata o€ KoAAayovwoelg (P. ApBpitig, voooc Still)
> Napaocttwoelc (EAovooia, Asiopaviaon, tpunavocwuiaon)
o MewKTA Kpuoodatlpvatpio
o Kapkivoc woOnkwv, omavidtepa o€ AAAOUC KaPKiVOUC
o AyyeloavooofAaoctikn Aeppadevonaberla, voocog Castleman
o @gpameio LE PETIVOELON
o XopARynon vPnAwv ddcewv evbopA£BLac avocoodarpivne
o APEMOVOKUTTOPLKA avaLpia
Oepaneia pe kpuokaOnpata (uep-tvwdoyovarpia)
AN




MAOGODYZIONOIIA

® O KAWLIKEC EKONAWOELC Eival AMOTEAECHA TNG
emiBpaduvonc tnc ponc Tov aLipoTtoC oTa MKPA
OlYYELQ, TNC EMAKOAOUVONC LOXALMLOC KOl TNC avénong
TOU KapdLakou £pyou, Ta omoia npokaAovvtol oo
TNV aAu€nMEVN YAoLOTNTA, IOV MIMOPEL va 08NYNOEL
TEAKA o€ OpopBwoELC, LOLWC OE MEPLITTWOELC
TLOAUKUTTAPALHLOC | AEUKOKUTTOPWONG OE
AEUXOLLEC

® OLapoppayLlKkeG eKONAWOELC TpoKaAoUvTaL oo TN
HEYAAN dataon Twv ayyeiwy, tn dtatapoxn tng
AELTOUPYLKOTNTAC TWV ALUOTIETAALWV KOl TOU
TOAUMEPLOMOU TNC LVIKAC.




2UVOPOO UTTEPYAOLOTNTOC
KAwvikéc EkOnAwoelg

AIMOPPATIEZ BAENNOIONQN
Ouloppayia

Eniotaén

FaoTPEVTEPLKO

MeteyxeLpnTIKA

ONTIKEZ AIATAPAXEZ2
AutAwrnia-anwAslo 0pacng
Awpoppayia avpiBAnotpoetdoug
Oidnpa ontikAc ONANG
Anodpaén opOaAuiknc PAEBaC
NEYPOAOTIKEZ EKAHAQZEIZ
Kedbalalyia, {aAn,
Bapnkoia-kwdwaon, iAtyyog
20yxuon,tpoOpocg

Atatio
ABapyog
TOOMOL-KW MO

O\ I s

e KAPAIAKH ANENMAPKEIA

e EKAHAQZEIZ AMO TO NEODPO
EvanoB<osic oto oneipapa
AlatapayEG 6TNV CUUNMUKVWON
KOlL 0TV 0PAiwaon TWV oUPWV

e YNOKEIMENIKA ENOXAHMATA
Konwon, aduvapio,avopeéio



NEYPOAOTIIKEZ AIATAPAXE2

EotlaKEG VEUPOAOYLKEC EKONAWOELG (MapAAUCH TTPOOCWTILKOU
veUpou, Kwdwon Ka)

Konwon, cuyxuon, kepaAaAyia, dSxeg opaonc

Nepidepikec vevponadeleg (aMOpMUEAVWTIKA
TIOAUVEUPOTIAOELO LE AVTILOWLOTOL EVOVTIOV
YAukomtpwteivwv tTn¢ pueAivnc-anti-MAG, aImOMUEALVWTIKEG
veuponaBeiec xwpic anti-MAG, cupntwpota
Kpuoodapvatpiog, VEUpomadele CUVOEOUEVEG UE
olpvAoeidbwon)

20vépopo Bing-Neel:

NevpoAoyko cuvépouo kot WM
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OEPAIEIA

Avaykn eneiyovoac aviipstwnionc: MNlaocpadaipeon

e Adaipeon 2-4 It mTAaopatog odnyel katd Kavova o BeAtiwon
TWV CUMITTWHATWY => avilkataotaon e aABoupivn Kat
$duoLoAoyLlko opo => tayxeia ttwon IgM

o Adaipatn, Aevkadaipeon, adopatopeTayylon KA
o AMAyOpPEUETOL N AUECN HETAYYLON KO EML LEYAANC OLVOLULLOLG

o Metayyion epuBpwv N Bepaneia pe epubponontivn HNopEl
VoL EMLOELVWOEL TO OUVOPOLO UTIEPYAOLOTNTOG

e Avaykn nAaocpadaipeonc e tn HETAyYYLoOn EpuOpwVv

e AmaLtteitol MAVTOTE YopRynon XnHeloBeparneiag




NMpwtonmaOnc apvAosidbwon

» NOoooc¢ €€ evanmoO£oewC HETATIOLNUEVOU TIOAPOLYWYOU
avoooodatpivnc cuvnOéotepa A-aAuvoidac (AL-apuvAocidwon)

» KAWLIKEG EKONAWOELG HE HKPO dopTio MapaTPWTEIVNG Kot
XapnAn nAaopatokuttaplkl 61ROnon puelov

» MPocBoAn LoTWV KoL 0pyavwv

* Neppwv

= Muokapbiou

" '"Hratog, ormAnvog

= Evtépou

= ApBpwoswv

Evéokpivwv adévwv

Nepidepikwv veupwv - To KNZ 6gv nmpooBaAAston

MQon e e6kn xpwon o€ Ploieg (Congo-Red)




Npwtonadng apuvAosidbwon — KAwikec ekdSnAwoelc I.

L]

» Mpoodeutikn pn avaotpePipun vedppikn BAaBn
» OAWKA KapdLaKkn avenapkeLo
» AlaTAPAXEC OYWYLHOTNTOC, APPUOULEC

» HmatoonAnvopeyaAia
» AEPUATIKEG — UTIOOOPLEC EVATIOOEDELG
» Maria racoon

» MakpoyAwaooia

» Nepudepkn moAvvevupitida

» MoAvopBOpLkEC EKONAWOCELC

» EkOnAwoelg ayyetitidac

» ZUvépopo duocamnoppodpnong
JuOPOLO KopTiLaiov cwAnva
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Mpwtonadn¢ apulocidwon — Epyactnplakd evprnpota

» MPoodeuTIKA EyKATAOTAON OALKNG KOPOLOKAC QVETIAPKELOLG
» Meyalokapdia — WeuSAC UTEPTPODIO KOV [
» MeyadAn ekntwon ocvotaAtikotntoc — EF <40% '

» Mayuvon tou HEcOKOLALOLKOU Stappaypatoc
>12 mm andéAvta SLoayvwoTiko

» Awadopec BaABldbonabdeleg
» Awatapaxeg aywylpotntog - KK amokAelopog

» Awadopec appuBuiec — Torsade de point

» Aldpvidlog kapdiakog Bavaroc




NMpwtonadng apuvlosidbwon — Nedppikn npoofoAn

» NeUKwHOTOUPia — ASUKWHATIVOUPLA KOl HKpA ouviOw¢ mood
HOVOKAWVLIKAC odatpivng kKupiwc eAeVBepng alvoidag ota olvpa

» KAwvIKA Kol epyaoctnplakn elkova Veppwokol cuvopoou

» Kau omelpopotikn Kot owAnvapakn BAABN

» ZUVAOWC MN avaoTPEYP LN VEDPLKNA OVETIAPKELOL

» Amatteitan mavrote BloYia veppou yia tn diayvwon

A. AL Amyloidosis B. Multiple Myeloma C. Nephrotic Syndrome




AL apulosidwon - Nepidepikn apUAoeLldLKN vevpomtABeLa

‘ Peripheral Neuropathy Symptoms

Section of
sural nerve

1 2 l 3 4 e
Numbness, Stabbing pain Burning pain Sensitivily
especially in arms to touch
and legs
» Enwduvn vevupondBela Kupiwg Twv aodnTikwv vsupwv -.

ZULHUETPLKI) ATTW KATOVOUN

ZuvodeveTal anod autovopn veuponaBeia oto 65%
(opBootartiki untdtaon, Sidppola, Suctovia KUOTNG —
OLKPATELO, AVLKOVOTNTO)

To UYo¢ TG MapanpwIEivng Unopsi va eivatl eAayiloto
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What is AL amyloidosis.mp4




To €160¢ TNC MPAdpopNng AUAOELOOYOVOU TIPWTEIVNG
npocodilopilel tnv oAk emiBiwon

‘\_\_ wtTTR
@ _| L SSA (HR 0.16, p 0.002)
"'-—.1_ - IVS thickness 19.7mm
\ mTTR NT-proBNP 424 ng/L
© |
T ATTR (HR 0.43, p 0.068)
< | IVS thickness 16.6 mm
" LC |___I NT-proBNP 845 ng/L
o~ AL (Reference category) |_ o
' IVS thickness 15.8 mm
NT-proBNP 9985 ng/L
[
[ I [ [
0 50 100 150
Months

O nadnTIkOg MEPLOPLOUAC TNG KAPSLAKAG KILVNTIKOTNTOG IOV TIPOKAAELTaL o
NV evanoBeon twv widiwv tTouv apuAoeldolc oTo HUOoKAPSLO SeV popei va
gEpUNVeVOEL TNV peyaAn dtadopa otnv oAwkn emBiwon otnv AL-apulocidbwon




Tekpnpilwon Tnc Stayvwonc th¢ HUoKapdLaKNC auAoeidwonc

» A§LOAGYNON KAWLKWV EVPNHATWV
» Ymétaon - Sucautovopuia ]
» HKI — mAnBOog eupnuatwv |
» Emineda NT-proBNP ko tpomovivng
opou
> NT-proBNP > 1800 pg/ml

> Tpomovivn > 0.025 ng/ml o

, , ET' e e e e e e e e ey o ’ T o,
» ATIELKOVLOTIKA EVPHHATA X“”“M’f Suvapka ~ 50%
s , n * Wevdoépdppaypa ~50%
» Broyia puokapdiov e T e e
j;“*"*“" .05 N -;;‘ P 0 T O IO s 3 T g B ol 1,ﬁ:ﬂr e e e e
TABLE Il. Staging of Immuneglobulin Light Chain Amyloidosis M ENiaanRa
Score” Median survival (Mo)
o ] Cardiomyocyte mm;.; N (LM
1 403
2 4.0
3 2.8

* Scores are caloulated by assigning 1 point for each of the following: car-  Blood Chavage
diaz troponin T > 0.025 ng/mL; N-terminal pro-brain natriuretic peptide / \
1,800 pgimL; and difference between invalved and unimvalved serum ""w-pmiw‘l-m BN 132 &

free light chain levels =180 mafL. i



Afovec TNC OEPAMEVTIKAC OTPATNYLKAC

Yoo TtnPKTIKA aywyn aacBevoug kat mpooBePANUEVWV {WTIKWV
OpPYAVWV TOU

Neploplopadc / e€aenn tov poptiov MAACHATOKUTTAPWY =>
srmuPpaduvon => avaoToAN MEPALTEPW TTAPAYWYNE LLULUAOELSOUC

Oepamneia cuvtipnong Kat Bpadug KataBoAloHog Tou
evanotedelneEvou apuAoetdoug

Oepamneia AMOUAKPUVONG TOU EVATTOTEOELUEVOU OLLUAOELSOUC




YOG TNPLKTIKNA aywyn

MNepLopLlopog AAaTtog, SLOUPNTLKA, AVTLOPPUOMLKA KATT

2TEVN ouvepyaoia HLE Tov L6KO / urteUBUvo TNE KAOE PO BOARC
neplpepLKOV opyavou

Oepaneia dSopOwaopwyv BAaBwv (r.x. cUVOpoO Kapriaiov cwARvay)

Npodulaktiki aywyn yla AOLUWEELS, OXETIW{OMEVEG LE TNV
OLVOOOKOTAOTOAR €K TNG VOOOU Kall K TNG Oepareiog

Napevtepikn dtatpodn omou xpetaletal
AvVaAynTiIKA o€ VEUPLTLOLKO AAYOC 1] OOTLKI) GUMHETOXN

Adpwodwvika (ortavia xpetalovral)




Oepaneia nepLoplopol Tou veomAaopatikol ¢poptiou

= Aev umtapyEL avtiotolyia BaputNTtog VOoou € avanoBEoewd Kot
VEOTIAQLOLOLTIKOU TAQLCHATOKUTTAPLKOU POopTiou 6TOV MUEAD

m Ol BepameuTikeéCg emIAOYEC TtepLlopilovtal avaloya pe Tov Babuo BAAPNGS Twv
(WTLKWV 0pyavVwv

= OL aVOOTOAELG TPWTEACWHOTOG XPNOLUOTIOLOUVTAL UE TIPOCOXN AOYW
duvntikic veupotolkotntoc (Bortezomib) iy kapdlotoéikotntoc (Carfilzomib)

= To ixazomib 6gv €xeL aAUTEC TIC aAveEMOUMNTECG eVEPYELEG KaL NON afloloyeital
o€ peAetn daonc Il yia urtotponialovoa apuloseidwon
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Bortezomib Carfilzomib
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MNEODOO1 (2A4) Induces Phagocytosis of Light Chain
Aggregates - Timelapse Video

migG2b (Control mAB) 2A4 (mMNEODO001)

I Human macrophage cell line
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