NEYPOAOTIKEZ MAOHZEIZ

METABOAIKH2 APXH2
«EkdnAwoelg aro to NMNZ»

AHMHTPHz KAPAKAANO:2

NeupoAoyoc, AteuBuvtnc E2Y
NeupoAoyiko Tunua, 'NA «O EYATTEAIZMOZ »



O Enjow Zeuvipio Zoveplopevng S Q‘a
Iatpuciic Exaaidevong "Lt:!’
Noaooxopgiov «O Evayyehiopio»

Aﬂnva 26 Ot:ﬁpovapwu 2 Mapdou 2018

Aev VTTXPXEL evzncpovsn svucpepovrwv
ke T TLXPXKXTW XOPNYOVE ETKLPELEC:

__1 VARTIS, JANSSEN ONCOLOGY, ABBVIE;
BRISTOL-MYERS SQUIBS, ] g- R :«. !d ] ]
KEDA GENESIS, MSP, PEIZERA}
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KAwikotl Qawotumot
MetaBoAwkwv Nevporabelwv

AloOnTikn Kat Kivntik NevpormaBela

AloOntiky Emwduvn N.

AloOntikny Ata&ikny  N.

AloOntiky Autovoun  N.

Kpawviokn veuplitlg

KAwiko npotuno twv petaoAitkwv NevponaBsiwy :
XPOVLEC , CUMULETPLKEC, LNKO-EEOPTWHEVEC,
Kupilwc oudntikec, AZONIKOY TYNOY



MoBoAoyikn kol Neupodualoloyikn OLAKpPLoN
ArtopueAiviwon vs Aéovikn ekduALon

A=ONIKH EKDYAIZH ANOMYEAINQ2H

MNerve fiber (axon)

Normal Myelin Sheath

Damaged Myelin Sheath

HAEKTPOQYZIONAOIKOZ EAETXO2 HAEKTPODYZIONAOIKOZ EAETXO2
XounAo vPoc Muikou Auvapikot  EmiBpaduvon Taxutntog Aywyng




AIABHTIKE2Z NEYPOIAOEIE2

. E2TIAKE> KAl TTOAYE2TIAKE2Z NEYPOITAGEIE2

i.  KPANIAKEZ NEYPOITAGEIEZ
ii.  MONONEYPONAOGOEIEZ
iii. AIABHTIKH O/I PIZONAETMATOMNAGEIA

Il. MOAYNEYPOIAGEIE2

i.  AIABHTIKH MOAYNEYPOMNAGEIA
ii.  AIABHTIKH AYTONOMH NEYPOTITAGEIA



AIABHTIKH NEYPOTAGEIA KOINQY KINHTIKOY v. (Il v.)

e Awpvidla ntapaivon Il v.

(6buthortia, mttwon BAedapou,
KATW Kol £€w armokAlon)

e [Iovoc, orTiloBoKOYXLKOC

e Xwpic pudpioon tnc KGPNG



AIABHTIKE2 MONONEYPOITAQGEIE2

Méoo v. 0ToV KapTo
[cUvSpopo Kapriaiov cwAnva]

Mepoviaio v. otnv KePaAn TNG MEPOVNG
[mtwon akpou modoc]

QAEvVLO V. OTOV ayKwva

E&w Mnplaio AeppaTiko v.
[mapalodntikn pnpaiyia]



AIABHTIKH OX®YOIEPH PIZONAETMATOMNAGEIA
A AIABHTIKH MYATPOOIA

1% aocBevwv. HAwia >50 stwv, AT 2

Entwébuvn acuuuetpn veuponadeia KATw
QKPWV.

Movoc: awpvidlocg, (OLaLPploTIKOC, KAUOTLKOC),
aAloduvia enadng

Muikn aduvapia: Kuplwg KEVTPOUEALKN,
aAAQ KOl TIEPLPEPLKWV LU WV

YriowoBnoia / puikn atpodia (tetpakedpaiou)
Katdpynon emnyovatiov avt/kou

MpooBoAn kat tou AAAOU AKPOU LLETA NEPEC
/unveg

YuvduadleTal Kol LE KOPLLKA
(©/0)plloveupomnabela




AIABHTIKH AI2ZOHTIKOKINHTIKH MOAYNEYPOITAQEIA

Kown: 50% twv a.cBevwv Ba avartuéel AMNN

YrtouAn €vapén,
ouVAOWC ACUUMTTWHATLKA (ATl cUITTWHOTA)
— amokaAvn pe tn dtayvwon tou ZA

YUVOEETAL LE AANEC ULKPOOYYELAKEC ETILITAOKEC
(apdPAnotposidbonabela, vedbpomabdela)



AIABHTIKH AI2OHTIKOKINHTIKH MOAYNEYPOIAQEIA

=  TYNIKH ArlIN : A¢oVIKR), CUMUETPLKN,
MNKO-£EOLPTWHEVO TPOTUTIO
—  ALoBNTIKEC SLATAPAXEC > KLVNTLKEC

—  YrnawoOnola maxewv wwv: nakalodnoia,
Bcon peAwv

—  YnawoOnola Aemttwv tvwv: Beppo-
aAyailocOnoia

— 'Hmua aduvapia mepLPpePLKwY LU WV

—  JUMMETOXN AUTOVOUOU, avaAoya HE TNV
ektaon tng NN

=  ATYIH AlN : stwduvn Kol AETTTWV VWV
Xwpic aAla svpiuata

YraiwoBnoia
«YOVTLOU-KAATOOC»



AIABHTIKH AYTONOMH NEYPOITAGEIA

Yxetiletal pe tnv enwduvn Atapfntiki NMNoAuveuvpomnabela

OpBootatikn Yrnotaon
e nALa
* LETOYEUMATLKO emimedo yAukolng
e Urtia AAN
e audBAnotpoctdbomnabdela

AKpateLa OUPWV

2TUTIKH SuoAettoupyia
* YnAo eninedo HbAlc

[aoTpomapeon
Avwpoliec epidpwonc
MeTtayayyAlakr oUUmaOnTIK OVETIAPKELD KATW AKPWV



OYPAIMIKH TMOAYNEYPOITAQEIA

Ye aoBeveic pe ooBapn oupatuia (Cr<5mg/dL, GRF>10 mL/min)
Mvm, oto 60% -80% aocBevwv pe Bapla XNA
2UUITTWHOTO, KUPLWC aloOntka:
e Mupunykiaopa, SuocaloBnoieg akpwv modwv
e [pwiun Statapaxn:Pawvopevo avtiAnyPng epeblopdtwy KpUou we Bepuo
e TUTILKOG VELPOTIAONTLKOG TIOVOC AKPWV TTOOWV
o JupmTWHOTA avAouxwv todlwv (restless legs syndrome)
2nUela
* JUMMETPLKA uTtooOnoia mepLPePLKWY TUNUATWY AKPWV
£.1.B.(maAkawoOnoio/6éon peAwv) > emutoAng(0eppod, vuyuoc)
N/D: peiwon Vouc Suvaptkol (AONTKO > KnTikd)
MNepldepLkr), CUMMETPLKN, a&ovikoL TUTou MNMoAuveupomabeLa



[MTOAYNEYPOITAQEIA XPONIA2 HMATIKH2 NO2QY

2YMOTOMATA
NoapalcOnoiec

Alpwolec
NeupomaBntikoc movog
Kpaurmeg

MpooBoAn Autovopou N.2.

2HMEIA

YnowoOnoia,
(mepldepKA THAMATO KATW AKPWV)

Meilwon/katdpynon ovt/wv

‘Hriia aduvapio mepipepkwv

LU WV



[TOAYNEYPOTITAQOEIA XPONIA2 HIMATIKH2Z NO2QY

e N/O® €Aeyxoc:
e Meilwon vPouc puikoL duvapkou (CMAP), cuvnBwc Mepoviaiou v.
e Melwon vpouc atobntikov duvapikov (SNAP), lotpokvnuLaio v.

e 'Hrua pelwon Tayxvutntoag Aywyng

 H Baputnta tng MNvrm eivat avaioyn pe tn faputnta TG
NMATIKAC VOOOU

e Afovikn MNvm, AloBntkn>KvnTtikn, LE EMIKpATNON OTA
OTIOLOLKPUOEVD, TIEPLPEPLKA TUNUOATO TWV AKPWV



NEYPONAOGEIA MPQTOINMAGOY2 XOAIKH2 KIPPQ2H2

2YMIOTQMATA 2HMEIA
e [OVOC,TUTILKO CUUTITWUOL * [MpooBoAn WOLOSEKTIKNAC
» Enwduveg SucatoBnoaieg, aLoBnTkoTNTAC, TIEPLDEPLKAL
KOLUOOAYLEC, UTOUATOC TTOVOC e Meiwon avt/wv
e Alatapayn aodntikoTnTag e ABNTIKA atatia

e AWwdieg, puppnyKLAopOTO ,
e JInueio Romberg

e Alatapoaxn LooppPoTioC
e Alatapaxec AUTovouou



NEYPOITAGEIA 2YNAEOMENH ME
AIATAPAXE2 TOY OYPEOEIAQY2

l. YNEPOYPEOEIAIKH NEYPOMNAGEIA

II. YIMOOGYPEOEIAIKEZ NEYPOIMTAGEIE2
a. E2TIAKEZ NEYPOITAOEIE2
e JUvOpopo Kapriaiov cwAnva (mtpooBfoAn Méoou v.)
e Yrnakouoia (mpooPBoAn VIII CN)
b. YNOOGYPEOEIAIKH MOAYNEYPOTAQGEIA



. YITEPOYPEOEIAIKH NEYPOIAQOEIA

e AUOKOAN N TEKUNPLWON TNC VELUpOTIABELOC

(ouvunapén puomnadelacg, MG,umtokaALopia)

e [leplpepikn, atoONTIKN, asovikn vevupomabeLa

e [MapamAnyia Basedow:

2riavia ekdnAwon Bupeotoikwong

Otela, e€eAlooopevn KEVTPOUEALKN KoL TIEPLPEPLKNA TIAPECH KATW AKPWV
MolkiAn aoBntikn datapoaxn

Yrnotovia, Katapynon avt/wv

KAwika kot N/QuoloAoyika xapaktnpLlotikd GBS

[AudloBntolpevn n ocuoxetion e tov YrniepBupeoeldlouo]



Il. YITOOYPEOEIAIKH TMOAYNEYPOITAQEIA

e JUUMTWHOTO, KUPLWCE aoBntikol TUToU
e Alwdieg, mapaloBnoilec amopakpwy TUNHUATWY AKPWV
e Aotabela Badiong
* Jnuela
* YnawoBnola (€.t.p. >emutoAnc) — ataéia
e Katapynon Axt\Aelwv avt/kwv
e Adbuvapia neplpepikd, AOyw cuVUTIAPYXOUCAG LUOTIAOELAG
e N/O® é\eyxoc
e Melwon vPouc KvntkoU Kat aoBntkol duvaopkou
e Meiwon TA / HMT: SuvOoLKA OIMOVEUPWOEWC TIEPLPEPLKWV LU WV
e Mnko-e€aptwpevn afovikol TUTTOU MOAUVEUpOoTABELa



NMOPDYPIA

FeveTikn Statapaxn HeTaPoAlopol
nopdupwvwv [AE, petalaén HMBS]

. —KOL}\LOLKC')Q TTOVOC
e “Nontwkn dtatapoaxn/Woxwon

e [ETLANTITIKEC KPLlOELQ
e Yrovatplatpio
* YREpXpwon oupwv

e Auénon MNopdoxoAivoyovou (PBG)
Kot S-aptvoAeBouAvikou (ALA) twv
oUpwvV

[HMBS: Hydroxymethylbilane synthetase]

~ Glycine

Enzymes

b ALA

©

synthase

ALA
dehydratase

PBG
deaminase

Uroporphyrinogen il
synthase

Uroporphyrinogen
decarboxylase

Coproporphyrinogen
oxidase

Protoporphyrinogen
oxidase

Ferrochelatase

Aminolaevulinic acid
(ALA)

!

Porphobilinogen
(PBG)

I ALA dehydratase
1 deficiency porphyria
i

Uroporphyrinogen |

Uroporphyrinogen Il

Coproporphyrinogen

Protoporphyrinogen |

Protoporphyrin

Haem

i Acute intermittent
r A porphyria (AIP

I
I

\ Congenital erythropoietic

. porphyria (CEP)

I

' Porphyria

1 cutanea tarda (PCT)
)

I

I Hereditary

; coproporphyria

I

: Variegate

, Pporphyria

4 Protoporpyric

porphyria




NEYPOMNAOEIA
THZ OZEIAZ AIAAEINOYZAZ NOPDYPIAZ

2-3 nuéEpeg peta amo ta N/W cupntwpota:

2 UUUETPLKN, KEVTPOUEALKA KUpLlwC aduvapia,
Katovoo mopela

Aev mpooBalel tepLPePLkoUC HUG (EKAEKTIKA LUTKEG
opadec)

Alaomaptn KATapynon aodnTkotntog

Katdapynon avt/kwv, avaAoyn UE To BaBuo HUikAC
atpodiag

Yuppetoxn Avutovopou N2
[MovoL akpwv Kol paxne
A=ONIKOY TYINOY NEYPOITAGEIA



NEYPOMNAOGEIA

O=EIAZ AIAAEITTIOY2A2 TTOP®YPIAZ vs

O=EIAZ MOAYPIZONEYPITIAAZ (GBS)

MOPODYPIA

Aev ipooBaleL epldepLkoUC
UG ,Kkatiovoa topeLa

Katapynon oavt/kwv, avaioyn
e To BaBuo puiknc atpodiag

Aldomoptn Katapynon
aLoBnTKOTNTOC

A=ONIKOY TYNOY

GBS

‘Evapén amo nepldpepkolq

HUEC, aviovoo TTopeia

MNpwipn katdpynon ovt/Kwv

AEUKWUOTOKUTTAPLKOC
Suyaopocg ENY

AMOMYEAINQTIKOY TYNOY



AMYAOEIAQ2H

e Mpwtonadnc ApuAocidwon — AL (immunoglobulin Light chain associated)

¢ MovokAwVLKN TtpwTEivn, oto mAaiolo:
e [MapampwTteivoLuiog
e [MoAAartAoU MueAwWATOC
* AeppwpaToC
e KAnpovouwkn (Owoyevincg) ApuAosidwon — FA (Familial Amyloid)
e TTR (Transthyretin)
e GSN (Gelsolin)
e ApoAl (Apolipoprotein Al),

e AsutepomnaOnc apuosidwon — AA (Amyloid A protein- associated)
e AwokaBapon —B2 ukpoodatpivn
* Pevpatoednc ApBpitic
e Xpovia pAeypovi
e Aev ouvodeUeTal amo moAuveuponadeLa



AMYAOEIAIKH NEYPOMAOEIA (AL)

2 UUUETPLKN, ALOONTLIKOKLVNTLKN,0TO TIEPLDEPLKA TUN AT,
LLE TIPOODEVTIKN, KEVTPOUEALKN ETIEKTOON

Yriepoxn Twv aloONTIKWY CUUMTWHATWY
(alpwdiec kat umtepmaBela > aduvapuia)

2 UUUETOXN TOU AUTOVOLOU , ULKPWV VWV

Yuvdpopo Kapriaiov ZwAnva

2TIAVLA, KPOWVLOKE VEUPLTLG, TTOAAOTTAN LOVOVEUPITLC

AovikoU TUTIOU



AIATPOODIKEZ NMOAYNEYPOIAGEIE2

e Atopa o€ Kivouvo SLatpodplkAC QVETTAPKELALC,
OTLC AVOTTTUYUEVEC XWPEC:
* Otwyol
= Acteyol
= AAKOOALKOL

e Avemdpkela BLtopvwy
= B1 [Bewapivn] — beriberi
= B3 [vwaoivn] — meAlaypa
= B6 [rmupdotivn]
= B12 [koBaAapivn]



[MTOAYNEYPOITAQEIA AINMO EAAEIWVH
OEIAMINHZ (B1)

*» Beriberi, eykedaromnaBsiaWernicke, cuvépopoKorsakoff
e =npoc tunocg (Dry beriberi):
" JUMMETPLKNA, AloBntikokivntikn Mvrt,ota epldepLkd
TUApOTO
= Afovikou tUTIoU
" JUMMETOXN AUTOVOUOU

= Kpdpurmneg, evalodbnoia puwy,
KauoaAyla akpwv modwv [«koopeva modla»]

* Htaxewc e€eAlooopevn: pipeitot GBS
" Yypoc tunoc (Wet beriberi):

" Jupdopntikn KapdLlakn aveMAapKELDL

= Afovikn, AloB/kw. Mvrt.




[MTOAYNEYPOITAQEIA AINMO EAAEIWVH
[MYPIAOZINHZ (B6)

e Juvbdeopevn pe AnPn loovialidng(INH)
= MUKPOKUTTAPLKA UTIOXP W QVOLLULLOL
= Entwduvec mapalocOnoilec meplPpePLKWV TUNUATWY TWV AKPWV
= Aduvapia
" Ataéia
= Afovikn ekpUALON
= To&kotnta aro INH
= AloOnTkn ataia
= Oetkd Romberg
» YniowoBnoia (emutoAng ko £.1.5. AloBntikotnta)
= Katapynon avt/wv



[MTOAYNEYPOITAQEIA AINMO EAAEIWVH
KOBAAAMINHZ (B12)

2UXVO CUVUTIAPXEL: LUEAOTIAOELOL, OTITIKN VEUPLTLC
ALOONTLKO-KLVNTLKN, OTA QTTOMOKPUOHEVA T LOTOL TWV AKPWV
A&ovikou (+/- amopueAlVwTIKOU) TUTIOU

Evdeielc mBavnc eEAAewpng B12, o aacBevn pe MNvr. :
= IXETIKA aLdpvidla Evapen OUUTTWHATWY
= Euprijpata cuvodou puelomnabelag
= ‘Evapén armo ta avw akpa
= MaKkpoKUTTAPWON

= [Mopdyovteg KvOUVOU YL aVETIAPKELA KOBaAauivng



EUYOPLOTW



