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AUTOAVOOCEC KUTTOPOTIEVLEC

AUTOQVTLOWUOTO EVAVTL AVTLYOVWYV HEUBPAVNG
TWV KUTTAPWV TOU OiHaToC

¥
Auvénuevn mepldepikn Kataotpodn

MEUOVWUEVES KUTTOPOTIEVIEC
4+ Autoadvoon oudetepormevia
4+ AuTOQVOON ALUOAUTLKN avoluio

4+ Autoavoon Bpoppomnevia

JUVOUQOUEVEC KUTTQPOTIEVIES
4 ZUvdpopo Evans

*Teachey D, et al. Pediatr Clin N Am 2013;60:1489-511




AUTOOVOOEC KUTTOPOTIEVLEC

Mpwronadeic
* Kuttapornevieg xwpig Acutepornadeic
UTTOKELMEVO voonua : '
M Nkt « Kuttapomeviec ota mAaiola
* JuxvOTEPEC oTA MALSLA UTTOKELEVOU VOGTHHLOTOG
*  JuvnBwc kaAonOn mopeia 3
B
S ,
. 11 AOLUWEELC

Alayvwon €€ amokAELoOpoU , ,
Y N & H 1 AutoAvooo Voo uaTa

1 AVOOOQVETIAPKELEG

=1 1 KakonBeleq (Aepdpwporta)

*Teachey D, et al. Pediatr Clin N Am 2013;60:1489-511
*Ghosh S, et al. Front Pediatr. 2016 ;4:ar3




ALOYVWOTIKA MPOOEYYyLOoN

4 loTOPLKO (OLKOYEVELAKO — ATOLLLKO)
4 AVTIKELMEVLIKN €€TaoN
4 EpyaotnpLokog EAEYXOG

" [evikn aiuatoc - AEK

" Ertixplouo TEPLPEPLKOU AUATOC

= Aueon Coombs

= BlOYNULKOC EAEYXOC

= Avoooldoyikog EAeyxog (Igs, C;, C,, ANA, ds DNA, k.a)

= Avooopatvoturio¢ B — T kuttapwv (+ DNTc)

= OpoAoykog eAeyyos ( EBV, CMV, HIV, HCB, HBV, Parvo B, K.c.)
€& AJA Bwpoaka, echo KolAlag

4 Muehoypoppo: Ml KALVIKWY ) EpYQOTNPLAKWY eVOEiEEWV!

*Teachey D, et al. Pediatr Clin N Am 2013;60:1489-511




Autoavoon Oudetepomevia
Autoimmune Neutropenia (AIN)




TiL elvatl Oudeteponevia;

* AnoAutoc¢ Aptduoc Oudetepopidwy - AAO
— <1.000/mm3, og nAwia 2 eféopadwy - 1 €Toug
— <1.500/mm3, o nAwia >1 £toug

0 Bapud - AAO <500/ mm?3
o Métpia - AAO: 500 — 1000/ mm?
o ‘Hma - AAO: 1000 - 1500/ mm?3

*Farrugia P, et al. Ther Adv Hematol 2015;6:15-24
*Dale D. Br J Hematol 2017;178:351-363
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Mpwtonadn¢ Autoavoon Oudeteponevia
(KaAdondnc¢ Ouvdbetepomrevia tn¢ Bpewiknc nAikioc)

ATIO TLC CUXVOTEPEC LOPPEC XPOVLOC OUSETEPOTIEVIOC
YuvnOwc evapén otn Ppedikn nAkia

Juyvotnta: 1/100.000 o matdia < 10 eTwv

KaAonOng nmopeia - 90% neputtwoswv UPeon Ewe ta 5 €1n

*Dale D. Br J Hematol 2017; 178:351-63
*Farrugia P, et al. Ther Adv Hematol 2015;6:15-24
*Doufour C, et al. Haematologica 2016;101:789-91




Autoimmune neutropenia of infancy: Data from the Italian

neutropenia registry

KAwikogpyaotnploka svpripata

Méon nAwia evapénc (€tn) 0,7

Méon nAkia Upeong (€tn) 2,1 82% madlwv
Méon Awapkela ( €tn) 1,3 svap&n'
<18 punvwv
AAO (x 10°/L) 0,45
A€UKOTIEVIOL OTNV €vapén 41,7%

’ Bapla ovdeteponevia > 50% nodiwv

Farrugia P, et al. Am J Hematol 2015;90:221-3




KAwvikn €lkova

80-88% MePMTWOEWV ATILEG AOLUWEELC

NOLUWEELC avwWTEPOU avarmveuoTtikou 10%

’ I
Ad) e (1) 6 r] GTO Har l..[ l6 a 6% Table 2. Patients clinically suspected of having AIN (n=72):
intercurrent infections thought the neutropenic period
7 7 7 None 33 (46%)
Otela peon wtittdba 4% — B
Upper respiratory tract infection 10 (14%)
’ 1 . .
Ofela yaotpeviepitda 4% Lo
Acute otitis media 3 (4%)
Rash 3 (4%)
/\E ud) a6 EV Il'[ L6 a 3 % Gastrointestinal symptoms 3 (4%)
Lymphadenopathy 2 (3%)
Cellulitis 1(1%)

Kuttapitidba 1%

Aocuvuntwuartikoi 46% (dtayvwon o€ tuxaio €Agyyo!)

* Sella R, et al. IMAJ 2010;12:91-6




Anti - HNA

< AuokoAla avixvevong kupiwcg Aoyw tn¢ aoctaBolc dpuong
Twv ouvdetepodilwv

*Guidelines AEIOP 2011:
Y€ ApVNTLKO amoteAeopa emavaAnyn
> 4 dpopéEc o€ 4-6 pnvec!

EruBeBaiwon dtayvwong HETA TRV avtopatn U¢eon Tou
voonuatog!

*Farrugia P, et al. Therap Adv Hematol 2015;6:15-24
*James RM, et al. Arch Dis Child 2006;91:852-8
*Fioredda F, et al. Am J Hematol 2012;87:238-43




Alradopikn dtayvwon

a  NOLUWEELS (HBV, HCV, Parvo B,, EBV, HIV k.a..)
g  @Qappaka (kapBaualemnivn, BaAnpotkd o€, KepaAoomopivec, k.a.)
a Autodvooa voonuota (ZEA, autodavoon nratitida K.o.)

#  AVOOOOVEMAPKELECG (CVID, ALPS, k.a.)

a  ZUYYEVELC OUBETEPOTEVIEC (2. Kostmann, 2. Schwachman,

KUKALKN) oudeTEpPOTTEViaL K.al.)
a  NeomAdaopata (ONA, Aéuepwua, UETHOTAOELC K.0..)
g 2UvOpopa MUEALKNG OLVETTAPKELOC (Fanconi, ouyyevi¢c SuokepdTwon K.a.)
g  MetaBoAka voonuorta (Mukoyoviaon tumnou Ib, véooc¢ Gaucher k.a.)
g  YMEPOTANVIOUOG

* Lindgvist H, et al. Eur ] Pediatr 2015;174:801-7
*Carsoni F, et al. Arthritis Research & Therapy 2005;7:208-14
* Farrugia P, et al. Am J Hematol 2017;92:E546-9
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Avtipetwrnion - MapakoAouOnon

KaARn uylewvi — elOLKA OTOUATLKIG KOLAOTNTOG
MARPNC epBoAlacpoc (epocov £xouv amoKAELOTEL OL
OVOOOOQVETIAPKELEC)

Entl mupetoU: KAWLIKN €€€Taon — avTLBLOTIKA EVPEWC GACUOTOC
MpoduAaktiki avilBlotikil aywyn? OxL ... EKTOC amo naldla
niou (ouv o€ OLlateEPEC OUVONKEC N ATIOUOKPUCUEVEC TIEPLOXEC
G-CSF: MONO o€ nepinmtwon coBapnc Aolpwénc n
XELPOUPYLKNC eMEPBaong

MpOoypapa TAKTLKAG TtapotkoAoUONnong - yevikn aipatoc ava
1-3 LAVEC €wC TNV aToKATAoTOON

*Farrugia P, et al. Ther Adv Hematol 2015;6:15-24
*Dale D. Br J Hematol 2017; 178:351-363




Avoon OpoupBornevia
Immune ThrombocytoPenia (ITP)




LY G 4, (]
i
EY !’ 2009 113: 2386-2393
b - 9_ doi:10.1182/blood-2008-07-162503 eriginally published
om online November 12, 2008

Standardization of terminology, definitions and outcome criteria in
immune thrombocytopenic purpura of adults and children: report from
an international working group

| <2009 ‘ | >2010 ‘

16. 9pouBorevikn mopuUpa Avoan dpouBonevia

= PLT<150.000/mm?3 = PLT<100.000/mm?3

= AldpKela = AldpKela
— O&eila < 6 uc — NeodlayvwoBeioca <3 ¢
— Xpovia > 6 uc — Eppévovoa 3-12 g

— Xpovia >12 ¢

* Rodeghiero F, et al. Blood 2009;113:2386-93




114

= H o ouxvi popdn eniktntng OpopBorneviag ota matdla

= Juyvotnta: 4 -5/100.000/£t0¢

= HAwia: 1-10 etwv (70%)

" [poodato LoTopLko Loyevouc Aolpwéng 50 -65% mepumtwoswv
= Meta ano eppoAtacud MMR: 1-3 /100.000 do0¢lg

= JuvnOwc kaAondnc - Yodeon: 70-80% mepumtwoewyv <12 pAveC

*Terelll DR, et al. Am J Hematol 2009;3:174-80
*Kuhne T, et al. J Pediatr 2003;143:605-8
*Mantadakis E, et al. J Pediatr Hematol Oncol 2010;32:227-9




KAwvikn €lkova

o 2Zuvndwc¢ oécia Evapén 'TP
>  ALUOPPAYIKEC EKONAWOELS
— A€ppatoc (60%): metexeleg, mopdUPA, EKXUUWOELG
— BAevvoyovwv (40%): pwvoppayia, ouhoppayia
— IMavLIOTEPQ: aLpatoupia, pnvoppayla, atpoppayio MEX
— Baplad atpoppayia (voonAeia i petayywon): 2,9%
— Evéokpavia atpoppayia: 0,1-0,8%
> Hma omAnvoueyaldia: 5-10%

*Blanchette V, et al. Hematol Oncol Clin North Am 2010;24:249-73
*Roganovic J. Acta Med Academica 2009;38:21-34




Awadopikn dtayvwon

NOLWEELC (HIV, HBV, HCV, H. Pylori k.a.)

Doppaka - EuUBOALa (Hrapivn, BaAmpoiké oéu, kapBaualermivn,
ntevikiAdivn, tooviallibn, MMR, HPV k.a.)

AvVoGoQVETAPKELEC (CVID, ALPS, k.a.)

Avutodvooa voonpata (ZEA, Avtip. ouvdpopuo K.a.)

Juyyeveic OpouBormevieg (WAS, 5. TAR, Gray platelet k.a.)

2UVOpoUa LUEALKNG OVETIAPKELOC (arAaoTiki avaluic, MDS k.a.)

MetaBoAwka voonpoarta (Gaucher, Niewmann Pick k.a.)

Kakon0eLeg (ONA, Asupuwuaroa k.a.)

OupPOALULKO OLHOAUTLKO cUVSpOpO
AEN
WeuvdoOpopPonevia

*Blanchette V, et al. Hematol Oncol Clin North Am 2010;24:249-73
*Labarque V, et al. Eur J Pediatr 2014;173:162-73




Oepaneia N oxL;

International consensus report on the investigation and management of primary
immune thrombocytopenia

Table 8. Grade of severity and management of patients with ITP

Bleeding/quality of life

Grade 1. Minor bleeding, few petechiae (= 100 total) and/or = 5 small bruises (= 3-cm diameter);
no mucosal bleeding

Grade 2. Mild bleeding, many petechiae (= 100 total) and/or > 5 large bruises (> 3-cm diameter);
no mucosal bleeding

Grade 3. Moderate bleeding, overt mucosal bleeding, troublesome lifestyle

Grade 4. Mucosal bl S a ;
Grade 1. >uotaon yla mapakoAovOnon

Grade 2. 2Uotoon yla mapakoAovBOnon n
Beparela o€ EMAEYUEVEC TIEPUTTWOELG

*Provan D, et al. Blood 2010;115:168-86




1"S ypopung Osparneia

Aoon Avtamokplon  Avakopyn PLT
IVIG 0,8-1 g/kg 80% 1-2 ds
Prednisone -1-2 mg/kg/d (14ds) <75% 2-7 ds

- 4mg/kg/d for 3-4 ds

2" ypapun¢ Oepaneia:

* HDMP, Dexamethasone, Rituximab, Cyclosporine, MMF, k.a.
* Romiplostim, Eltrobopag (TPO-R Agonists)

* JTTANVEKTOUN

*Provan D, et al. Blood 2010;115:168-86

*Labarque V, et al. Eur J Pediatr 2014;173:162-73

*Cooper N. Br J Haematol 2014;165:756-67

* Elgebally AS, et al. Clin Appl Thromb Hemost 2017;23:928-37

m) *Neunert C, et al. Blood 2011;117:4190-204




« AmelAnTtikn yia Tt {wn atpoppayio»

*  Metayyion aiponstaliwv

O)L petayyon
gKTOC amo...!

*Neunert C, et al. Blood 2011;117:4190-204
*Provan D, et al. Blood 2010;115:168-86




MNapakoAouOnon - 0ényiec

v' Evnuépwon YOVEWV yLa TOUC TiBavouc KwdUvoug
v" NepLoplopoc emkivbuvwy Spaoctnplotitwy (armoduyr) KAKWONC
kKePaAng)

v' Taktikn mapakoAoUOnon (ko petd tnv Udeon tnc Opopporneviac)
v MMR +ITP

" FuBoAtaouocg (1" boon) otnv mpoBAertouevn nAwkior (8-11 ms ueta IVIG)

" Merta tnv 1" oon n o€ ITP oxeti{ouevn ue to MMR:

EAgyxog Abs - avooia: oxt 2" 6oon
- Oyt avooia : 2" boon euBolAiou

S g i i'\‘_ s
JUST AHEAD

—_— ¥
B i B
Nk \i r’_] f ',.-‘,‘u e 1
2\
J

*Neunert C, et al. Blood 2011;117:4190-204
*Labarque V et al. Eur J Pediatr 2014;173:163-73




Autoavoon ALtpoAuTtikin Avartpio
Autolmmune Hemolytic Anemia (AIHA)




AlHA.

v Enintwon: 0,2/1.000.000 —0.8/100.000, nAwiag <20 eTwv

v Awdpkeia: - Oéeia AIHA < 6 pAveG

- Xpovia AIHA > 6 pnvec (ouvnBwcg oe <2 kol >12 etwv )

v Agvuteponadng > 50%
+ S.Evans: 13-37%
+ Ovntotnta: 4 -19%

*Vagace JM, et al. Arch Dis Child 2014,;99:668-73
*Aladjidi N, et al. Haematologica 2011,96:655-63
*Sakaran J, et al. J Pediatr Hematol Oncol 2016;38:121-4




Taévopnon — Eidoc aviiowpatoc

Table II - Characteristics of the various forms of ATHA.

Clinical form Frequency Igclass Thermal Avidity and Antigen Site of haemolysis
(%) optimum ability to fix specificity
Q) complement
Warm 60-70 IeG 34-37 —/+ Anti-Rh Extravascular
antibodies
Cold antibodies 20-25 IeM 4-27 = Ant1-I Extravascular
and intravascular

Cold paroxysmal 6-12 IeG Fixing 4-27 +++ Anti-P Intravascular
haemoglobinuria Biphasic Lysis 34-37
Mixed AEA <5 IeG/IgM IgG 34-37 ++ Anti-Rh Extravascular

IgM 4-27 Anti-1 and intravascular

AIHA

Ladogana S, et al. Blood Transfus 2017;15:259-67




KAwikn ewkéva | AIHA

v' JuVABwC advidia KAWLIK évapén
v' KAWLIKA elkOva amo Amta €wc anstAntikn yue tn {wn!

e ZAAn, KOTtwOnN
* JKOUPOXPWHO oUpa

Red Blood Cell (RBC)

* 2uyxuon n AnBapyog

* Toayunvola - Taxukapdia
 Qxpotnta

* ’IktepOC

e JmAnvopueyoAia -
HratopeyaAia

*Barcellini W. Transus Med Hemoth 2015;42:287-93
*Vagace JM, et al. Arch Dis Child 2014,;99:668-73




Kpttipla dtayvwonc
ﬂ, KAwikoepyaotnplakn anodeién atpnoAvonc

1. KAwwka eupnpata: Qxpotnta, Ktepog, K.a

1. Epyaotnplokd evpipata
v Kataotpopn epudpwv
MM LDH, €upeonc xoAepuBpivng, oupoxoAlvoyovou oUpwv
v Artdvtnon pueAou
* MMAEK
* MoAvxpwpuatodlAio — epntupnva epuBpa

*Ladogana S, et al. Blood Transfus 2017;15:259-67
*Sakaran J, et al. J Pediatr Hematol Oncol 2016;38:121-4




Kpttipla dtayvwonc

z OpoAoylkn anodelén oLUTOAVILOWLOATOC

* Aneon

Coombs (+)

+/-

* Fuueon Coombs (+)

*Barcellini W. Transus Med Hemoth 2015;42:287-93




Oepaneia

* 1" ypapung:
* Prednizone/prednizolone: 1-2mg/kg/d (80% avtamnokpion)
= |VIG: 2-5g/kg (~50% avtamokption)

* 2" ypappne:
= Rituximab: 375 mg/m?/w

= Azathioprine, cyclosporine, vincristine, k.a.
= IrtAnvektoun (Beppol tumou AAA)

ATEIANTIKA YLA TN

(wn avatpio!

*Miano M. Br J Hematol 2016 ;172:524-34

*Ladogana S, et al. Blood Transfus 2017;15:259-67

* Rodrigo C, et al. Br J Clin Pharmacoll 2015;79:709-19

* Salama A.et al. Transfus Med Hemother 2015 ;42:294-301




2uvépopo Evans

2TIAVLOL VOOOC TTIOU Yapaktnpiletal ano xpovia vnotpornialovoa

nopeia, avOektikoTNTA 0TN BEpareia kal onuavtiki Bvnolpotnta

AIHA + ITP (tavtoxpova ) Stadoyika)

S =2

> 2 QLUTOALVOOEC KUTTAPOTIEVIEG

(RBC: apeon Coombs Betikn, xwplc avoriuia)

*Miano M. Br J Haematol 2016;172:524-34.
*Mantadakis E, Farmaki E. J Pediatr Hematol Oncol 2017;39:413-419




OL QUTOAVOGEC KUTTOPOTIEVLEC...

* AmoteloUv etepoyevn opada VoonUATWY HE kKaAondn mopeia
oTNV TAgtovotnTa Twv NALSLATPLKWY a.oBevwy

*  OpLOYEVEC WOTOOO MEPLTTWOELS Epdavifouv ypovia
unotporntial{ovoa mopeia Kol avIeKTIKOTNTA OTN Feparmneia,
TIOPAYOVTEC TTOU KABLOTOUV TNV OVTLLETWTILON TOUC EEQLPETLKA

SUoKOAN

Xpnlouv puakpoyxpoviag
napakoAoudnong ...!

Take Home Messages




Euxaplotw yLa tTnv npocoxn oagc!




