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AlHOXPWUATWON




NMPQTONAGHZ (Zuyyevng)

HFE aipoxpwpdtwon

KAolokr) ALLOXPWHATWON
Tunoc 1 >90% Kaukaola ¢puln
Ouoluyn petaA agnC282Y /xpwuoowua 6

Non-HFE aiuoxpwpdtwon

Tumog 2 Neavikni alpLoXpwWHATWON
Tumog 3 Noooc¢ urtobdoxéa tpavodepivng
Tunocg 4 Noooc¢ depomoptivng

AN\eG HopdEC AcepoulomAaopvatlpia, GRACILE syndrome

AEYTEPOMNAGH2

1)Xpovia ocofapn atpoAvuon

2) MoAAQTAEC peTOYYLOELG

3)MNapevtepikn xopriynon 1
dratntikr mpooAnyn Fe

4) XpOVLEC NTTATOTIAOELEC

5) Xpovia atpokaBapon




MetaBoAlopoc Fe/MaBoduoloAoyLlkog UNXOVLIOLLOG

1-15mg
Fe/day

-

12/BAKTYAO ENTEPIKOZ AYAOZ

1. O awoepyopevog oibnpog
ELCAYETOL OTO KUTTOPOTIACCHOTIKG
labile iron pool (LIP) Tou Fe**

2. Meyaln rocotnra cidnpou
e¢épxeTan ovo mMAdopa pecw iron (LCI)

ferroportin

Hephaestin y NAAZMA

Transferrin

J receptor

# I 3. 0 EAc0Bepog Fe?*
G Pﬁztbmvsm otc Fe3* xou
puvdéctan ps tpavodepivn

Andrews NC. N Engl J Med 1999;341:1986-1995 Transferrin I

Ferfoportin

4. H Eyndivn sleyyxer v

eloodo Tou c1dnpou cto
mAacpa




Alpoxpwpatwon/KAWVIKEC EKONAWOELC

MYOZKEAETIKEZ EKAHAQZEI2

MpoaoPBoAn 27S kat 31 MKO,

Xpovia e€eAlcoopevn eKPUALOTIKA
EQO, NXK, danw kepKlOowAEVLAL

apOponddeia (>80%)

apBpwaon, ayKWVEC, wol, Loxia,
PMenineda pepprrivng

yovata , MAK

rovata, MXK, HBwA cuudnon,
XovépacoBEotwon

omovOUALKN oTAAN

Octeonevia- Ooteonopwon (25-35%)
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ALLOXPpWHATWON/ATIELKOVIOTLIKA EUPN AT
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AlpoppoPlAia




Alpoppodihia A/B

« Juyyevic datapaxni (blocuvdetog TUMTOC KANPOVOULKOTNTAG)

« Amnouoia i avenapknic Asttoupyia tou mapayovta VIl (Awwoppo@idio A — 85% twv

TEPIMTWOEWV) 1 Tou apayovta IX (Aiwoppopidia B)

e Enimtwon: 1/5.000 yevvnoeLg appEVwV

e EmutoAdopoc: 1/10.000 dtoua
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Alpoppodihia/KAWVIKEC EKONAWOELC

NpooBoAN LUOGCKEAETIKOU cuoTAUATOC > 80% TWV QLLOPPAYIKWY EKONAWOCEWV

» Av n ouykévipwon twv rtapayoviwyv VI ) IX eivan < 1% twv $ucLloAoyLKWwY TLHWV:

v AUTOATEC EVOOUUTKEC 1 evOapBpLKEC apoppayiec, xwplc mponyndévia tpavpaTiopo

» Av n cuykévipwon twv rtapayoviwv VIl A IX givan 1-5% twv $uoLoAOYIKWY TLHWV:

v ALLOPPOYIKEC EKENAWOELG LETA ATTO ATILO TPAUUATIOUO

» Av n ocuykévipwon twv napayoviwyv VIl R} IX eivat >5% twv $uUCLOAOYLKWY TLUWV:
v ALLOPPOYIKEC EKSNAWOELC OE TIEPLTTTWON XELPOUPYLIKWV EMEUPBACEWY 1) cORAPWV

TPOUUATIOMWY

Musculoskeletal complications of Haematological disease,A.Isenberg et al. Rheumatology, October 5, 2015



Oéeia AlpapOpwon

A A JPPOQ A

- MpooPoAn peydAwv apBpwoswv
(yovata kot oxia)

- Oibnua, Bepuotnta Kal emwduvn
nipooPePAnuévn apbpwon

Xpovia AtpoppodlAkn
ApOBponabeia

- ZoBapn aykuAwon apbpwong
- ATIWAELO AELTOUPYLKNC LKOVOTNTOG

AnwAgia Ootikng Malag

TLEPLOPLOUEVN KvnTKOTNTA, UTtOBPEYia, Xpovia PpAeyuovn,

Ooteondpwon avemndpkela vit D, aoBectioupia
- > 40x peyoAutepo Kivbuvo og oxeon Ue YEVLKO TANBuoUO
- Gram(+) Baktnpla (76,7%) / NpooPoAn yovatwv ota 2/3
Znrntkn ApOpitida TWV TEPUTTWOEWV

- ApBpomAaotikr x10 kivbuvog yla ekdNAwaon onTTLkng
apBpitdag

Ev6OMUIKO AlpdTtwlo
WeudooyKo¢

Iravia (amoTéAeoua AUECOU TPOU LATLOHOU)




Alpoppodihia/Maboducioloyikoc Mnyaviopoc ApBpomadeLac

2TAAIA

Yrotpomid{ouoeg aLuoppayieg

1)Oteia

AlpapBpwon

2)Xpovia
Yrieptpodikn

Yuevitiba

3)EkdUuALoTIKA

ApBpitida

l

EvanoBeon ailpoodbnpivng
oToV apOpLKO UPEVA

* Mapaywyn IL-1,6/TNF-a

* Ekppaon yovidiou MYC, mdm2

* Ekppaon ayyelodpaotikwy
TIOPAYOVIWYV - AYYELOYEVEDH

Yrieptpodiki vpevitda

ExkdpUALon xovépou kot ootol
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Alpoppodihia/ATELKOVIOTIKA XOPOKTNPLOTIKA

MPQIMA ZTAAIA ( AlpopBpo, meplapBpikr) ooteomnevia, SLOykwon emMpUoEwWV)
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Alpoppodihia/ATELKOVIOTIKA XOPOKTNPLOTIKA

MPOXQPHMENA ZTAAIA ( Ewova StaBpwTtikng ooteoapBOpitidag)
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Arnold-Hilgartner classification

Stage 1 Stage 2

Stage 3-4 Stage 5
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Haemochromatosis  Haemophilia

Cartilage degeneration Cartilage degeneration

Chondrocalcinosis

Calcium pyrophosphate

crystals Neovascularization

Prominent
Mild synovial inflammation synovial inflammation
and hyperplasia and hyperplasia
Osteophytes Osteophytes
Small cysts
with sclerotic marging Subchondral cysts

Subchondral scfemn‘s/ \Epiphyseal enlargement

Osteoporosis Osleoporosis



OaAacoatpia




OoaAaocoatuio/OpLopoc

Alpha and beta thalassemias

Erythroblast a thalassemia o ©

Excess B chains

B hemichromes

B thalassemia \
Excess a chains @
S— I
Thalassemia Chromosome Genetic error
Alpha 16 Deletions ®0
Beta 11 Mutations

a hemichromes

* [pokettoL yla opada cuyyevVwyY
VOONUATWYV UE EAATTWUEVN
oUvOeon pac N Kat
TLEPLOOOTEPWV OLTLO TLC
aAvoideg tng apoodarpivng
HbA (a A B).
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DYZIONOTIKO B- OANAZZAIMIA

Neplopiopévn ovvOeon B-aAucidwv Kabignon a-aAvoiswv

Ynepoyxn a-aAvcidwv HbA \

ST Avipadn epuBpofAdotn Mn Swarteporth KUTTAPLKA

‘ A HeuBpavn

- 'E€0d0G un i
Kovovikwv RBC

Ynoxpwpa RBC

l

®Ducloloyika epuBpokutTapa

AteAn¢ epuBponoion
npowpn alpéiucn

AwatnTikig
npocAnyn Fe Kataotpodn and ta

pakpodaya tou AEX

Mertayyioeig aipotog .

D lotkn 'uno&a
gAdrttwon < !
AU¢non epuBponowntivng

Awebpuvon puelov

Aguteponadng apoOXPWHATWON

* [EVIKEUMEVOG TTOVOG
* Ooteonopwon - avenapkewa Vit D —_— IKEAETIKEG AVWHAALEG




OoaAaooatpio/AMELIKOVIOTLKA XOPOKTNPLOTLKAL

Arlevpuvon HUEALKAG KOLAOTNTAG — apaiwon omoyywdoug 06ToU — OKAPUVCN OCTLKWV SOKidWV




OaAaocoatpio/ATELKOVIOTLKA XOPOKTNPLOTLKA

[
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OoaAaooatpio/AMEIKOVIOTLKA XOPOKTNPLOTLKAL




OoaAaooatuio/OepATTEVTIKEC ETIUTAOKEC AOoLONPWONC




APETAVOKUTTAPLKN avalpla




Apemavokuttapkn avatpio/HbS atpoodatpivn

e Aouikn dtatapayn TnC apoodalpivng: HelwpEVN evdokuTTapLa SLaAuTtoTNTA KAl TAoN

TLOAULEPLOOU €VTOC TOU £pUBPOU alpoodatpiov — Spenavoeldec oxnua

GAG
1 2 3 4 5 6 7
Val [| His || Led| Thr| Pro || Glu || Glu

B-aAucida @uotodoyiki HbA awpocdatipivn

®duotloloykn
awpoodatpivn

GUG

Val His || Leul| thr Pro Val || Glu

1 2 3 4 5 6 7
B-aAucida MNaBoloyikr HbS awpoodapivn
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MNoAupePLONOG
naB®oloyikig HbS
awpoodarpivng



MNoBoPpucLOAOYLKOC UNXAVLIOUOC

Oygenated erythrooyte containing HbS

Dieasygenated erythrocy te with polymerisation of HaS

Dehydrated, sickded erythrocyte

Acute pain

Aote chest syndrome
Hyposplenism
Dsteonecross

Mephropathry

Oochusion of pcutmpilar_rvl:ﬂ.ll:s fwasorocclusion)

Haemalysis

! : Free plasma haemoglobin

ﬂ o inactieating MO and
ﬂ‘ EI' o generating reactive omygen
o

Free radicals, causing o o ‘l species
tissue damage
l pa e
o ©
< * NO O

Functicnal MO dehiency

S merubonatbee ard endatholial desboretan

Inflarnmation

Increased expression of
WCAM-1 and other adhesion
melecules

Hypercoagulability

F

¥

Fulmonary hypertersion
Friapism
Leguicers

Cersbrowasoular disease




KpUo, évtovn cwpartiky dpaoctnplotnta, vnoéia, adpuddtwon,

NMAPATONTEZ KINAYNOY . .
AoLpwéeLg, Tpavpa

KAINIKEZ EKAHAQZEI2

O&L Bwpaklkd cuvdpouo, aptnPLOPAEBWEELS OVOOTOUWOELG

KapSLOMVEUMOVIKEG EMLITAOKEG NVEUHOVLKIC KUKAOGOPIAC, KA

YUvbpopo (6€) avw TeTapTnUopiou KoLAlag, amoAupatonoinon AMAToC,

ErurtAokeg nraog - xXoAngopwv OTANVOC, NTIATIKN Kpion, XoAOALOOL, NMATIKA ATOCTH AT

Alpatoupia, TP CUMMUKVWTLKAG LKavotntag veppwy, VEPPWOLKO

EMutAoOKEC OUPOYEVVNTLKOU , , , ,
oUVOPOUO, VEPPLKI OVETIAPKELQ, TIPLOTILOUOG

AEPUATIKEC ETIUTAOKEC Xpovia EAKn KATw AKPWV

Edpakta, amokoAAnon apdiBAnotosldoug, alpoppayieg,

OpOaAnOAOYIKEG EMUTAOKEG apTNPLOPAEBLKES avwpalieg

KedalaAyia ,eykedallka Eudpakta, UTAPAXVOELONC atlpoppayia,

NeupOAOYLKEG EMLITAOKEG ,
HLKpOOVEUPUOUATA

Iraviotepa NeupondBela, puondBela



AakTuAitida

Juxvotepa Katd tnv ratdikn nAkia (6 pnvwv-4 etwv)
Epdpakta otnv dtdduon twv paidyywv

Aonntn Nékpwon (AVN)

Eudpoakta otnv eniduon Twv HoKPpwV 00TwVv oto 30% Twv acBevwv
MNpoaoPoAn tng kedaAnc Tou Bpaxloviou f unplaiov ootou

Avarmnrtuén maboyovwy ULKPOOPYOVIOUWY o€ BEon EUdPaKTOU Kot
VEKPWEVOU LOTOU

Octeopvelitida - Pouyvotnta x100 o€ ox€on e YeVIKO TTANBUoUO (12-49%)
- YrmoomAnviopog, SucAeltoupyia cuUmANPWHATOC, avenapkela 1IgG/IgM
- NpooBoAn Bpayxloviou, pnplaiov 0otol Kot KVAUNG
- Emtipovn apBpalyia kat epmupeto B€tel umodia onmTikng apOpitdag
[ V4 7_20(y
Tnrtkn ApOpitisa (7-20%)

- ZuvnOnc mpooPoAn HAKPWY OCTWV
- Salmonella (non-typical serotypes)/ Staphylococcus aureus

Ynepoupiyotpio

32-41%




APETIAVOKUTTOPLKN avolLLio/ATTELKOVIOTIKO XOpOKTNPLOTLKA
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APETOVOKUTTAPLKN aVOlLLLio/ATIELKOVIOTIKA XOPOKTNPLOTLKA

4

':|lv ZU.,Uso .
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APETOVOKUTTAPLKN aVOlLLLio/ATIELKOVIOTIKA XOPOKTNPLOTLKA
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2UTIEPAC AT

e JUXVOA TIPOOPOAN LUOOKEAETIKOU CUOTNUATOC 0€ a.0Oeveic e KahonBeLg

OLLLOTOAOYLKEC TTaON OELC.

o NMpwtomabnic Aloxpwudtwon — dtafpwTtiki ooteoopBiTida UKPWV apBpwoswv o€

ouvbuaouo pe Tenineda peppirivng

* Awoppodthia — elkova pAeypovwdoug ooteoapBponabeLog

« Qalaooatuia — ateAr)c epuBpomnoinon/dtelpuvon HUEAOU TwV ooTtwv/dLatapoyr)

OPXLTEKTOVLKAG TWV 00TWV

« Apemavokutaplkn avatuio — emwduvec kploetg/SaktuAitida-AVN-OoteopueAitida
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