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PRCA

H PRCA aroteAel eva ortavio autoavooo voonua Tou
xapaktnpidetal ouvNBwWS aro VOPUOXPWHN
VOPMUOKUTTAPIKN avalpia, pe moAL XxapnAo aplBpuo AEK
(<1%, <10,000 plL) kat peiwon N Kat TtAnen arouvaoia TG
epLOPAC oelPAC ATIO TO PUEAO.

O dlatapaxec adpopouv Povo TNV epubpa oelpa
Mrtopel va €lval cuyyevnc n erikTNTN

H diayvwon TiBetal arno tn popdoAloyia



Katataén PRCA

e 2vyyevnc PRCA: Diamond-Blackfan Anemia
e Emiktntn PRCA:

e [lpwtomnabnc avtodavoon PRCA (riepthauBavel katl Thv
apoOIKn epuvBpoPAacTorievia TNG NMALdIKNG NALKIAG

e [lpwTtomadnec MA2- PRCA

e AeuTEPOTIOONC TIOU OLVOOEVEL KATTOIA AAAN KATAOTAON



Katataén Eniktntn PRCA

*[lpwtorrabric PRCA (avOOOAOYIKOG pUNXAVIOUOG)

e|Sl01100NC

e[lapodikn epuBpofAacTorievia TNG MAIdIKNG NAIKIAG
eAcuteportabnc

e QUpWUA

e Parvovirus B19

e AlUATOAOYIKEG KAl YN KAKONBELEG

* NOIHWEELC

e Noorjpata cuvOETIKOU LOTOU

e Ddpuaka

e KUnon

e Meta ano allo-HSCT pe acvppatotnta ABO

e MAZ



[MaBoduoioAyikoc Mnxaviouoc PRCA

Avoooloylkoc pnxaviopoc—>Meow T n NK-cell-mediated
kataotpodn Twv CFU-E kat BFU-E, apa spmodiCouv TIg
TIPOOPOUEC popdec va ecehlxBouv oe wplua RBC

lgG-mediated, Ab against EPO
loyevnc (Parvo B19)

MueAoduomAaoia



Avoooloyikoc NMaBoduoioAyikoc Mnxaviopoc PRCA (1)

* T N NK-cells: KAwvIK ouvnBwg r TTIOAVKAWVIKI EKTITLEN

I @ Direct toxicity,
Inhibitory cytokines
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Avoooloyikoc NMaBoduoioAyikoc Mnxaviouoc PRCA (i)

e Ta NK n ta T-LGL kuttapa prtopei va avayvwpifouy eva TiemnTiolo mou
napovotaletal arto eva HLA -class | otnv eripaveia twv RBC n va

avayvwpiCouv eva vrtodoxea art’evbeiag ota RBC kal kataotpegpouv ta
RBC

Abon RBC



Avoooloyikocg NaBoduoioAyikoc Mnxaviouoc PRCA (11)

e |gG-mediated \WKIIQG
: - Abon RBC

) 1
> > KataotoAn tng 6pdaoncg tng EPO



[MaBodpuoioAyikoc Mnxavicpoc PRCA peow wwv

* Mappoiog- B19 ¥ek

NAvon RBC




[MaBoduoioAyikoc Mnxaviopoc PRCA

e MueAoOLOTIAQOTIKO 2UVOPOLO

4—» KataoTtoAn epuvBportoinong




MeTtaAAaéeic kat PRCA

Av LTTAPXOULV KOPUOTUTIIKEC QVWHAAIEC —> ouvnNBwWC
artoteAet MA2-PRCA kat oxt PRCA

MeTtaAAdéelc oto STAT3

MeTtaAAQ&elc ota yovidla onwcg otnv AMAQOTIKN avalyia
kat MAZ2 (BCOR/BCORL1)
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e (O1 petarldéelc oto STAT3 napatnpovuvtal oto ~40% Twv acBevwy, evw TO
% ¢ptavel oto 70% otav ocvvolaletal pe T-LGL.

e [Napatnpovuvtal artokAelotika ota CD8+ T cells

e OLaoBeveic pe petarldéelc oto STAT3 eival ouvrBwg TTIO VEOL KAl 6LVHBWC
LUE ALYOTEPO KAAN AvTATIOKPLON OTN KUKAOOTIOPIvVN



STAT3 mutation in BMF

PRCA (N=42) AA (N=54)  AA-PNH(N=7)  MDS (N=21)

STAT3 mutation (+) PRCA (N= 18)

W idiopathic
* thymoma-associated
B autoimmune disorder-associated

B T-LGLL-associated
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e [0 ovxva avayvwpiCovtal petaAlaéelc oto BCOR kalt BCORL1.

e O aoBeveic pe petalraéelc oto BCOR kat BCORL1—> id1a
avtartokplon otnv IST pe Toug aocbeveic rov dev €Xovv TNV
HETAAAQEN AAAQ KOAUTEPN QVTATIOKPLION OE OXEON PE TIC AAAECG
LETAANAEELC



AlayvwoTikn rtpoogyyion PRCA

! Avaipia ka1 AEK < 1% z

Méye6oc RBC > { MakpokuTTapwon > 95fl - B12, puAAiko,
"l | ' ——— dapupaka?

i NoppokuTTapwon f S— - —
(80-95f1) g IEEéTGGn MUSAOL'I; - Xwpic madoAoyikd
(Nedp. Avernr.—> gupnuaTa

EPO?)

/

PRCA |
' n(.l)TOIqur’] / \ [Asu.rsp::]o"aeﬁq

B19, Oupwua, AolpwEsic, papHaka,
auToavood voonuartd, Kunon,
kKakonoeia, AEJpoumepmAAOTIKA VOO.

MaBoAoyikoc
KapuUOTUMIOG —>
MAZz-PRCA




Diamond-Blackfan Anemia

* H didyvwon yivetal cuvnBwC Toug TIPWTOLG pNveg T™NG (wNC
(95% O1ayvwong pexpL ta 2 €tn).

* Nopuoxpwpun, HOKPOKLTTAPIKNA avalpia (<5% epuBpad oelpq),
HULOLOAOYIKN KUTTApPOPBpiBela pueAov

* Mrmopei va ouvoladeTal pe AevkoTtievia, Kat Bpoportevia n
OpopPokuTtTapwon

* Etepoluywrtia yia RPS19 (~50% DBA), AyvwoTtog unxaviopog
w¢ TipokaAei DBA

e MetaAlaéelc oto GATAT

* Aladoplkn dlayvwon aro avaipia Fanconi kat rtapodikn
epvBpofAacTtorievia TNG TTAdIKNG NALKIAG



Diamond-Blackfan Anemia




B19-parvovirus-PRCA

[ToOKAAEL ATTAQOTIKN KPION O€ XPOVIEC AIPOAUTIKEG AVALUIEG
Kal xpovia PRCA oe avoooKaTaoTEAPUEVOULC ACOEVEIC

ATopa xwpic To avtilyovo P ota epuBpad Toug Oev poAvvovTtal
arto Tov rapfolo

2.€ AVOOOETTIAPKI atopa o rapPoiog rnapapevel yia 2-3
efdopadec oe PnAa ertirieda oTo AlPA KAL OTO YUEAO —>
emBiwon epvBpwv 120 pepeg, dev poAafaivel va epdavioTEl
avatpia

2 € avoookataotoAn Kat oe HIV —> xpovia PRCA rmou ppeitat
Tnv a PRCA



[MaBoduoioAyikoc Mnxaviopoc PRCA peocw wv

e MapPoloc- B19 ﬁs

AOon RBC




Thymoma associated- PRCA

Mrtopel va riponyeital NG epdavionc Tov Bupwpatog N va
epdavifeTal PJETA TNV XELPOLPYIKN adaipeTn TOU

[Tio maAla erikpatovoe n artoPpn OTL To 50% TwWV TIEPIMTWOEWV UE
Bupwpa ovvolaletal pe PRCA.

2nNuepa &epovpe otL oe aoBeveig pe PRCA oxetiCetal pe ~ 7-10%
e Bupwpa Kat oe aoBeveic pe Bupwpa N BavoTnTa eudavionc
PRCA eival ~ 5%

Yrnioxwpnon thg PRCA povo oto 1/3 Twv acBevwyv PeTa
BupekToun

Mrtopel va epdaviotel PRCA mtov dev mipouttripxe, akopa Kat Jeta
TN BupeKTOoUN

H ermA€ov avoooKaTtaoToAr; oubvNBWC ival arapaitntn



Good’s syndrome -mediated PRCA

e Good's syndrome: ortavio voonua To OTIoio

xapaktnpldetal aro Bupwpua Kat avoooaveTiapKeLd TOOO
ota T kat B Aepdokottapa

 OL aoBeveig eival TIOAL evTtaBeic o€ AOIPWEEIG PE KOVA

LIKPOP1a, aAAQ KAl ELKAIPIAKEG AOIPMWEELG, LOYEVEIC KAl
LUKNTIAOCIKEG

e 2uvllaletal pe Bupwpa Kat cuvnBwe anartel y-odalpivn



Lymphoproliferative disorders associated-PRCA

e [Tio ouvxva padli pe CLL kat LGL. 'Exel rieptypadel Opwg Kal
ve Hodgkin, non-Hodgkin, katl pakpoogaiptvalpia
Waldenstrom

* 2 TIC TIEPIOCOTEPEC TIEPITTWOEIC OEV LTTAPXEL AVTIOWHAQ,
AAANQ evac KAwVIKOC T mAnBuopoc vrtevBuvocg yia Tn
Kataotpodr Twv €pLOPwWV



Avtoavooa voonuata kat PRCA

e Mrmopel va cuvdlaletal pe 2EAN, pevpartoeldrn apbpitida, N
Kal pAeypovwdn vOOO TOU EVTEPOU.

e Mropel ertiong va epdavioTEL OE yayypaIvwoEeG TILOdEPUA.

American Journal of

Hematology

Case Report (&) Free Access

Pure red cell aplasia in a Sjogren's syndrome/lupus
erythematosus overlap patient

Clio P. Mavragani, Eythymia Vlachaki, Michalis Voulgarelis 5
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Pure red cell aplasia and lupus * **

George S. Habib, Walid R. Saliba, Paul Froom




Kakondn voonuata kat PRCA

 Mropel va napatnenBel oe Bupwpua, ca paoTou,
rvevpova, ortopayov, HKK, rtvevbpova, Bupeoetdoug, Kal
O€ AyVWOTOUL TIPpWTOTIa00UC €0TIAC.

American Journal of

Hematology

Letters and Correspondence  (3) Free Access

Remission of pure-red-cell aplasia associated with operative cure
of lung cancer

Tetsuzo Tauchi, Hiroshi lIwama, Hiroshi Kaku, Yukihiko Kimura, Kazuma Ohyashiki, Makoto Saito,
Harubumi Kato ... See fewer authors A

First published: 01 June 1999 |




Nolpwéeic kat PRCA

 [lapPoiog B19

o HIV

e HTLV-1

e [oyevncg nratitida (A, B, C, kat E)
e KUTTAPOPEYAAOLOG

e A\OlPWONG POVOTILPENVWON

e Qupartiwon

 Group C Streptococcus



Drugs and chemicals

e Ymiapxouv riepirtov 50 dlapopeTIKA GAPUAKA TIOU EXOULV
evoxortolnBei yia PRCA

* Aev gxel Bpebei o pnxaviopoc tov ripokaAel tTn PRCA ard
TO KABe pAPPAKO, AAAQ OTIC TTIO TIOAAEC TIEPITITWOELG
vrtapxel eva lgG avtiowpa evavrtiov Twv RBC 1ou
evBouvetal yia tnv PRCA



Table 2. Selected drugs associated with PRCA based on PubMed
review

Agent Multiple reports Mechanism investigated
Alemtuzumab

(AIIoEurinoI } V”
Ampicillin

( AzathioErine ) L L
( Carbamazeéine ) I

Cephalothin
Cladribine
Chlorpropamide L
Chloroquine

Clopidogrel
Dapsone/pyrimethamine
Diphenylhydantoin

\ V' \
\ \

Recombinant Epo
strogens |

Robert T. Means Jr Blood 2016;128:2504-2509



Table 2. Selected drugs associated with PRCA based on PubMed
review

Agent Multiple reports Mechanism investigated

Fenoprofen

( Fludarabine )

Interferon-a
Isoniazid

( Lamivudine )

Leuprolide

A W W W W W W
\

Linezolid

Micafungin
Mycophenolate mofetil
d-Penicillamine

\ \

Phenylbutazone
Procainamide
Ribavirin

\ \

Rifampicin ”
Sulfasalazine

\

Sulindac
Tacrolimus

Y Y Y\

Trimethop im/slfathoxzole
Valproic acid
Zidovudine

Robert T. Means Jr Blood 2016;128:2504-2509



rhEpo-induced antibody-mediated PRCA

‘Exel eptypadeit PRCA AOyw avTIiowpATwy vavTl
gvdoyevoug EPO.

[Tlo ouxva yupw oto 1990 oe aoBeveig pe vedppikn
averapkela rov AappBavav rhEpo —> aitio rubber
stoppers o€ TIPoYEUIOUEVEC OLUPLYVEC.

MeTta tn 010pBwon —> TOAL oravia vea TEePLoOTATIKA

2.uvNBwce xpndel avoooKATAOTOANN KAl TIPOTEIVETAL VA YNV
yivel Eava xpnotportoinon ™ng rhEpo



Kunon

2.UVNBWC LTIOXWPEL UETA TOV TOKETO

H rmapovoia PRCA otnv Kbnon 60&v onpaivel LTIOXPEWTIKA
PRCA kal og ertopevn Kbnon

[1p€Tel TTAvTa va yivetal EAeyxXocg yla Tn rmeavotnta
Aolpwéng arto rtapoio B19

MeTayyloelg Kal Xopnynon KoPTIKOEIOWY ouvnOwg

O¢gparteia yia tov rtapPoio B19 otav vrtapxel
erBePaiwpevn Aoipwén



ABO-incompatible stem cell
transplantation -PRCA

Epdavifetal o€ mepimnou 7,5% Twv TEPIMTWOEWV, TILO
ouxva oe 60T opadac A Kat dektn opadacg O

Mrtopei va vrmoxwpEnNoeL ALTOUATA PETA ATIO YETAYYIOEIG OE
TIEPITIOVL 2 PNVEC

2€ ~ 30-40% kataAnyel oe xpovia PRCA

Av Ogv LTIAPXEL LTTOXWPENON O€ 2 yNveg —> arnibavo va
LTTIAPEEL AUTOPATN LTToXWpPENOoN, TiIBava va xpelaotei DL,
Rituximab, N mAaocuadaipeon.



KAIVIKEC EKONAWOEIC

e Aev vrtapyouv eldlkeg ekonAwoelg tng PRCA

* 2 LUTITWHATA avalpiac Ta oroia eivat dbucavaioya Tou
BaBuou TN¢ avalpiag Aoyw TNG oTadlakNG TIPOCAPHOYNG

e 21N o6evteportadrn PRCA vrtapxouv Ta cUPMTWPATA TOU
UTTOKELPJEVOU VOONUATOC



EpyaoTtnplaka evpnuata

2.0VNOBWC VOPUOXPWHN VOPUOKUTTAPLIKN avalpuia

ArtoAvTtoc aptBpog AEK <10,000/pL (<1%) n kat tto
XaunAa

Ta WBC kat ta PLT eival cuvnbwcg puoioAoyika

Mrtopel va vrtapxel Nra AeppoKuTTApwon



Evpnuata oto HueAO

H Olayvwon tiBetal aro tnv €E€TACN TOL PUEAOUL: OXEOOV
ANPNG arouvaoia epuBpag oelpdc o Eva KATA Ta AAAa
PULOLOAOYIKO PUEAO

Mrtopel va uTtapxoLV KATToLOoL TIPOEPLOPOPBAACTEC Kal
Baoeodihol epuBpoAdocTtec aAAA <5% TWV KUTTAPWV

“INyavtiol rpoepuvBpofAdaotec” —> Meyalol
TIPOEPLBPOBAACTEC PE KEVOTOTIIA OTO KUTTAPOTIAQOUA KAl
Ppevdortodla XapaKTNPELOTIKOL TNC AolpwéNG pe rapoio B19

21N ipwTtortadr) PRCA n kuttapiBpibela pueAou, N HUEANIKN Kal
MKK oelpad eivat puoloAOYIKEC



Bone marrow aspirate specimen from human immunodeficiency virus—infected patient with PRCA
as a result of parvovirus.

Robert T. Means Jr Blood 2016;128:2504-2509

©2016 by American Society of Hematology






OePATIEVTIKEC ETIIAOYEC

KukAooTtopivn
KOPTIKOOTEPOELON
y-odalpivn

Alemtuzumab (anti-CD52)
ATG

[MTAaocpadaipeon



AvVOOOKATAOTOAN

KukAootiopivn: @eparteia eKAoyng pe avrartokpion ~70%
6mg/kg (Beparevtika opta 150-250ng/mL). Mropei va
xpnouortoinoet kat aro Tn apxn N META aro aroTuxia ota
KOPTIKOELON

H KuKAOOTIOpivNn propel va cuvolaoTel pe prednisone 30mg/
day

Adou Ta ertirneda tng Hb eival iIkavottoNTIkA, yivetal oTadlaKn
OLAKOTTN EVW UTIOPEL VA XPELAOTEL KAl PLIKPr 600N cuvtnenong

Koptikoeldn: 1mg/kg —> avtarokpion 40%



Kukhodwodapidn kat alabelotipivn o€ cuvolAoUO PE KOPTIKOELON
—> avtarnokpion 40%

Tacrolimus: Mmopei va xpnotportotnBei yia tnv PRCA evw Tt0
apAado&o eival oTL yrtopei va ripokaieoel PRCA

Rituximab: 2uvnBwcg oe PRCA 110U ouvodevel AeudpouTIEPTIAAOTIKA
voonuarta

ATG: Onwcg otnv armAaoTtikn avayia, avrartokpton ~50%
2 € QVOEKTIKEC TIEPITTTWOELG EXOLV XPNOLUOTIOINBEL pE XapnAd OPWG
rnoooota eritvxiac—> 1Vlg, mAaocpadaipeon, OTIANVEKTOUN KAl

LETAPOOXEVON

‘Exovuv ermtiong xpnowortoinBei Alemtuzumab, Daclizumab kal
Bortezomide
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Cumulative response PRCA
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B19-parvovirus-PRCA-Bepareia

e y-odalpivn: 2g/kg dlalpepevo oe 5 pepeg (400mg/kg/day)

e Avtariokpion ~ 93%, aA\a oe niepirov 4-5 pnveg 1o 1/3
TwWV aoBevwv vrtotporiialel

e QL IEPLOOOTEPOL AOBEVEIC €lval AVOOOKATEOCTAAUEVOL



2 VUUTIEPACHATIKA.....

H PRCA aroteAel ommavio voonua TIoL TIPETIEL VA OKEPTOPAOTE OE
aoBeveic pye avalpia kat oAb xapnAd AEK, xwpic diatapaxec WBC
kat PLT.

H o1ayvwon TtiBetal arno tn popdoAoyia Tov JueAoL —> artovaoia N
TTANPNG arovoia epuBpofAacTwy o€ €va KAata Ta AAAa
PULOLOAOYIKO PUEAO

Avalntnon deveteportiaboug artiac ( MAZ, AepdouTiEPTIAACTIKA
voonuara, Bupwua, rtapPoio B19, HIV, avtoavooa voonuarta,....)
Kal xopnynon €10lknNg Beparteiag

KukAoottopivn padll pe KOPTLIKOELON Oivouv TN KAAUTEPN
AVTATIOKPLON
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