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NEPINHWH

H apunosidbwon anotedel éva @dopa ondviwy nabnoswy nou npokadolvtal and cucowpeucn NabonoyIka
avadinAoUPEVWY NPWTEIVWV NOU oXNUAatidouv apuioeldn cucowPatwata, NMPoKAAwVTag NPoodEUTIKA SUC-
Agitoupyia opydvwy. H apudosidwon prnopel va npooBdnel Sidpopa Jwtikd épyava e T0 AUTOVOHO VEUPIKO
oUoTtnpa va npooBAannetal cuxvdTePa 0Toug SUO Mo cUXVoUG TUNOUG, TNV auudosibwon € eAappwv anUoewv
(AL) kal tnv apunosidwon ek tpavoBupetivng (ATTR). H didyvwon anattel .otoAoyikn tekpnpiwon pe Blowia
unodoptou Ainoug (wg N Alydtepa enepBatikn peBodog) N NpooBeBAnpEvou opydavou Kal aveUpeon apuAoeldous
pe BTN xpwon gpuBpou tou congo. H tautonoinon tou apudoeldoug eival Baolkn yia th owotn Sldyvwon
KAl NPAypatonoleital Eow PIKPOOKOMNONG, AVOCOIOTOXNIEIAG KAl (PaCATOUETPIag Hadwy.

H AL apuAdosibwon €ival o Nio Kowvog TUNog oUCTNPATIKAG ApuAogibwong Kal npokadeital and pia eAaepad
anuoida n and évav KAWvo NAAoPAToKUTIdpwyY Nou napdyouyv éva Bpavcopa eAappds anucidag plag avooo-
o@alpivng. O KUPLOG NPOYVWOTIKOG Napdyovtag o€ aoBeveis pe AL apunosidwon eival o BaBpdg kapdlakng
npooBoning. H npoaBonn Tou autévopou VEUPLIKOU CUCTAPATOG NoU cuxvd ep@avidetal oto nAaiolo alebnti-
KOKLVNTIKAG MOAUVEUPONABELaG eNNPeAdeEl TO KAPSIAYYELAKD, TO YAOTPEVIEPIKO KAl TO OUPOMOLOYEVVNTIKO OU-
oTNPa, e Kupiapxo ocUpntwpa tnv opBootatikn undtacn. H éykalpn didyvwaon kat n dueon Bepaneia eival
ONPAVTIKEG Yla TN Slaxeiplon TG MEPLPEPIKAG KAl TNG AUTOVORNG VEUPONABeLag, Tn BeAtiwon TNG noldtNTag
NG dWNG Twv acBevwyV Kat TNV Kadutepn Npdyvwaon tng vOoou.

G—x Né€s1g-kALIB1G: aUTOVOpO VEUPIKO cUoTNPa, opBootatikh undtacn, AL apuiosibwon, ATTR apunoeidwon

EIZArQrH UEQLRES TOWTEIVES UTOQOVV VO TTQORAALEGOUV KO

H auvhoetdwon amotelel €va (Aopo OTavVImY TTo-
OMoewv ov EoxalovvTal 0Ité CVCOWEEVOY TTaHo-
Aoyrnd avaduthOUUEVMV TQMTEIVAV TOV OXNUALT(-
Couv auuroeLdr] CUCCMUATMUOTO TO. OTTO(0. EVATTO-
TiBevtan og owiha GQyoVaL %o LOTOUS TTQOXRAAMVTOG
mpoodevtvt] PAAPN'. "Ewg ouepa €xouv avoyvw-
oLotel 36 duapoeTnd €01 AUVAOELOOYOVMV TOM-
TEIVAV. ATTO QUTES TIC TEWTEIVES OL dEXOLOY T TOO-
%OAOUY OUOTNUOTLXT] AUVAOEIDMOT EVE) OL UTTOAOLTTES
OYNUATICOUV TTEQLOPLOUEVES EVATOOETELS? OV HOLL

* H gpyaoia éxel xpnpatodotnBel and tnv EAANVIKA Etalpeia Ynéptaong

OUOTNUOTIXES XOL TTEQLOQLOUEVES LoREs. H apuvlo-
eldmon umopel va elvor emirtnTn 1] ®*Anoovoury
(6mwg M ®Angovouxry opviogldmon ex Tpavobupe-
tivng). To €(d0g TS AUVAOELILHIS TEMTETVNS RO TOL
mpoofepInuéva 6pyavo xaBoiLouv TLg vAVIrES
endnhoeLg naw v €xfoon g véoov. Xty ovoTt-
norTry| VAo EdmoN Utoovv va. pooPAndovy did-
OO Cwtrd SQyava, 6rme M #aEdLd, OL VEQQOL, TO
VEVELO OUOTNUC, TO HITAQ, TO YOUOTQEVTEQLRO OV-
otua xou oL pohaxol 1tol. Ou do ovyvdtegol Tirmol

1 @epaneutikn KAvIKN, latplkn ZxoAn ABnvwy, EBVIKS kal Kanoblotplakd Maveniotnplo ABnvayv, Noookopeio «Ade€avopan»
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ovoTNROTLRNG OUVAOETdmOoNG elvon N apvrogidmon
€€ ehapodv arioemv (AL) xou N apvhoeidmon ex
toavoBupetivig (ATTR). To mepupeond vevourd
ovomue TEOOPdALETAL OUYVA %o 0TOUS dUO THITOUG
UE HATOOTQOPIXES ETMITAORES OTNV TTOLGTNTO LN
TOV 0OOEVHV RO TTEQLOQLOUOUS OTLS (PAUOUOAREVTIRES
emhoyéc. H duooutovouio amotelel ouyvn exdilw-
on meQLpeQrig vevpomdfelog. NevpomdOeLo tov
QUTOVOUOU VEVQLXOU CUOTHUATOS UTTOQEL OTTaVimg
V0L EUPOVIOTEL %O O€ AAAOVGS THTTOUS OUVAOETDMONG
Omtmg 1 avtodvoon auvhoedmon (AA), n apvroei-
dwomn amd P2-uxrgoopaioivn, auvloeidmon ard
amoltormpwteivy A-I (AApoAl) now houtég auvho-
ewdwoelg [gelsolin (AGel) amyloidosis, fibrinogen
A chain (AFib) amyloidosis]®.

H dudyvwon g ovothuatixig apvioeidmong
oautel Lotohoyry Teruneimon ue Proypio xo ovev-
eon auvhoeldouc ue Betnn xowon uBpov Tou
€ONgo, T0 OO0 KOTA T1 WHQOOKOTNON UE WHQO-
OROTLO TTOAMUEVOU PWTOS EUPAVITEL TOAOLYY OTO-
yomwon xat duthi| drabhaotindtnta. H mo evyonot
%o MyoteQo emeufotint uEBodog wov YeNoLHomoL-
eltan yuor ) dudyvoon eivon 1 froyio xotharol At-
7oVg, te VYA gvanodnoto 70%-90% oe aobeveis
ue AL apviogidmwon, alld wxodteen gvotodnoia
0ToVg VITGAOLTOVS TUTOVS aproeidmwonct. Two fro-
Pia WIToovv VoL XoNoLmoTotnouv xot GAAOL LOTOL
OTmg oL oLeAoYSVoL adEves 1 T0 0003, eV O€ TEQL-
TTWOELS AoApOUS dudyvmong ahhd te vmin voyio
™G véoou umopel vo Angdel froyio amd mpoofe-
PAuéva dpyava. H evdouvoraodiaxn Proyio eivor
uia eepPativy uEBodog ahhd ogovoldler evat-
ofnota wov Eemepvd 1o 95%. Ze aoBevelc ue vmoyio
ATTR apvloeidmong o toboroyind nhextooxro-
dloypapud evorjuata evOERTIRG ROQILUHNG TTQO-
opoing,  evdouvoxrodiaxn rogio (oet va amro-
@evyOel uGvo otV TeQTmon oV OgV aveVQIoKETOL
LOVOXRAMVIRY] aVOOOOQULQ{VY, UE OAQWON UE
technetium-99m-pyrophosphate (PYP) 1 odowon
ue technetium-99m-3,3-diphosphono-1,2-propano-
dicarboxylic acid (DPD)’ emdeixviovtag ®aodiomn
TEOoAMYY. “YoTeQa amd TV aviyvevon evomodE-
OEWV AUVAOELOOUS YLOL TV oxOL dLayvmor omot-
TelTan M Towtomoinon Tov apvroetdovs. H avooo-
NAERTQOVIXY] URQOOXOTTICL ElVal wiat evaiodnTy ®o
e nEB0dOG yLa TOTOTOMON TEWTEIVWV AAAA W)
(PAOUATOUETOI0L LAV TTapovoLdlel evauotnoio no
eldomra el 1o 100% nou emtpémet v aviyvev-
o1 GAWV TWV ELODY OUVAOELORMY TOMTEIVHOV. QOTO-
00, amotehel puio axopr uEBodo mov astoutel e10WwS

€0YAOTNOLOXG EEOTAMOUG RO EEELOLEVUEVO TTRO-
oo rou eivar draBéowun og ehdyrota xévrpa. H
OVOOOLOTOYNUE 0L WTTOQEL VO yonoluorto el oe me-
TELQOUEVQL EQYOOTOLOL ARG €Y EL YOUNAITEQY EVOUL-
oBnola xau edrSTHTO.

AL AMYNOEIAQZH

H AL apvhogidmon eivan o 1o ouyvog Timog ovot)-
wottvic apuhogidmong ue enimtmon 9-14 mepuotatt-
%A avd exoaroupiolo TAnbuvonot otg HITA®, TTpo-
nohelton oo wa ehapod ahvoida 1) oo €vay ®¥Amvo
TAOLOUOTORVTTAQMV TTOV TALQUYOUV OUVAOELOOYEVY]
Vo000 QaLEIVY eAapeav olioewv. TTpoofdiiel ov-
yvoteoa TV xodd (50%-75%) row Tovg VEQEOUS
(50-60%). H »odiaxn meooBolrn exdnhdvetot mg
%aEOLOXY] AVETTAEXELDL (e dLoTENUEVO ¥Adouo EW-
Onong’. H €xtaon g xapdiaxic toooPolrig eivar o
HVPLOTEQOS TARAYOVTOS TEOYVMONS TNG VOOOU 1AL
yro v dlaotowudtmon aodevay pe AL apvrogidm-
oM XENoLostoLovvTaL xoEdLoxol Prodeintes. Aobevelg
ue TEOYWENUEVN ®adlomy véoo [N omoio opitetan
g otadiov 3 xatd Mayo pe vorolovonuxo Temntido
(NTproBNP) > 8.500 ng/L »o vymhrjg evanotnoiog
toomovivy T (hsTnT) > 54 ng/L] magovoidlouvv uéon
emPiwon Mydteon amté €€L wijvec®. H AL apuvlogi-
dwom epgaviCeton Tumnd v Exm 1j €pdoun dexaetio
Conjg, ouvnBwg ue un drd CUUTTAOUATO, GTTMS KO-
WO, ATWAEL GEEENS KoL CwUaTHOU Pdoovg, dU-
OTIVOLOL RO TIEQUPEQLRA. OLOTUOITCL LLE CLTTOTELEOLOL VL
raBvotepel 1 dudyvoon’. Khvird onueio 6rwg 1) te-
QLOEBOALKY] TTOQEUOL KA 1] WOKQOYAWOGT0, £XOUV
VYN ELOATTOL RO EVALOONTTOL OMAG epaviCovion
meQimov oto 15% twv aoevav'e.

AYTONOMH NEYPOIAGEIA ZTHN AL AMY-
AOEIAQZH

H ntpoofoly tov autdvouou veupLrol cuoTHUATOS
mpoxaAieital atd evamoBEoelg apvioeldoig ota
oVuUTAONTIRA RO TAQACUUTTAONTIXA VEVQO ROl OV-
¥ VA eUPOVICETAL WS UEQOC ULOGS CLOBNTIRORLVITLXRIIC
TTOAMUVEVQOTTAOELOS TTOV £mNEEALEL TO RAQOLOLYYEL-
ox0, TO YOUOTQEVIEQLXLO RAL TO OVQOTOLOYEVVITLLO
ovomua. Exdnidvetroar pe mheidda ovpmrmudtmy
OGS SLOLOQOIRES HEVAIOELS UE EVOMLALYEC UE TTEQLO-
O0Ug SUOKOLAETNTOG, ROTOAYOVTAS O€ OTTWAELL OW-
notrov BAoovg xat NAERTQOMTIRES dLaTaQOYES,
vowtia, ouvdpouo duoamoedgnons!!, ogbootatixr
vrdtaon, Ldln, duohertovgyio ™ ovEOdGY oV K-
otewg ®ou otutxt] dvohettovpyia. IIpoofoir Tov
EUNQLTROU CUOTHULOTOS UTTOQEL VOL TQORAAEDEL OUU-
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TTOUATO. ovVidQMOtas 1 vitepdpwoiag, EnoopHah-
uia na Enpootouia v 1 o@OaAuLRY| TEOOPOAY
exdnlavetol xvpimg pe Baufog dpaonc. Ayyelont-
VTG CUUITTOUATO. UE TTOYMUEVAL KOL OITTOYQWUOL-
TLOREVA dnEa Urtoouvv va magatnenovv. To mo
OUYVO ROL YOLOARTNOLOTIXG CUUTTTMUO (VoL 1 0000-
OTOTLXY VITGTOON %Ol AROAOVOWE CUUTTWOUOTOL OTTO
TO YAOTQEVTEQLRO RO TO ExxQLTLnd ovotnua. H op-
Boortatnr] vtdtaon 0pileTal g 1 TTWON THE CUOTO-
Mxiic apmotaxng teong »atd 20 mmHg 1j g da-
otoMrnig apTnotoniic tieong xatd 10 mmHg og 6p-
B B€om. H opBootatinn vidroon wov mpoxaheiton
omto duataayy} 0T ouuTadnTLRY VEUQWOT TWV Ta-
0e0lmodoy€mv ovoudleton vevpoyeviig opBootatix
VIdTAoN, 0 avtiBeon ue ) devtepoyevi opboota-
T VITGTOON TTOV TTEOXOAETa 0Ttd drovpntrd. do-
Lo L, XOQOLAKY AVETTAOUELDL, VEPQWOLKO CUVOQOUO,
N vrooyropio row Tapatneiton og aobeveic ue AL
opvroeidwon. Ou aobeveic avtol ovvijBwg €xouvv
QUOLOAOYLRY ROEOLOXT] OUYVATHTO %aTd TV GO
B€om. H duohertovgyio tg amdnoLong g ®aodia-
%S ouyvottag oty ailayn B€ong mpoxraheiton
aTt6 ATOVEVQMOT] TOU TOLQAOVUITALONTIXOU VEVQLROV
ovotijuartog. To ovpmTmuate oo To YOOTOEVIEQLRG
ovomua eEautiog g duoautovouiag TEorahovvVToL
AOYW OTTOAELOS AVOOTAATLRAV VEVQDVOY RO AOEN-
ONg OLEYEQTIXMV VEVQMVWYV TTOV TTQOXAAOUV dUOXL-
vnoio xal oL Aoy g evartéeons apuviogldoic
otov yaoteevtepwrd cwhjval?, H BAdfn g neta-
yoyyAaxig ovumodntiric vevpmong odnyel oe ai-
oONTRONLYVITLRA CUUTTTAOUATO UE SLOTAQOAYES EI-
dpwonc’®. Ta cvpurTdUaTo. SVOAVTOVOUIOS UTOQEL
V0L EUPOVLOTOVY UETA TNV EVOLQEN TTEQLPEQLRNG VEV-
omd0gLac!t. ENUELOTEOV, VITAQYOVV AVAPOQES TTE-
QLOTOTLRMYV TTOV TTOQOVOTALOY UEUOVWUEVT dUOAEL-
TOVQYI0L TOU QUTGVOUOU VEUQLKOU CUOTHUATOS Y MQOIS
onuelo ToAVEVQOTAOELOC.

e o avadgouxy LeAET) mov TEoodiooLte Ta
el0OM avTdvoung vevpomdbeLag rao ToOAVEVQOTA-
Belog oe aobeveic ue AL apvloeidmon, oyeddv Shot
oL 0.00gvelg andpa rot Tl TOV HTOV CLOUUITTOUO-
Txol Tapovotaloy Taboloywrd eveUaTa ®OTd TOV
EAeYY0 AELTOVQYIOC TOU AUTGVOUOU VEVQLXOU CUOTH-
wotog (ANZ). Ze din avadoounny uehét 65 aobe-
VOV UE LoTOAOY A TEXUNOLWUEVT AL apvrogidwon
%o Juoautovouio TeEQLYQAEN RV TEVTE WoTiPoL mTe-
QLPEQLRNG RO AUTAVOUNG VEVQOTAOELOS: YEVIREV-
uévn duohertovpyio tov ANZ pe emaduvn TorvveL-
pomdBeLa, yevirevuévn duoiertovpyio tov ANX pe
OvV®OIVVY TOAMVEVQOTTADELDL, YEVIREVUEVY OUOAEL-

Tovpylo Tov ANZ ue vevpomdBeio ATV LV(IV,
TohuvevomddeLa X mEils SOLVOAELTOVQEYIO TOV CUTO-
VOUOU %Ol UEUOVOUEVT] YEVIREVUEVT] SUOAELTOVQY (O
ToV autévopov (autonomic and somatic C-fiber)'.
To o ovvnBeg potifo ftav n dvoavtovouia pe
endduvn mohvvevpomdBeia. H mapovoia duatapa-
NS Tov AN ®ou TV AETTOV VEVQLRWOV VAV UTOQEL
Vo 0Oy o€l 08 TOMUUATEQYN ALdyVIOoN 08 OUYRQLON
ULE TOVG VITOAOLITOVE TUTTOVS HUOCUTOVOULOLS 1] LEUO-
VOUEVNS TTOAUVEVQOTTAOELAS.

[T€pa oo TOV 0EVNTLHO CVTIXTUTTO OTHV TTOLSTHTOL
Comg Twv 0.00evidv opLopéva dedouéva vtooTnl-
Covv Tov duouevi| TEOYVMOTIRG QOAO TS duoauTo-
vouiag og aofeveic ue AL apvroeidmon’. o’ 6ho
7ov 1) emPimon Twv aobevadv xabopiletat ®veing
O7to TV €XTAON TS ROEOLOXT|C TEOOPBOAYS, 1) 0pB0-
otaTrn votaoy wrtoeel va odnynoel o cofaQég
EMUITAORES OIS CUYROTT| RO TQUUUOTIOUOUS, OXL-
ynromoinomn xow BQOUPMOELS e ATOTEALEOUA VAL OV-
Edvetauw 0 ®ivouvog Bavdrov'®. Ta cvwrtduoro du-
0OT0QEAPNONS 00N YOUV 08 avoQEeEnL nouL TMAELLL
omuotrol Baoovg eva 1 amioyvavon Bempeiton
OeUTeQN ovyvaTEEN aLtior BovATou HETA T OUUEPO-
ONTLRY ROQOLUKY AVETTAQHRELCL.

ATTR AMYAOEIAQZH

Yrdgyouvv o eidn ATTR auvhoeidmwong: n ATTRwt
(wild type 1 yepovtien apvrogidmwon) rown hATTR
(vAngovourj apvroeidmon). Zmv ATTRwt, 1) toav-
obvpetivny (TTR), wo TowTeivn petapods ue opo-
TETQAUEQY], TETOQTOTOYT] LOQYY, 0dnyelton o€ afo-
Aoy avadimAmon o oxnuaTilousd widiwv auuio-
eldovc. ZuviiBwg n ATTRwt mpoofdhher v 2adid
TQORAADIVTOS TTEQLOQLOTLXY LWVORAQOLOTAOELD KLl
eupaviCeton xvpimg oe avopeg > 60 etwyv. HhATTR
auuLoeidmon elvor piot orTavLeL, CLOTNUATLRY VOOOS
UE AUTOOWUARG ETKRQATY TUTTO XANQOVOUXOTITOG.
IMpoxahetton amd pio onueroxy] petdriaén oto TTR
YOVIOL0, ROTOM|YOVTOS OTHV VITORATAOTAOY EVOS UG-
vo auvoE€os. H maboloywmr| mowteivy ex toavobu-
petivng amootafegomoLeital, odnyeiton og mabo-
hoywri) avadimhmon xot aboilletal yia vo oynuo-
tiogL vidLo apurogldovg mov evamotifevtol oe did-
(POQOVS LOTOVG KL GQYOVA TTQOXOAMVTOS AUEOY
PAGPN ®ow duoleltovEyio opydvmwy. Qg oueQa
€YOoUV avayvmLoTel TeQLoooTepes amd 150 uetoh-
MGEerg (http://amyloidosismutations.com).
AL0poeTIRES UETOMAEELS TTEORAAOTVY PaUVOTU-
TTOVUG TTOV OYETICOVTOL E(TE e TOOEEEXOVOO LVOROQ-
dromabera, elte mpoeE€yovoa molvvevpomddeia 1
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VOV WATO QOLVOTUTTO UE ONUELDL RO CUUTTTOUOTOL
%o TV dU0. Atop Tov pEQOVV TV (dtoL ueTAANOEN
WTOQEL VOl TTOQOVOLALOUV ETEQOYEVELD OTIC RALVIRES
emdveg g vooov. INa va empPefordoovue ) Oud-
yvoon uiog petdiragng oty TTR mowteivy asmou-
teltal M TEOYUOTOTo(non aAAAOUYLONE TOV YOVL-
dudpartog. To ovyvoTeQO TOYROOUING EL00C UETAA-
MaEng elvar 1 avoratdotaon g fakivig amd pe-
Belovivn oto auvoEl 30 (Val30Met), ue €va wooo-
016 70% tov aoBevav va glvar popeic. H Val30Met
hATTR gpgaviCetol pe dvo pavdtumovs: Evay
TEALUNG EVaEENS véoov (<50 eTdV), ouyve otV
Togroyohia”, ouviBwg e BeTrd orroyeveLra LOTO-
OL®G, TOV EXONADVETOL e TAXEWS EEEMOOOUEVY OlL-
oONTLOXIYNTIXY TTOAUVEVQOTTAOELL RO VCAUTOVO-
uioL, yvmwoTti »ow Mg OLXOYEVNS AUVAOELILXY] TTOAUVED-
pomdOera [familial amyloidotic polyneuropathy
(FAP)] naw évav yung €vaeéng véoou (>50 etayv)
710V exdNADVETAL KVEIWS Ue HUORUQILOTTADELDL KoL
My3TEQO OUYVE e HUOAUTOVOULCL, TTEQLPEQLRY] VEV-
pomdfeia nou vevgomadnturd movo. Iayrooulng
VLAY EL AELOONUEIMTY ETEQOYEVELX OTOV ETLITOACL-
oud ™ hATTR eEautiog g mowriing oryroouag
notavouic yovotutwv. H Val30Met hATTR eivou
evOnuwxi otnv Evopdan, tnv [Toptoyahiio »al
Zoundia rou og Aydteo fabud omyv Kimpo xau ot
Moyldgra #abmg ®oL O OUYRERQLUEVES TTEQLOYES
™mg lammmviog. Ze evOnuurég mepLoyEg 0 EMUTOAAOUOS
wopaivetor and 1 ota 1.000 €og 1 ota 10.000 dro-
wa, o’ Ao OV UL TEGOQOTY CvAAVOT ATt TOV
Schmidt et al. vTOdNADVEL GTL O EMUTOALAOUSS UTOQEL
va. elvan xovtd oto 1/38.000 droua?!. H péon emi-
Blmon petd ) dudyvmon elvar 4,7 € nan oe a.obe-
velg wov eppaviovv puoxapdiomdheia 1 emPimon
newdveron oe 3,4 2 EEautiog g un e1dwiig mo-
AMCVOTHUATIXIG EUPAVLONE TG VOOOU, LOLLTEQT. OTAL
QYA TS 0TAdL, oLy VA dtoryLyvadoxeTol hovOa-
OUEVA O ROQOLOAOYLKY TTABNOY|, 0TS ROEILOKY
ovemdorela pe dtatnenuévo xhdoua eEdOnoNe,
VITEQTAOLXY] WVOXROQILOTADELD RO VTEQTOOPLHY
wwoxopdtomddeto. H €yraupn dudyvmon eival Co-
g onuaotogs xaBag n rabuvoteonuévn Begameio
odnyet og averavoeBw amwlelo oot tag Lwng
%o 1RA0d0 TS SuoouToVOoULaS, TS TTOAVVEVQOTTA.-
Belog noL Twv ®OEALOAOYIRMOV ETUTAORMV. ATOUd
ue BeTHS OLROYEVELAHO LOTOQLXO 1] CLOUUITTTOUATLROL
@oQeic moémet va elvar evijueQot Yo v eEEMEN
NG VOOOU (MOTE VA OVALYVOQIOOUV €yxrouQa VITomTo
onueia g 6mmg vevpomadntird tévo, aodntinég
drarapayég 1 ovpttdporo duvoautovopiac?. ‘Ocov
0POQEA. TOUG TTQOCUUTTTMUOTIXOUS (POQELS CUOTIVETOL

TOVAG(LOTOV ETNOLOG LOTOIROS EAEYYOG UE EVOELEYT
rhvirr] eE€taon?. Tuo Toug CUUTTWUOTIROUS POQELS
7o AauPdvouy Bepauteio now POloxrovToL 08 Vpeon
OUOTHVETOL LOTOLROGS ENEYYOC ®AOE EEL UVES RO OF
neQImTOON TOEWS EEEMOTOUEVNS VOOOU TOUADYL-
oToV ®A0e TEELS UWVES, 1| OUYVOTEQQ, OF eELOLREV-
uéva vEVIQAL.

AYTONOMH NEYPOIAGEIA
2THN ATTR AMYAOEIAQZH

Avoavtovopla TaQatneeltal aQXETd VRIS RATA
™MV EVaEEN ™S VOOOU ROl UTOQEl Vo EMNEECOEL TO
1OOLALYYELOKG, TO YOOTQEVTEQLXRO, 1] TO OVQOTTOL-
OYEVVNTIRG OVOTNUAL. Z€ UEQLRES TEQLTTWOELS UTTO-
el andun »au va ponyeitan Tg dudyvoong ®otd
0Q®eTOUS uveg €mg xal xeovia. EugaviCetal »o-
olwg ne opBootaTiny VITETOOY, OTUTIXY| QUOAELTOVQ-
yio, OLdEQOLES 0€ EVOMaYES e duoroLMOTNTA, EUE-
TOUG, VOUTIO, ATMAELL COUATIXOU BAQOVS, aduvaio
0UENONG RO ETAVONOUPAVOUEVES MOLUDEELS OVQO-
momtxoi®. H mpoofoli tov ANZ 610 ®apdioryyet-
oxd ovomua eugpaviCetol ue opbootanky vdToon
%O ALATAQOLYES Oy OYLUOTNTOC ASGY® SLOTOQOYNG TV
OUWITALONTLRWV KO TTOQAUCVUTOONTIRDV VOV TOU
VEVEMVOUV TV %odLd f/xan ta ayyeia. Opboota-
Ty vtdtaon mapatneeitan oto 40%-60% twv aobe-
vov ue hATTR noun moonahet Taly, Baufog dpaong,
oUyyvon, MroBupxd ereloodio ®oTd Ty 60 OE-
o1, €0g ®oL OUYrOm, e0Wwd o aoeveis ue Ty ue-
TaMaEn Ala97Ser?. TIEpa omd T vevpomdela Tov
ANZ, 1 ogBootatiny vtdtaon Wroel vo eivol ao-
téheona vrooyrauiag egontiag euuévovowy dLaQ-
QOIXRMV REVACEMV R EUETMV, 1| AOYM ROQOLARNG
OVETAQHRELOS OTO TAULOLO ROLQALOKNE ALUVAOETDM-
one. H vevpoyeviic opBootatinny vrdtaon mpoxra-
Aetton amd amevbeiog PAGARN TV petayoyyarndv
CUUITTOONTIRGV VEVQWOVMV AGY® evamtéBeong widimv
auvroeldovs mov odnyel oe drataQoyn EXROLONG
VORETLVEPEIVNG. Yrtoyia vevpoyevouic opBootartt-
%1|C VITOTAONC TEETEL VO TiBETOL GTAY 1) ®OEOLOXY
ouyvOoTTa 0EV QUEAVETOL ETTAOHRMS KOTA TV GQOLLL
0€om AOYw 0o g TTDONG TNG CLQTNOLARIG TTle-
ong eEautiag petmpuévng oupmadntrtic vevpwong?.
H mapovoia g oyetiCetor pe yewodteon Expoon
%o foutepn vooo. Ze pia ovAaAvoY TOU UNTEWOU
THAOS, mov megiehdufave 3.231 droua, pdvnxe ot
1 00B00TOTIXY VITGTOON WTOQEL VO, EXIMADVETOL OTAL
aywd otddia g véoou og avtiBeon pe AAAoL ov-
KVO OCLUTTOUATO. QVOUVTOVOUIOS OTTMG OL OLAQQOLES
N M andrewa fdoove. H opbBoototini vtdroon oye-
tlomxe ne pueyohitego Pabud vevpomdoeiag 6mme
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omoTUITWON®E aItd TABOAOYIRE CVENUEVD O%OQ OTN
dorwpaoia aElordynong Modified Polyneuropathy
Disability Score (mPND) xou pe yxetpdteon modtnro
Conjc. Meydheg dtogpopég otn draotolxr] opBoota-
] AIl oyetiomray onuovaxd pe vmhdtepo otd-
o mPND og avtiBeon e dtapoeEg ot ovoTohu
ATI?. H gugpdvion dvoavtovouiag otny hATTR
OYETICETOL ONUOVTLXA Pe TNV TEO0d0 TS VEOoOU KoL
™v emPloon eva omv AL apvloeidmon n Expaon
™G VOOOU OYETICETOL VOIS UE TNV EXTAON TNG ROQ-
draxnc mpooporic?. Exdnhidoeig amd 1o yooTey-
TEQWG OVOTNUAL TTOV OYETICOVTOL e T OVOAELTOVQ-
vioo tov ANZ mpoxvmtovy Aoym evamobeong apv-
Mo€LdOVGS OTOV PUird PAEVVOYOVO, O YAy yALa KoL
YU artd vevpa not vevourd mhéyuarta. Katd ov-
vémero oL aobeveic mopovoldtovy drotapayEg me-
QLOTAATLXOTNTOS RO YOUOTQOTAQEOY. BAAPN OTIg
TOQOOVUTAONTIRES (VES TTOV VEVQWVOUV THV OVQO-
d6y0 »UoTN Wrtopel va mEoraléoel raToxQdTNON
oUpwv, ateh] ®EVWON ™S 0VE0dGY OV KUOTNG %O
VEUQOYEVY ®VOTY).

EKTIMHZH THZ AYZAYTONOMIAZ
2THN ATTR AMYAOEIAQZH

T v mapaxorovOnon g eEEMENS tg véoou oe
aoBeveic ue hATTR apvroeidmwon xow g Expaoric
™g €xovv yonowuomowbei didpopeg uEBodot wou
EXTLUOVY TGOO TNV TTOAVVEVQOTTAOELD GO0 %O TV AEL-
TovEyia tov ANZ.

Kdmoieg amd avtég €xovv yonowpomowm0el oe
OLdpopeg vevpomddeLes, aAld AGym TG LOLaiteENg
@vong ¢ moivvevpomdBelog oty hATTR xou tou
EVEEOV PAOUOTOS TV RAVIXMV TG CUUTTWUATOV 1)
oElo Toug pmopet va eivor teeLogLopévy. O €heyyog
™G OUCOUTOVOULOLS KO UEAETES TV AETTTWV WVTRMV
V@V WIT0QOUYV VoL XoNotuomomBovv o dudgoga dua-
YVOOTIRA 010Q €YUV avarttuyOel yio v extiunon
™¢ ®Awvirtic BAdpne. H donpaocio neuropathy
impairment score (NIS) extiud ™ winy| advvauic,
TG OLaTaQOYES OTA AVTAVORAAOTIRG ®aL T dVoaL-
ofnoto. H doxwpacio NIS yonopomomnre mg dgv-
TEQEVOV RATOAXTIRG ONuelo og wic TuyoLOToLUE-
V1), SUTAR-TUQAT] RALVIRY UEAETY TTOV EXTIWOVOE THV
enttdpaon tov diflunisal® oe aoBeveic pe hATTR
nou rohvvevpondBeia. H donpaoia NIS-lower limbs
(NIS-LL) amotehel pio vroratnyogio g doxipo-
otag NIS mou extud ) vevporoyiry PAAPY Twv ua-
1OOTEQMV VEVQLRMV LYWV TWV RATW dxQwv. XQNoL-
nomomBnxe wg TEMTEVOV ROTAAMRTIXO onueio ot
uerét pdong III tov tafamidis™ o wg devtepevov
ratolutnd onueio ot uehém tov diflunisal. Qoto-

00 ®apo oté avTég TIc dUo doxruaoieg Oev VITOLO-
yiCovv v ducauTovouia TOV CUVOVTATOL OUYVJ O€
aoBeveic ue hATTR nou €xer peydro avtintumo oty
emBlmon xow Vv ordtra g Lwne.

TN awtovg Toug Adyoug avasttiyBnre 1 doxiua-
otla NIS+7 mov yonowomotet peouxd tdia epyaheto
ue ™) donnaota NIS pe entd emmpoobeteg exti-
UNoeLg ueLeTAV VEVQIXIC arywyludtTog. Xonouo-
TOWONRE OC TEWTEVOV ROTAARTIRG ONUELO OTNV
uehét tov diflunisal®® xow wg devtepevov vaToln-
xux6 onueio ot uehéty NEURO-TTR®, Qotéoo
N doxtpacia NIS+7 vegentind ) dvohettovgyia
TOV PUEYAAWV CLOONTIRMV VOV 0 CUYXRQLON UE TH
OUOAELTOVQYIOL TV AETTTOV ALOONTIRWV VEVQLROV
VAV VA 1) ATTOAELOL ALOONTIROTNTOC VITOEXTLUATOL.
Ay avtov 1 dortpaoto NIS+7 notBnne arotdh-
MAN Yo TV axoLPr] exTiunon g TolvveVQOTd-
Bewag omv hATTR. “Etou avoasttiyOnue wo toomo-
omuévy exdoyn g donwpaoiag NIS+7 (modified
NIS+7) ewdwd yia Ty aviyvevon g meoddov g
molvvevpomdfelag oe ®MVIrES ueléteg aobevav
ue hATTR apvioeidmon xan wolvvevpomdOeia. H
doxpaocio mNIS+7 ouvdudlel Tig idieg aElohoyn-
OELG YLOL TOL RIVNTLRA VEUQO RO TOL OLVTAVORAAOTING,
omtmg N donwpaoia NIS, ) Aettovoyrdtnta Tov Ae-
TV VOV, LELETES VEVQIXTG OLYWDYLUOTNTOS RO dO-
UPOOTES oL TV aEloAdynon tov ANZ. Téoo 1 ne-
Aétn pdong III APOLLO? yua to patisiran »ow 1
ueréty NEURO-TTR yua to inotersen yonotuosmoi-
noav ™ doxpocioo mNIS+7 wg momwteov vaTohy-
©TUO onpelo.

AIAXEIPIZH THZ AYZAYTONOMIAZ
2E AZOENEIZ ME AMYAOEIAQZH

2Znomog g Bepaeiag g 00000TUTIRNC VITGTAONS
oe aobeveic ue apvuloeidmon eival 1 Vepeon Twv ouu-
TToudTov %ot 1 feltimon g wotdtroag g Lonjg
TOV A00EVAOV e OTOYO TNV EXTELEON TV XABNUEQL-
VOV TOUG OQUOTNELOTHTMV ROl TNV UELWON TS Ovn-
TOTNTAS TTOV O)ETICETOL UE TN VEVQOYEVT] 00000TOTL-
1) vrotaon. H duayeloion tmv aobevav meguhaufd-
VELTO0O (POOUOREVTIRES BeQauTelec GO0 xaw Uy PoO-
noxevTrd UEOO ELORA GO0V 0POQT LOUUTTTOUOTIAY
N Y véoo. Elvar onuavtind vo avaryvoolotouv
2noL VoL TOYOUVV 0L ELOLONG OVVOOES RATAOTAOELS
OV EMLOELVAOVOUY TNV 00000TATIN] VITGTAON, OTTMG
OLOQQOIKES REVAOELS RO EUETOL TTOV TTQOXAAOVV ETTL-
delvoon AOym vmooyrauiag ®abmg rot pAQUAROL
OV UTOQEL VoL Aappdvouy o aobeveic 6mmg dlov-
ONTXA, A-OTTORAELOTES, UVAOTOAE(S dtaihwv aofe-
OT{OU %Ol TOWUHAMRA OVTLROTOOMITTING. TTOV ETTIONG
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eMLOELVOVOUV TNV 00000TOTLX VITOTAOY. ZUVUTTGQ-
KOVOOL VOO UTTOQEL VOL ETULTE(VEL TAL CUUTTTOUATOL
™S 00000TATIAS VITOTAUONS OTTOTE ROl UTOQEL VOl
yonotpomo et eguBpomomtivn ue emmpoobeto
0pelog ™ wwrer avEnon e AIL Mn paguaxoho-
YA UEOA TEQLAAUPAVOUV TV ATTOQUYN ROPEIVIG
%Ol OAROOL AOY® TNG OLOVENTIXY|S TOVS EmLOQMONG,
naBnuevy Mjym emaorovg ToodTTas VYWY 2-2,5
AMto0o nueenotmg ®ot avENUEVN Tedonym dhatog
otav dev ouvuTdEYEL COPEY] ®OEALANY OLVETAQ-
xelo, H %omovalhmorn WreGTeQmy ®ou TUXTIXGTEQWY
yeuudtmy, Trwydv og vdaTdvOpaxes uToet va fon-
BnoeL oty amrouY MUvVAoROTog allatog 0T Omthal-
KV ®UrAooia ov mpoxalel trwon g All yia
meQimov dvo weg uetayevuaTind. Mtopovv emtiong
Vo xonouooBoiv xditoeg cvEnuévng ovumieong,
ot ortotec avgdvouy v All pe 1o vo avEdvouy
QAEPLT] ETLOTQOPN RO TOETTEL VOL OIVETOL LOLOLITEQ
7EO00YN 0T OTadLaXY| £YEQ0N 0Tt THV XOBLOTH OTNVY
6001 B€0n €10Wd TIC TEWDTES TEMLVES DOES 1) UETA
oo yevuara®.

IToAU onuavtny elvan 1 exmoidevon tov aobe-
VOV OTLG TEXVIRES AToQUYNS opBootatinig vdta-
oNg: OTTMS N VPO TS REPAMS TOV KQERATLOU
%OTA TOV UTVO, Ol SLUTACELS TV RVNUWDV TOLV TNV
opbBootaoia, N agyn €yepon amd xablot) og 6O
B€om, n mapauov evog Aemtol otV dxEY TOU RQE-
Botot oy onrwBovv eldnd HETA 0Tl TAQATETO-
uévn vt B€om ®ow 1 aIToQLUYN AoRNONGS 1) CWUO-
g dpaotoldmrog oe VYNAES BepuonQaoieg ra
€VTOoVY UyQO.ota.

H gapuoxevtnny Bepameio oe aoBeveic ymoig
TTEOYWENUEVN RAQOLOKT] VOOO TEQLAOUPAVEL T AOV-
0p0r0QTILOVY, €va oUVOETIRG AATOROQTIROELOES
70V awEdvel Tov 6yxo tov aluatog ®ow Ty All, og
ddo¢eig wov dev Eemepvouv ta 0,2 mg nueenotme.
AvemuBiunteg evégyeleg meQLhaUfAvouy olduato
AT ARQWV, VITEQTOON, ETULIEIVION RAUQOLOKNG OLVE-
magrelag xow vroxaioupio. Khvixny feitioon en-
paviCetar ocuviBme uetd amd peprés nuEpec Bepas-
melag xouw oL aobeveic mEgmet va tapaxolovBovy ta-
UTLURA TO ®AMO 000V. Ze aoBeVelg ue nodioxt| ave-
ndoxreLa rpotidron N wdodeivy, Evag amd Tov oto-
notog al adpevepywog ayoviotic. H agywn 0don
etvaw ouviilog S mg TEELS (PORES NUEENTLMS TTOV [ITO-
oel va avEndet oe ddom 10 mg ToeLs POEES Nue-
otwg. [Tpog arrogpuyr| vtégraomg og Urnia O€on n -
00001vn dev mémet vo MU AvETOL Y0  TOVAAYLOTOV
3-4 wpeg o tov Umvov. H amoteheopatindmro g
wdodpivng om Bepasteic g coParic opbootatinyg
vrdtaong aEohoynOnxe oe pio wxE, TUXCLOTOL-

NUEVT, OLITAY-TUPAY ueAETN TOV aoBevelg ue ovu-
TTOUOTIHY 00000TOTIHY VITGTAON TUYOLOTOL ONHOY
va Mapovv eite utdodpivn oe otabepn 660N Yo
TOELC WVEC elTE E1ROVING Pdouono®®. O aobeveig
mov €hafav wdodoivy magovoiooav avEnon tov
¥OOVOU O’ OAIYOV OUYXOTS 1] ELPAVLONGS CULL-
TTOUATWV CUYROTS 0¢ dontuaoio avoxiioemg 45
AETTAV TOV TEAYUOTOTOL ON*e uio Moo Hetd
KOONYNON TOV POQUAROV O€ OYEON UE TO ELLOVIRO
@dounaxro. H wdodoivn elval Eva ralmdg avertd
PAQUARO [LE RVOLES AVETILOVUNTES EVEQYELEG TN VAU~
tia, xepahahyia, flushing zow v xataxrodnon ov-
owv. H droxidopa eivar €va amd Tov 0Tépatog ouv-
BeTIRG TEGOQOUO UGQLO TG VOQETLVEPQIVNG TOV
€xel eynpfel and Tov Augourovind Opyavioud
dopudrwv (FDA), to 2014, yua ) Bepameia g
OLUTTTOUATIXHG VEVQOYEVOUS 0pBooTaTing vtdta-
ong og vevpomdOeieg tov ANZ cuprte QLAaUPovouE-
g avtiic g hATTR. Ze whvinéc ueléteg to @do-
uoko dO0ONKRE TOELS POOES NUEON OIS 1AL YOONYN-
Onxe oe drapopeTinég 0GoeLS ®OTd TN OLAQHELD TG
nuépag artd 100 €mg 600 mg, ue ) uéyiotn d6om va
AouPaveTon To TEML GTAY 1 CVOTOAXY| TTleon elvol
oo younhdtepa enimeda’’. Qotéoo n droxidopa dev
€xeL TAQEL anouo £yrELom yua xerjon oty Evpdmn.
‘O00V 0pOQEA TOL CUUTTTMUOTO. OITO TO YOOTQEVTEQIXO
ovoTUA, OTTMS OL OLAQQOLES, EYOVV XONOLWOTOINOEl
dudpopal pdouaxa 6tms 1 AomeQouidn, deouevtind
TOV YOMRDV 0EEWV %L 1] OXTQEOTION, EVED YLOL TN
dUOROLMATNTA CVOTHVETOL dloLTOL TTAOVOLOL OE QUTL-
%EG (veg, nOBUORTINA RO TTQORLVNTLHA HOL CLVTLEUE-
TG PAQUONT YLOL TN YOOTQOTTAQEDY. Y TOOTNOLXTL-
21] SLoyElOLON TG ETMOVVNG TEQLPEQILXTG VEVQOTTA-
BeLag ovpmeQLAAUPAVEL PAQUOKOL GTIWGS 1) TTQEYROU-
oAV, N YROUTOTTEVTIVY] RO 1) VTOULOEETIVY. Z¢
aobeveic pue mEOoYWENUEVY TohvvevpomddeLo Eu-
paor TEEmeL va, dlveTal row ot puotofegameio. H
opBootatiry vitdtaon ot dAla cuumTdUoTe du-
OOUTOVOULOG WTOQOUV VoL ehattwBovy ue Bepareieg
TTOV OTOYEVOUV OTOV EAEYYO TIG PAOLKNS VOGOU %ol
ATOOTOEPOVY TLS AUVAOELDOYEVEIS TTOMTEIVES KLl
otafepomoloty TIg evamodéoels auvioetdois 0To
TINX now oto ANZ.

ZYMMEPAZMATA

H apvloeidmon amotelel €va omdvio paouo voon-
WATV Ue TOoWRIAeS EXONADOELS 0t duapogetind -
yovo kot ovotijpota. ITagd tig mpoddovg Twv te-
AevTAlmV ETOV OTNY ROTOVONON THG PUONG, THG TT0L-
Boguololoyiog 1ot e TG0V TS VEoOU, 1) Ueyd-
A1) ETEQOYEVELD TMV OCVUTTOUATOV XU OTTOTEAEL
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UEYAAN TEORANOY TGOO YL TOUS YLOTQOUS GO0 KO
v Toug aobeveis. Ou rMvirol yiorpol meémel va ei-
vau o€ goryeumvnon ya red flag ovpmrwparto Sromg
1 emdevovuevn mohuvevpomdbeLa, aveENynTy 0Q-
Bootatiny vtdtaoy, onpeia duoavtovouiog, nra-
TOUEYOMOL, VEPOLKT| AVETAQXELDL, TTQOOJEVTLRY ROQ-
OLanT] AVETTAQHRELDL %.ATT. KOl TTQETEL AUECAL VOL ALTTO-
nheleton N Oudyvoon pe Brogia ®ow ovevpeon auv-
hoedoug ue yowon eouBoou Tou congo yua v AL
opvroeldwon, 1) avdhuon YovidLOUATOS OV VITo-
mrevBel hATTR. Kawvotdueg paguongvtinés Oe-
QUITE(EC AVATTTUOCOVTOL OUVEYMDS RO 1] TOWLUT dLd-
yvwon odnyel oe mowiun Bepamelo, raBvotégnon
™E OG0V TS VOOOU Ue eTaxOhovOn aiEnom Tou
R00dGHLUOV Cwnig nal xohitepn motdtta Comg.
Ze aoBeveig pe rabvotenuévn dudyvmon eilvau wo-
A0 ONUAVTLXY 1] VTTOOTNOWXTIXY QQOVTIOL Ue Qo-
UWOXEVTING RO Y] LECTL ROL TTQETTEL VOL ATTOTEAEL TTQO-
TEQALOTNTA TV LOTEWYV TOVS UE OROTO T PeEATimON

SUMMARY

N. Tsoutsoura, F. Theodorakakou, D. Dragonas,
S. Spiliopoulou, K. Rizogiannis, |. Papasotiriou,
E. Kastritis, E. Manios

Autonomic dysfunction in amyloidosis
Arterial Hypertension 2025; 34: 22-29.

Amyloidosis is a group of rare diseases characterized
by the accumulation of misfolded proteins that form
amyloid aggregates, leading to progressive organ dys-
function. Systemic amyloidosis can affect various vital
organs, with the peripheral nervous system commonly
involved in the two most frequent types: immunoglob-
ulin light chain (AL) and transthyretin (ATTR) amyloidosis.
Diagnosis requires biopsy-proven amyloid detection us-
ing Congo red staining, with abdominal fat aspiration
being the least invasive method. Amyloid typing is es-
sential for accurate diagnosis, and methods include im-
munoelectron microscopy, mass spectrometry, and im-
munohistochemistry. AL amyloidosis, the most common
form of systemic amyloidosis, is caused by an indolent
plasma cell or B-cell clone producing amyloidogenic im-
munoglobulin light chains. Cardiac involvement is the
leading factor determining prognosis in AL amyloidosis.
Autonomic involvement, often appearing as part of sen-
sorimotor polyneuropathy, affects the cardiovascular,
gastrointestinal, and genitourinary systems, with ortho-
static hypotension being the most characteristic symp-
tom. Amyloid myopathy, although rare, can be misdiag-
nosed as inflammatory myopathy. Prompt diagnosis and
treatment are crucial in managing amyloidosis-related
peripheral and autonomic neuropathy to improve pa-
tient outcomes and quality of life.

Key-words: autonomic neuropathy, orthostatic hypo-
tension, AL amyloidosis, ATTR amyloidosis

™E TOLOTTOE CWNG TOVGE.
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