AwayvwoTtikn NpoomnéAlaon
MaVKUTTOPOTIEVLOC

‘EAeva ZoAwpov

ALLATOAOYOC

Entik. KaOny. NaBoAoyiac-ApatoAoyiog
latpikn ZxoAn NMNavenmiotnpiov Natpwv



TEMN.........Qpa 03:00

 AoOevnc 25 etwyv, mpooepyetal oto TEM pe
eunupeto swc 39° amo 5d. Itov epyaoctnplako
e\eyyo spdavidet WBC: 400/mm3 Hgb: 8g/dL
kot PLT: 70.000/mm?3- AEK: 0,5%

 AocBevnc 75 etwv mpooepexetat oto TEM ylati
o€ tuxaio €Aeyxo spudavilet WBC: 1200/mm3
Hgb: 7g/dL ko PLT: 70.000/mm?



Oplopno¢ NMavKUTTaPOTEVLOC

Melwon Twv epuBpokuttapwyv (avorpia),
ovdetepoPlAwv (ovdeTEPOTIEVLA), KOLL
aLpometaAlwy (Bpopfornevia) oto

nEPLPEPLKO alpa



Avorpio: Meilwon tnc Hb katw amno ta opla mou
avtlotoLyouv oto pUAo Kot TNV nAwkia (<11g/dL
yuvaikec, < 13g/dL avdpec) N N LELWON TOU OALKOU
oykou Twv RBC. Ta RBC (ouv 120 uepec nepimovu,
evw KoBnuepva avtikaBiotatol to 1%.

Aciktec RBC:
* MICV (mean corpuscular volume): Hct/RBC x 10 (80-95fl)

* MCH (mean corpuscular hemoglobin, péon
neplektikotnta): Hgb/RBC x 10° (27-37pg)

* MCHC (mean corpuscular hemoglobin concentration,
HéEon rmukvotnta) : Hgb/Hct x 0,1 (30-35g/dL)



AEK (AwktuoepuBpokuttapa): Neapa RBC ta
ortola 6ev £xouv upnva AAAA UTTOAELLLLATOL
ploowputakol RNA. Zouv 1 n 2 peEpec o€ stress.

* Otav avéavovtol taa AEK—> 0 pueAOC pnopei va
OLVTAOKPLOEL oTNV avatlpia

* AlopOwpévoc apOpdc AEK: % AEK x Hct/45

* RDW: Aeixvel TNV etepoyEVeLa oTo HEYEOOC Twv RBC
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Avoruia

* Auénuevn katootpodn RBC -
OLLLLOAUTLKEC QLVOLLLLEC

* Mewwpevn ntapaywyn RBC
(epuBpormoinon) 2 T1.X. 218NPOoTEVIKA,
LeEYoAOBAQLOTLKN, OITAQLOTLKN OVOLLJLAY,
aVaLLLLa Ypoviac VOoou



Oudbetepormevia: OudetepdPpla moAuvpopdomnupnva <
1500/ mm3

Katataén ovdetepomeviac:

* |6lomadnc (petd and Aoipwén, ddppoka, autodvoon
ovOEeTEPOTIEVLA, XpOovia KaAonOnc oudetepomevia,
avtoavoon oudeteporevia, KAT)

* Qudetepomnevia AOyw evéoyevwyv dratapaxwv:
Xpovia 1blonabnc ouvdetepormevia, ZUYYEVNC
ouvOEeTEPOTIEVLA, KUKALKN oudeTEPOTEVL, 2.Swachman
Diamond, 2. Chediak Higashi, Dyskeratosis congenita



OpouBonevia (PLT<150.000)

* Yeubnc BpopuPornevia

* Qappoka

* KUnon

* loyeveic NolpwéeLc

* YrtepomAnVviopo¢ (mabnoeic nrmotoc)

* |GlortaBnc OpopPormevikn mopdpupa

* MughoduomAaoTika 2Uvopoua

* OpopBwTikn OpopuPorevikn nopdpupa
* Atayutn Evoayyetokn Mnén

* AepdoumepmAootika voonpata (XAA, NHL...)
* Autoavooa voonpuota (ZEA...)



ZUMITTWHOTO KOl ZNMEL
MavKuTTOPOTEVLOC

* Aoyw avatluiac: advvapula, katooAn, eUKoANn
KOmwaon, toxyukoapdia, dvormnvolaq, .....

* AOYW OUOETEPOTIEVLOC: TIUPETOC, AOLUWEELC, ...

* Aoyw Bpopforeviac: TETEXELEC, EKXULWOELC,
ovAoppayla, auénuevn anwAela alpotoc (opOo,
€. pUON), pvoppayla,..



TETEXELEC

EKYUMWOELC




Awadpopikn Ataayvwon Mavkuttaponeviog

l. Zuyyevn- KAnpovopika Noorjpato mou
ouvodelovtal PE OLLLOTIOLNTLKA OLVEMAPKELQL

Il. Emiktntn Mowvkuttopomnevia
a. Mé& VOpHOKUTTAPLKO HUEAOD
B. M€ unonAaoTiko HUEAO



2uyyvevn — KAnpovouika Noonpoto BE
OLLLLOTTOLNTLKN OLVETTOLPKELDL

2TTAVLIOL KANPOVOULKO VOO LOTOL TTOU EKONAWVOVTOL LLE:
Mavkuttapornevia (ovatpia Fanconi, cuyyevng

duokepatwon, cuvopopo Pearson, apeyoLKaAPUOKUTTAPLKN
Opoupormevia k.o.) N

Movnpnc Kuttapomnevia (avatuilo, AEUKOTIEVLA, 1)
OpopBomnevia) (avaluia Diamond-Blackfan, cuvépopuo
Shwachman-Diamond, cuvbpopo Kostmann, cuyyevinc
duoepuBpomontikn avaltpia K.a.)




Avoaiuia Fanconi

2UYVEVEC oUVOpOUO aTtAaoilac TOU PUEAOU TTOU
xapaktnplleTal oo XpPWHOOWHLKN aoTtabeLa Ko

epdavilet:

* ArtAaolo puelou

* JKEANETIKEC OVWHLOALEC

e AlATAPAXEC AVATTTUENC

* Auénuevoc kivduvoc ylol KakonBeLec



XapaKTNPLOTLKO TOU VOO LLATOC ELvaL N in vitro
cvBpavoTOoTNTA TWV XPWHOCWHATWV OE
AepdokutTapa eEPLPEPLKOU OLLOTOC UTIO TNV
entdpaon dienoéufBoutaviouv (DEB), N ptopukivn
C (MMC)

MetaAhaéelc exouv avayvwploBel oe tovAaylotov
15 dradopetika FANC yovidia (o cuyva FANCA,
FANCC, FANCG, kot FANCDZ2) to. tpolovto TwV
OTIOLWYV KATW o0 PUCLOAOYIKEC GUVONKEC

avoyvwpllouv kot emotopBwvouv BAaPec oto
DNA.



Avaiutia Fanconi




Dyskeratosis Congenita

* JTTAVLO CUYVYEVEC vOoonua amAaoiac LUEAOU TToU
odeiletal og petaA\aéelc og yovidila mou
puBuilouv ta teAopEPN

Xapaktnpilletal amno:

* SuoTpodLKA VUYL, AsukoTtAakior BAEvvoyovou
OTOMATOC, OEPUATIKEC PAAPEC

* Athacla puelou

* Auénuevoc kKivouvoc yia KakonBeLec



Dyskeratosis Congenita

Abnormal skin pigmentation

Dystrophic nails

Mucosa leukoplakia




Entiktntn Navkuttaponevia

[EVIKN alpOTOC

IAEK% MNepLdepkn

* WBC

e« NEUTRO Karactpocbr']

* RBC

e PLT lAEK% Kevtpn

QVETIAPKELQL

(avemapkelo LUEAOU TwV
0OOTWV)



Entiktntn Mavkuttaponevia

A. M€ VOPpUOKUTTOAPLKO MUEAO

B. M€ unomAooTtLkO HUEAO



@uoloAoyikn kKuttapofpideia
AOYOC KUTTAPLKWY oTolXeELwV / Almoc
(nAwkio, Aettoupylkotntal)
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YriommAaotiko¢ MueAoc Ynepn)\aoukéq MueAoc



Epyaoctnplakn Atepgvvnon

Entixplopa mepidpepikov atpotoc-AEK

Aeiktec awpoAvonc (XoAepuBpivn, LDH,
arnttoodalplvn, atpoodatpvoupio

U/S via nrtato-omAnvopeyoAia-CT yla
Aepdadevomabela

Aeiktec Aolpwénc (TKE,CRP)
Avutoavooo profile (ANA, RF)

Mueloypoppa-Bloia puelou

Mepattepw dlepevivnon

AvaAoya JE TO LOTOPLKO

* KAwwkn e€€taon
* Epyaotnplaka svpnuota



[MAVKUTTOPOTTEVIOL LLE UTTOKUTTOPLKO MUEAO(I)

. |6lomaBnc amAaotikn avatuio

- Mapoévoukn Nuktepvn Alpoodatpvoupla
- YrtonAaotiko MueghoduomAaoTtiko cUVOPOUO
- GVHD

- Mueloivwon

- AAevyoupkn Asvyopia (OAA og moudia)

- Tpyywtn Aeuyatuia



MAVKUTTOPOTIEVLA LLE UTTOKUTTOPLKO MUEAO

(1)

. Autoavooa voonuata (SLE, RA)

- Neuplkn avopeéia

- loyeveic Aowpweéelc (HIV, Parvo-B19....)
- Meta amo XMO

- Meta amo aktwvoBepameia

- AnAntnptlaon pe petaAia (opoeviko)

- Qupuatiwon



Mavkuttapomnevia pe puacloAoyikn n
avénuevn kKuttapoPpiBeia pueAov (1)

- AtnBnon pueAovL amo KapKLWika KUutTopa

- AlLOPOYOKUTTAPLKO CUVOPOUO META QIO
AoLpwén

. AAKOOA

. 2apkoeldbwon
. Qupatiwon

. BpoukeA\won
. N\ewopavioon
. Dappaka



‘Mavkuttopomnevia LE GuoLoAoyikn N
avénpevn KuttapoPpiBeia pueAov (i)

- MuehoduomAaotika cuvopoua

- O¢ela Mueghoyevnc-AepdpoBAaoTtikn
Agvyoupuia

- NHL, XAA

- N. Gaucher
- 2. Evans pe ouvod0 Aeukormevia

- EAAewpn B12, puAAkoU oéeoc
- YITEPOTIANVIOHOC-KLPP WO
- Autoavoon nrnatitida



Dapupako

 XMO (busulfan, melphalan, cyclophosphamide,
anthracyclins....)

* XAwpapudalvikoAn
* YouAPpovapidec

* Awvel(oALdn

c MZAQ

* AVTLETUANTTITIKAL

* AvtikataBAnmrTika

2uvnUwc ueow auénUEVNC KATAOTPOPNC OTN TIEPLPEPELX



AoLULWON aLTLO TTOVKUTTOLPOTIEVLOLG

* XTN GUHOTIWON OTIWC KOl OE LOYVEVELC AOLUWEELC
nou cuvodevovtol ano navkuttapornevia (CMV,
EBV, HIV) elvai Suvato va cuvuTtap)eL Ko
LELWMEVN TTopaywyn aAAQ Kol oLUENUEVN
Kataotpodn (rmepLPePLKN KOl KEVIPLKN
Kata.otoAn)



AoLuwdn oLt TTOVKUTTOPOTIEVLOLG

* H Aslopaviaon kot BpoukeAAwon cuvodevovtal Ao
TTOVKUTTOPOTIEVIOL AOYW OTIANVOUEYQALOC KOl
UTTEPOTIANVLIOLOU




ol KOl TTOLVKUTTOLPOTTEVLQL

*[ToAAoL LOL urtopouV va MTPOKAAECOUV KATALOTOAN TOU
LLUEAOU KOl TTAVKUTTAPOTEVIOL: ouVNOWC UE
TkuttoapoBpiBela puehou Kot olpodayoKkUTTAPWon

* EBV

* CMV

* HBV

* HCV

e HSV

* HIV: ota apywka otadla T kuttapofpibela, peta
UTTOKUTTOPLKOC MUEAOC KaLl SuoegpuBporolnon

* Parvo-10¢ B-19: anAaotia pueou



MapPoioc B19

* [MpokaAetl tn «meumntn vooo (fifth disease)» ota
rtouda.

* 2TOUC TIEPLOOOTEPOUC aoBeveic ouvodeveTal UE
avaoToAN wpilpavonc twv epuBpwv oto otadlo Tou
npoepuBpofBAaotn (avaruio).

* AuvaTO va MTPOKAAECEL EPBPULIKO LOPpWTIAL AOYW TNC
Baplac avolLpLaC 0 EYKUOUC

e ATTAOLOTLKN KpLon TPOKAAELTOL KUPLWC OE ATOUAL LE
OPETAVOKUTTOPLKI aVOLULOl KOl KANPOVLULKN
odoLpOKUTTAPWON



MapPoioc B19




HIV Ko movkuttaporevia

* Ta HSC bev patvetal va poAuvovTtal armo Tov Lo,
aAAa ta o wppa kuttapa (lineage specific) elvol
LELWHEVA

* Ta KUTTOPO TOU OTPWHOTOC HOAUVOVTAL, KOl ETOL
HEV MTAPAYOUV TOUC OITAPALTNTOUC TTOPAYOVTEC YLa
VoL UTtooTtnpLéouv TNV atgonolnon

* Ta poAvopeva kuttapa (LOlwc avtwyv rou dev
avtamnokpivovtal otn HAART)mapayouv T TNF-a
rniov kataoteAAouv ta HSC pe anontwon peocw Fas-
FaslL



AlpodpayokutTtaplko ZUvOopouo

XapaktnpilleTol amo mavVKUTTOPOTIEVLOL OTNV TIEPLPEPELA EVWD
OTO HUEAO UTTAPXEL payoKuTTApwWan EpUBpwy,
KOKKLOKUTTAPWV KOl OLLOTIETAALWY Ao pakpodaya

O MUEAOC ELVOL UTTOKUTTOPLKOC 0TO 1/3 TWV MEPUTTWOEWV

KAwvikec EkOnAwaoelc: Aepdpadevomabela, TUPETOC, amWAELAL
Bapoug,

etavoOnua, tktepoc, TTG

N deprrtivn, L wvwdoyovo -
nnotoomAnvoueyaAla, )
avénUeva NIaTtka Evivpa




AltLa oo doyoKUTTAPLKOU cuvOpPOLLOU
npwtornabec

Aepdpwpata (T apxnc)

AoLpwéeLc BakTNPLAOKEC, TIOPOLOLTIKEC KOL LOVEVELC,
KoAAayovika voonuata (2EA, voooc Still,...),

WC LOPPOAOYLKO EVPNMOL LETA ATIO amtoppLydn
LLOOXEV LATOC LUEAOU TWV OOTWV.

Oeparteilo: TIPETMEL VAL OTOXEVEL OTNV UTTOKELWEVN VOOO.
Koptikoedn/ IV Ig
Yriootnpén Le mapaywyo alotoc




MpwtomaBsc Alpodayokuttaplko Zuvdpopo (familial
hemophagocytic lymphohistiocytosis-FHL)

>mavio voonua (1/50.000) pe olUTOOWHLOTLKO
UTTOAEUTOMEVO XOPOKTN PO
Exouv mepypadel 5 yevetikol tunot (FL1-5)
[Tlo ouyvoc tumnoc o FL2 mou ocuvolaletal pe
netaAaéelc otn nepdopilvn

AMeC petallaéewc: UNC13D (FHL3), STX11
(FHL4), kot STXBP2 (FHL5)



Kippwon

Odnvel oe omAnvopeyaAio Kol UTLIEPOTIANVLIOLLO

Avapia tou odpetAetal otnv moyidbevon Twv EpuBpwv
O0TO OTANVA, HELWUEVN ETILRLWON EpuBpwV Kat avénon
TOU OYKOU TOU TTAAOLOTOC.

Qudetepormnevia tov opeileTal otnv mayidgvon oto
OTIANVOL KOl O€ MELWUEVN ETURLwON TwV
ovdetepOPplAWV.

Opoufornevia nov odpeidetal otnv ayidbevon oto
omtAnva




Nevpikn Avopeéila

e [lavkuttapomevia He pn avaotpePLun
KOTaoTpodr TWV KUTTOPLKWY OTOLXELWV TOU
LLUEAOU- QVTLKOTALOTOLON TOUC arto apopdn VEAN




AwnBnon pueAou ano
LLN-0OLLOTOAOVYLKN VEOTIAQGLAL

A "y N )

AwinOnon puelov amo Ca otopayou



AwNBnon pLueAoU amno ALUATOAOYLKO
VEOTIAOLOLQL

AVTIKOTOOTOON OTOV
LLUEAO OAWV TWV
QLLLLOTTOLNTLKWYV KUTTAPWV
QTTO TO VEOTIAOLGOTLIKO
KUTTOPO

[MavKkuTTOopomEViO OTNV
nepLPEPeLA




Xpovia 16tortadnc Ouvdeteponevia

Aveényntn pelwon tou aplBpol Twv oudeTepoPlAWVY
KATW TWV GUCLOAOYLKWYV OPLWV YL LEYAAO XPOVLKO
dlaotnua

AvoooAoyiknc apync (avtiowpota EVovTL
ovOeTEPOPIAWV- TIPOSPOUWYV KUTTAPWYV HUEALKNC
OELPAC)

Mn avocoAoyiknc apync -Kakonbng nopeia

* Amovuotia evOeLéewV oCUOTNUATIKAC VOOOU OTNV Omola
Oa pmopovoe va anodobBel n ovdetepormevia

* MpodpAeyprovVWIELC KUTTOPOKLVEC KOl XUMOKLVEC
LLTTOPEL VO CUMLLETEXOUV O0TNV MoBoyEVELAL TNC VOOOU




Tpwwtn AsuyorLuia

* H mavkuttapornevia opeiletol otn 6tnBnon tou
LUEAOU aTto ta moBoAoyika AepdokutTapa, Thv
lvwon, TN KATOOTOAN TOU LUEAOU aTtO TNV
vrteprtapaywyn TNF-a ano ta HC, kat tnv
nayidbevon oto omAnva.

* [lavkuttapormevia otn nepLPpepeLq,
omtAnvopeyoAla, kot cuxva “dry tap” pueloc.

 MetaAhaén oto 100% oto oykoyoviolo BRAF
VO60OE.



Tpwywtn Asvyoatplo

CD19, CD20, CD22hi, CD11hi, CD25, CD103hi, FMC7 positive



MeyaAoBAaoctikn Avatruia

* EAAewpn Bt B12 i/koit puAAikoU o€€oc
* MolKpOKUTTAPWON

* >tnV EAAeWPn Bt B12: P MeBuApaAoviko Otu, T
Opokuotelvn, evw otnv eEAewpn puAAikou: ducloloy.
MeBuApaAoviko OU, T OpoKuOoTELVN

* I XoAepuBpivn, TLDH, | AEK I Xpovoc Lwrc RBC



MeyaAoBAaoctiki Avairuia

* Neupoloyikec dLatapayeg (otatapayn tTne ev Tw
BaOn atocOnTikoTNTOC, PUYWON, Avola) LOVO OTNV
eMewpn B12

* MueAoc: YrtepkuTTAPLKOC, LeyahoBAaoTeC (UN
OUYXPOVLOUOC WPLHaVONC Tupnva-
KUTTOPOTIAQLCLOITOC, TTUPNVOC ME AETITA XPWHATLVN

* [leplpeplko alpa: MoAukatatTunta
rnoAvpopdonupnva, HOKPOKUTTAPWON



MeyaAoBAaoctikn Avatruia

blood cells anemia cells
o w S . UTTEPKOTATUNTOL

_ toAupopdonupnva

MueAoc o
HEYAAOBAQOTLKN avolLjio



MugAoduonAaotika cuvdpoua

Napadofo:

[Mevia pio N mMEPLOCOTEPWY OELPWYV OTO TEPLPEPLKO QLA
EVW UTTAPYXEL KUTTAPORPLONC LUEAOC N OTIAVIOTEPQ
UTTOTTAQLOTLKOC LLUEAOC

AvorAoola TwV ALULOTIOLNTIKWY KUTTAPWYV OAWV TWV oTaOLWV
wplpavonc (ot aAAowwaoeLc elval TtLo tpodaveLC ota
wpLpotepa otadLa)

Ot aAdolwoelc mapatnPoUVToL KAAUTEPO OTO MTEPLPEPLKO AU KOl
OTO ETYPLOUN TOU UUEAOU TWV OOTWV Ao otL otnv Bloyio tou
UUEAOU



MueAoduomAaocTtika cuvoépoua

AvonAaotika moAvpopponupnva, BAAOCTEC OTO
neEPLPEPLKO alpa, amouvaotia PLT




MueAoduomAaocTtika cuvoépoua

Avénuevn kuttopoPpiBela HUEAOU OTLC TTEPLOCOTEPEC
TEPUTTWOELC




ATAOLOTLKN avotlpia

e JTTOVLO OLUTOOVOCO VOO LA TO OTTOLO XapakTnpilleToL
QIO AVTLKOTAOTOON TOU OLLOTIOLNTLKOU LoToU arto
ALTTOC, ME ATTOTEAECHUA UTTOTTAQLOTIKO LLUEAO KO
TTOLVKUTTOPOTIEVLOL OTN TIEPLPEPELAL

* [loAAol mapayovtec epnAEkovTal otnV naboyevela tng
AA (nmatitida, Kunon, pappaka...) aAAAd oTLg
NMEPLOCOTEPEC TIEPLITTWOELC OEV AVEUPLOKETAL O
QULTLOAOYLKOC TTOLPOLYOVTOLC

e Auvénpeva kuttapotoéika T AepdokutTopa
vrtepriapayouVv IFN-y, Aoyw umtepekdpaonc tou Thet,
rniou katootpePel ta HSC



ATAOLOTLKN avotlpia

DuoloAoyLKoc HUEAOC ATIAQLOTIKN avatuio



Mpotewvopevog mat0opuceloAoyLKOG HNXAVIOHOC otnv AA




Napoéuopuikn Nuxtepvn Alpoodarpivoupia
(Paroxysmal Nocturnal Hemoglobinuria, PNH)

* ETiKTNTN QLUOAUTLKNA avollpia tou opelAeTaL 0TN KAWVLKN
EKTITUEN EVOC OPXEYOVOU OLLLLOTTIOLNTIKOU KUTTAPOU TToU
bEPEL CWHATIKEC peTaAAdéslc oto yovidlo PIG-A 2
eAewpn GPI-linked npwtewvwyv (CD55, CD59.....)

e Alpoodatplvoupia AOyw thC evOOOYYELOKNC QLLLOAUONC
TwV €puBpwWV MoV eival evaAwta otn AuTikn 6paon Tou

OUUTTANPWHOTOC
114110
7



Napoéuopuikn Nuxtepivn Alpoodarpivoupia

OpopupBwoelc ouxva os acuvnBelc Beoelg (m.x.
Budd-Chiari)

AmtAocia Muelou

Avaiuio

[TvEVOVLKN UTTEPTOON

Evtovn komwon

Kot\lotkO aAyoc



Autikn 6pacn Tou CUUITANPWHOTOC OTO
epuBpa apoodaipla

Alternative Pathway of Complement

C'3 convertase % "8 Membrane Attack Complex

C3?bP CSbf,

CDh55* - CO59"

*GPl-anchored complement regulatory proteins deficient in PNH

Complement Activation

ii o
o
|

Normal RBC PNH RBC




Mote Oa yivel ELlcaywyn 6TO VOGOKOUELO?

*[TovkuTTOpOTIEVLAL
*Epmupeto

*[eVIKN KOTAOTOION
*J UUITTWHOTAL

I NUElaL



2UMUTTEPOLCLOTLKOL

* [IpokAnon yio To KAWVIKO n OLlepelivnon TG
TTOLVKUTTOLPOTIEVLOLC
* To LoTOpPLKO KoL N puotkn e€€taon Ba

KATELOUVOUV O€ €€€LOLKEUMEVEC EEETAOELC VLA
va teBel n SLayvwon



