Alayvwotikn mpoornélaon, dtadopikn

Sdtayvwon kat cuvodn acBevoug
HE OTTANVOMEYaAia




A¢loAoynon Baputntog GTTANVOUEYOALOG
Kot UPNRC TOU OTTANVOC

2niAnvac YnAadntika emwduvoc
N avwduvoc (?)

IrAnviko xeilog o0 1y
N anootpoyyuvAopévo (?)

2nAnvac HAAOKOC, EMWOUVOC

» Zupudopntikn omtAnvopeyaiia
oela Aolpwén

'H ontARvoag okAnpog, avwduvog

» AnOnTtikA ontAnvopeyalAio | |
N KOKKLWHATWENE VOGOG |

Baputnta ormAnvopeyoAiog L
> Mlen (nAadnto 6plo <5 cm KATwW |
orto to ap. MAEVp. T0€0) .

» Métpla (PnAadnto opro 5-10 cm) q q
» MeyaAn (PnAadnto opia > 10 cm) - ' :

i
Normal spleen Splenomegaly




A¢LOAOYNON GTOLXELWV ATTO TO LOTOPLKO

vV v v vV vV vV v v VvY

KAnpovouiko LoTtopLlkd onntAnvoueyaAiog

MPoodsuTIKA N TAXELQ EYKOTAOTOON CUUITTWUATWY
YMOKELMEVIKA EVOXAQLOTA OTO APLOTEPO UTTOXOVOPLO
Napovuoia nupetov, anwAslag Bapouc, epLdpwoewv
Ta&idLa oto EEWTEPLKO KAl TTOU, KATOVAAWGT OLVOTIVEUHATOG
'VWOTN UTTOKELLEVN CUOTNHOTLKA VOOOC 1 O)XL

Zuvurnapén kat Baputnta TG AVALULiOG

2uvurnapén Asevkokuttapwonc (tumocg), OpouokuTTAPWONC
lotoplko cUXVWV AoLLWEEWY Kol £L60¢ autwv

lotopLlko OpopBwWTIKWV EKENAWCEWV




A¢LoAoynon otowxeiwv ano tn $uoikn e¢€taon
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Mpodil aocBevouc (nAwkia, cwpatotunog, Opsdn) -~
Baputnta ontAnvopeyoaiog / \
YR ko evaoOnoia tov onAnvog otnv YnAadnon - ;
Zuvunopén NIatopeyaAiog R oyt

ZnMeia muAaiac ultEptaong

2uvunapén Aepdadevonadeioc kat Baputnta

2uvurnapén MAsVPLTIKAC GUAAOYNC 1 aoKitn
2uvunapén VEUPOAOYLKWV EKONAWCEWV

Zuvunapén taxvkapdiag, puonuotog KA.




Awadopikn dtayvwon
MLKPNC OMANVOMEYQALOC

L R IR IR R 2BK R 2R 2BE 2N 2R R 2R JNR R 4

Ot attieg mov npokaAoUv HEYAAN Kol HETPLOL OTMANVOMEYQAiLQ
Etepaluyn B-Meooyelakn avolpio
MeyaAoBAaotikn avatpia

Awadopec AAAEC OLLLOAUTLKEG QVOLULEC
Baktnpidiakn evdéokapditic, onPalpia
AL KapOLAKN OVETTAPKELOL

2 UMUTILEOTLKNA TEPLKOLPOITLC

Keyxpoebn¢ pupatiwon

Nolpwén¢ povonupnvwon

loyevi¢ nratitig

BpoukéAAwonN, TUPOELOAC TUPETAC
TofonmAdopwon

20vépopo Felty, voooc Still
ZUOTNHATLKOG EpUONUATWANC AUKOG
PEUMATIKOG MUPETOG

Enlarged
spleen

Size of
normal
spleen



Awadopikn dtayvwon
METPLAC OTTANVOMEYAALOC

'OAgc oL attieg mov npokaAouv PeyaAn ontAnvopeyaAic
Kippwon tov Anatog, cuvépopo Budd-Chiari
XPOVLEC QLUOAUTLKEC OVOLULEG
EpuBOpoKUTTOPLKEG LEUPPaVOTIABDELEG
Awpoodatpwvonadeia H, Aipoodatpvonadeia C
MuwkpodpenavokuTIapLki avatpia
AANa pueloimepmAaoTtikd cuvépopa
AANOR¢ moAukuTtapatpia
I6lonadnc Opopfokuttapatpio
Oéeia pueloyeving Asuyatpia
NAepdoinepnAaoctika cuvépoua
Oéeia AepdoBAaoctikn Asuyatpio
Népdwpa Hodgkin
Moakpoodaipvatpia Waldenstrom
AA\a pn Hodgkin Aepdwpata
Nooog Wilson, atpoxpwupdtwon
Octeonétpwon
ALadOopPEC MAPOACLTWOELS
BAevvomoAUGaKXOPLOWOELC Kal AAAEC ONOCAUVPLONWOELG




KaBobényntika onpeia eni omAnvopeyaAiag




Awadopikn diayvwon
MEYAANC OMANVOMEYAALOC
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EAovooia

Aeilopaviaon

Noooc Gaucher tumnov |

Noococ Niemann-Pick

Evéiapeon B-Meooyelakn avotpia
2NANVIKO Aépdwpa oplakng {wvng
Agvuyalpio amo Tpywta KutTopa
MuegAookAnpuvon

Xpovia pueAoyevic Asuxatpio
Apayyeiwpo otAnvog

KaAonOeic kOotelg omAnvoc




MDUOCLOAOYLKEG TLHEC TTOPAMUETPWV TOU ALHOTOC

¢ OpLopOC AEUKOKUTTAPWONG: Aeuka > 10000/mm3
¢ Oplopog Asukomeviac: Aguka < 3500/mm3
¢ Oplopog noAvpopdonupRvwoncgc: NMMN >7000/mm3

¢ Oplopdc ovdetepomeviag: NMVIN < 1800/mm?3

¢ Oplopoc Aspdokuttapwonc: Aepdokitrapa > 3500/mm?

¢ Oplopoc Aspdoneviac: Nepdokutrapa < 750/mm?3

¢ Oplopoc Opoppokuttapwong: AMN >400000/mm?3
¢ Oplopdc Opopponeviac: AMMN > 150000/mm?3
4

OpLonOC avatuiog:
» AvOpeC: Hb < 12.5 4 13 gr/dlI
» luvaikeg: Hb < 12 gr/dl




MapacttwoeLC Kat GTTANVOMEYaAia

m EAovooia

m Atgiopaviaon (Kala-Azar)

m Tpunoavoowpioon (aocBevela
TOou UTvou)

m IxlLotoowuiaon

E . o
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Awpoodoaripvonadetec kot omAnvopeyaiia

YnepnAaoia oponotnTtikou HUeAou

Mn anodotikn epuBponoinon
AlaTapayEC CWHATLKAC AVATTTUENG
Napapopdwon ootwv

E€wpueAk] alponoinon — epuBponoinon

MoAU peyaAn omAnvopeyalAio
E¢wpueAkol atpomolntikol oykot
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H enoapkng unokataotaon pe aipa (Hb>10 g/dl)
neplopiler/unootpedel TIC mapapopPwoeLg

¢ AwatapoxEg Kapdlakng Asttovpyiog
¢ AwatapoxEc Asttoupyiag EVOOKpLVWV adEVwV
¢ Ynepdoptwon He oidnpo MPWTOYEVWC Kol SEUTEPOYEVIC
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Awpoodoaripvonadetec Kot omAnvopeyaiia

3 ol * I

* t

¢ ¥ ESFEA W
a-OaAaocoatpio/Hb-ntabsia H = xpovia atploAUTIKA
oVOlLpLLOL, BETPLA OTTANVOUEYaAia

AAAec apoodatpvortabeiec HbC, HbE, HbSC kATt
Evéiapeoec popdec Oahaocoatpiog

O pOAog Kot N €vOELEN TNG OIMANVEKTOMNG
Znpooia emopkou¢ anooldnpwong

Znpooia TN MPOoYEVVNTIKAC dtayvwong Ko tTne
npoAnyng
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Nococ Gaucher
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A

Philippe Ernest Gaucher

H voooc Gaucher avikel ota
ABpotlotika Avcoocwpuika Noorpota



KAwwkol Tumtot vooou Gaucher

Type 2

Type 1 . ——

< Neurologic manifestations

t r—
Asymptomatic T 4 4 4 %
Skedatal disegsze ’ ﬂI .
i parapes
ViEceral diseass fatalis
2 neurologic Congenita
Invohement icthyoss
Parkinsonian FrOErEs s
manifestations neurologc
Hydrocephalus degenearation
el e M',I:?::Iﬂru.c:
calcifications epilepsy

Eye movement
deordes

Tomog 1: Mn vevpomaOntikog (0 cvyvoTEPOQ)
Tomog 2: Ilpoipa vevpomadOnTiKog

Tomog 3: Oypo vevpormadnrtikog (Norbottnian)




AAAeC ONoAUPLOUWOELG KOl GTTANVOUEYOALOL

Noococ Niemann-Pick
BAevvomoAuocaKkXapLdwoeLg
Noococ Pompe

Noooc Farber

Zraviotepa AAAEG ONGAUPLIGUWOELG =2 i 3

Hypotonia
{decreased
muscle bone)

Monial rotardation

FALAM.



AlopapTiec Tou oANVOG ME OITANVOpEYaAia

m KaAonOeig KUOTELG TOU OTTANVOC

= AlpayyELWHATA OTTANVOG
m Apdptwpa oTtANVoGg



Xpovia MueglhoinepmAaotikad ZUvdépopa
Ko Baputnta GTIANVOUEYOALOC

Xpovia Muegloyeviig Asuyoupia (**/***)
I6LomtaOn¢ moAukuttapartpio (*/**)
15tonaOn¢ Opoppokuttapatpia (*)
I6ona®ni¢ puehookAnpuvon (***)
Xpovia nwowvodiAkn Asvxarpia (*)

ZUCTNHATIKA paoToKuTtapwon (*/**)




Kowa yvwpiopata
TWV LUEAOUTIEPTTAQCTIKWYV CUVOPOUWYV

AUENUEVOC KUTTAPLKOG TTOAAQITAQOLOMOG ILAC 1)
TLEPLOCOTEP WV OLLHLOTIOLNTIKWV CGELPWV

EpuBpokuttapwon, Aeukokuttapwon, Opoppokuttapwon
o€ TMOLKIAou¢ cuvduacououg Kat Baputnta

YneprnAaoio OAWV TWV GELPWV OTOV HUEAO Kol
eAayiotonoinon N e€adavion tov HUEALKOU ALtou¢

¢ Quolodoyikn — teAkn dtapoponoinon

MowkiAog BaBuac kat taxvTnTa avantuéne iviwonc otov
HUEAO

¢ OpouBodiAikn dtabeon

¢ Auénpévo nmooooto £€EALENG oE ofeia pueAoyevi Asuxatpia



MopdoAoyilkad eupHaATO ATTO TO MEPLPEPLKO OO
oV gyeipouv vrtoPia Stayvwonc umeEp
HUEAOUTIEPTTAQOTIKOU CUVOPOOU

¢ Napovuoia onpavtikng ap. otpo-
$PAC TNG KOKKLWOOUC GELPAG

¢ Napovuoia pushofAactwv

¢ Amnovuoia To€LKNC KOKKiWoNC Twv
oudeteptodpilAwv

¢ Baoeodilia, nwowodhia

¢ AveUpeon HeyAAwWV OLLHOTIETAALWY
Kol Opavopatwv
npwtonAdacpato¢ MKK BN

Blood Smear - Leishman B1

¢ Avevpeon epuBpofAactwv rr_ -
EUMUPAVWV EPLOPpWV =




KuttapoBpiBeia puehov otnv ooteopveAkn Broygia




KALVIKN ELKOVO TWV XPOVLWV
HUEAOUTIEPTTAQOTIKWV GUVOPOUWYV
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ZUMTTTWHOTOAOYioL UTtEPUETABOALOHOU
ZUMTTTWHOTOAOYial artd omtAnvopeyaAia
ZUMTTTWHLOTOAOYIOL OTTO KUTTAPOKIVEC
YnepyAowotnta, AEuKOOTOON
MowkiAeg OpoPwWTIKEC EKONAWOELG
KAWLIKEG EKONAWGCELG OTTO UTTEPOUPLYOLLLLOL
KAWIKEG EKONAWOELG O EEWHUVEALKN alLpomoinon
» MuAaio untéptaon
» Mvevpovikq unépton
» ALLOTIOLNTLKOL OYKOL - YAwpwpata

BAGBN Lotwv KatL opyavwyv amno thv dpaoctnpelotnta tTwv
KUTTAPWV




KAvika eupAuato eni YpOoviwv
HUEAOUTIEPTIAQOTIKWV GUVOPOUWYV
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2nAnvopueyalAia

HriatopeyaAia

AwatopaxEc opaocswc, adOova BuBookomikd evprpata
MowkiAa cupmtwpata ano to KN2

Evpnjpata avolpiog n epupokuttapwong

Evpnipata ovupkinc apBpitidag

Eldika cupntwpata BAABNC LOTWV KAl OpYyAVWYV ETtL
unepnwovodAtkol cuvdpopou




Epyaotnplaka evpnpota L XpOoViwv
HUEAOUTIEPTIAQOTIKWV GUVOPOUWYV

v v v v v Vv

\ 4

MowiAa XapaKTNPELOTLKA — SLAYVWOTLKA EVPHROTO OO TO
nepLpePLKO aipa

KukAodopia mpwipwv Kol awpwv KUTTAPWV TNG KOK. GELPAC
BaoceodiAia, nwowvodihia

MeyaAn avénon twv KukAodopoUviwv CD34+ KutTtApwV
Auénpévn LDH opou

YriepoupLyoupio

Auvénuéva enineda KUKAOPOPOUVTIWV KUTTAPOKLVWYV, XaAUNAQ
enineda epubponointivng

AuénUEvn aLlpaTKA porn otov ontAnvonuAaio aéova

AlatapoxEG 0TOV AELTOUPYLKO EAEYXO TNG OLVATIVONG




Xpovia AspdoinepnAaoctika Zuvépoua
Kol otAnvoueyaAia

2NANVIKO Aspdwpa ano Aaxvwta Aepdokittopa

2TANVIKO Aépdwpa opLtakic Lwvne
(Makpoodatpvol ko Asppwpa

Agvyaipio oo tpyywtd Aspdokutrapa
MikpoAepdokuttaptko Apdwpo omANvVog
Olwodec Aépdwpa ortAnvoc
AvanAaotiko AEpdwpo oTTANVOG
MpoAepdokutropikn Asvyatpio
Nepdpwpa Hodgkin
Apulosibwon




2NANVIKO Aepdwpa oplakng {wvng

® 2uvnOWC UNXAVIKA CUMTTTWHOTO
= Amouclalel MUPETOC, anwAsla Bapouc
= OLOLOYEVNC TEPAOTLOC OTIARVOLG

. Aoxvwtd n Bucavwtad KUTTOPO OTO OO
m KaAn avtamokpion otnv Ospaneia

= Makpa emBiwon

B JUXVEC AOLUWEELC — OVOOOOLVETTAPKELDL

m ZTAVLO OTTOLLTELTOL OTTANVEKTOMA




Agvyaupia ano tpyywta (Aepdo)kitrapa

ZUXVEG KOLVEG KOl EUKALPLOKEG AOLUWEELG - AVOCOOVEMAPKELDL

Mavkuttaponevia — Bapla ovdeteponevia
MoAU peyaAn onAnvopeyoalia

Turka TpLYwWTa KutTtapa oto aipa CD103+
XOpOLKTNPLOTLKN EVPALOTA OTOV HUEAO — ivwon
2npavtikog poAoc TNF-a ko TGF-

MoAU kaAn avtanokpion otnv Oeparneia
Makpa eruBiwon
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ACUMITTWHOTIKA otAnvopeyaAia (?)

m Aev untapyxetl «1donaBnc» onAnvopeyaAia umtapyel
TAVTA Lo UTtoKELpevn taBoAoylo n omola amoteAel
TIPOKANON yla TOV LATPO VoL TNV avadeitel

= AKOMO KOl OE OLOUMTMTTWHOTIKOUC AloBEVELC cuvLoTATOL
TOKTLKNA KAWVLKN tapakoAoUOnon kat aéloAoynon tTwv
LeToBoAwv Tou peyEBoUC Tou oTtANVOC, KaBwCc Kal TG
OLLLLATOAOYLKNC ELKOVALC.
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