AlayvwoTIKNn TTPooTTEAACN
Oudetepomeviacg

White blood cells (neutrophils)
destroy invading bacteria
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latpikn ZxoAn

Mavemotnuiov MNatpwv



[TapakAnon yia eKtipgnon.......

[uvaika 65 etwv, pe 1oToplko AY
nmpooepxetal oto TEM pe epmupeto (400 C)
Kal ouvo0o papuyyaAyia amo 4 JEPEC.
ATO TN QuUOIKN €EETaonN—> OWn TTAOXOVTOC,
elKova apuyoaAttidag

Epyaotnplakog €éAsyxoc: WBC 1200/pL
(ANC:200), Hgb:12.5g/dl, PLT: 155.000,
CRP ++



OudetepoTevia

Oplopoc

Altia

Alaopikn Atayvwon
AltayvwoTtikn MNpoomeAaon
AvTtigeTwmion



OudetepoTevia

« '"Hma Oudetepomevia ANC: 1000-1500/pL
« Metpla Oudetepomevia ANC: 500-1000/pL
« Bapia Oudetepomevia ANC < 500/ pL



Alaopikn Alayvwon



Attia Oudetepomeviag

« JUYYEVN aitia

> QUOETEPOTIEVIA OE CUYKEKPIHEVOUC
mAnBucpouc (Ethnic neutropenia, o
ouxva Meon AvatoAn kat A@plkn)

> KaAondng olkoyevnc oudETEPOTIEVLA
> KUKALKN OUdETEPOTIEVIA
> Bapla ocuyyevng oudetepotevia (SCN)



Attia Oudetepomeviag

 Emiktnta aitia
> AolHWEELC (pETa amo Aolpwén, onyn, ol)

> Qappaka (Nmma oudeTEPOTIEVIA N
OKOKKIOKUTTApatipia)

> Autoavooa (mpwtomadn, dsutepomabn, 2.
Felty)

> Kakon®ewa (AL, MDS, LGL, MM, lymphoma)

>Alatpo@kd aitia (EAAewyn B12, puAiko,
XAAKOQ)



2UYYEVNC OUOETEPOTIEVLA

« Auvato va a@opouv voonuatd PHOvo HE
oudetepotevia N aAAa Tou cuvodsuovTdal
KAl JE OUOETEPOTIEVLA

¢ 2UVNOBWC N KaAondng olKOYEVNC
OUOETEPOTIEVIA KAl N OUOETEPOTIEVIA OF
dlagopeC MANOBUCHIAKEC opadEeg ival NTTLA
XwWPIC va cuvodsuovTal amo Bapleg
AOLHWEELC



Ethnic Neutropenia

'Hma xpovia oudetepomevia (cuvnOwg
ANC>1000)

Xwplg lctoptKé TOAAATTAWY AOLHWEEWY

Mo ocuxva o€ MscoyslaKoug KAl A@pLKavikng
mpoEAEUoNC TANBUGHOUC

[ToAupoppiopol oto yovidio DARC (Duffy
Antigen Receptor Complex) cxsu{ovral LIE
OUOETEPOTIEVIA KUPLWC OE APPIKAVOUC

O pnxaviopog pe tov omoio o Duffy(-)
cpalvorunog oXeTI(eTAl HE OUOETEPOTIEVIA Elval
AYVWOTOC



KaAonBng¢ Owoyevng OudstepoTmevia

« Mowalel moAu pe tnv ethnic neutropenia
« JawPn KANPOVOUIKO Xapaktnpa

« Agv EXEL AVAYVWPLOTEL TO YOVIOLO TTOU
mOava eivat ureubuvo

* A&V EXEL AVAYVWPLOTEL OF
OUYKEKPLPHEVOUC TTANBuGHOUC



Severe Congenital Neutropenia (SCN)

¢ JUYYEVEIC OlaTtapaxec mou xapaktnpilovtal amo
Bapla oudetepotevia Kat MOAAATAd emelcodld
AOlHWEEWY amo tn Bpe@ikn nALKLa

« H xopnynon G-CSF €xel BeEATIwWOEL TNV KAKN
TPOYVWON TOU VOONHATOC

« AmOTEAEL ETEPOYEVEC GUVOPOUO PE PHETAAAAEELC
o€ Olapopd yovidld TwV OUOETEPOPIAWY.

* Mo ouxva spgpavidovtal pe HETAAAAEELC oTa

vovidla ELANE (neutrophil elastase) kat to
HAX1



Severe Congenital Neutropenia (SCN)

« 'OAot oL umrotumot £xouv 10-30%
mbavotnta va spgavicouv OMA

« H duayvwon yivetat Katd tn Bpe@kn
NALKIA KAl £TOL N KAKN TTPOYVWOoN TToU TN
ouvoOeUEL OgV oxerlistal |.|£ tnv

OUOETEPOTIEVIA TUji
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Figure 4. A typical bone marrow of a patient with severe congenital
neutropenia showing the absence of mature neutrophils (right) compared to
the bone marrow of a healthy individual with neutrophils at all stages of
maturation (left).



KukAtkn Oudetepotmevia (CN)

XapaKtnplZstat amo auronsplopléopsva
€1T€l005l(1 ouéstsponswag mou gp@avifovtat
mepimou Kabe 2-5 eBdopadeg

Kamolot aoBeveic duvato va epgavidouy
AOIHWEELC 1) OTOPATIKA EAKN

2€ avtifeon pe tn SCN, dev uttapxet Kivouvog
gppaviong OMA

AUTOCWHATIKOG EMKPATOUV XAPAKTNPAG

KANPOVOULKOTNTAG AOYw UPETAAAAEEWY OTO
ELANE yovidio (oxedov 100%)



 ‘Exel meptypaei n 10ta petaAAaén va
ouvoOeUEL aTtopd tTng IOlag OLKOYEVELAC Td

omola aAAa diayvwotnkav pe SCN kat aAAa
ue CN.

 Mwc ot i10le¢ petaAAa&elc odnyouv o€
OlAPOPETIKOUC patvotumoug OV £lval
YVWOTO

Mo Ama KAwIKN eikova amo SCN, yi’auto
KAl YTTopel va dlayvwoBOel Kal oe VvNALIKOUC
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AAAa cuyyevn cuvOpouda Tou
ouvoOeUOoVTaAl ATTO OUOETEPOTIEVIA

Shwachman-Diamond Syndrome
Fanconi anemia

Dyskeratosis congenita
Chediak-Higashi syndrome
Griscelli syndrome |l
Cartilage-hair hypoplasia



Emiktntn Oudstepotmevia

« H emikTnTn oudETEPOTIEVIA Elval TTOAU TILO
OUXVI OE OXEON HE TIC CUYYEVELC

« AolpwEELC, pappaka, autoavood
VOONHATA, UTTEPCTIANVIOHOC, EAAEIYN
Bitapivwy, akopd Kal alaTtoOAOYIKEC
KakonOeleg, oAa duvato va cuvodsuovTdl
amo oUOETEPOTIEVLA

« Emiong £vag onpavtikog aplOuoc acdevwy
£XOUV Xpovia 10lomadn oudetepomevia



AOWHWEELC KAl OUOETEPOTIEVIA

« OEWPNTIKA OAEC Ol LOYEVELC AOLHWEELC Elval
duvato va cuvodsuovtdal amo
oUOETEPOTIEVLA

Mo ouxva otnv avepeuAoyld, IAapd,
epubpa, ypimmn, nmatitida, EBY, kat HIV

« 2uvnBwc meploplleTal Kal UTTOXWPEL N
OUOETEPOTIEVIA KATA TN OLAPKELA LOYEVWY
AolpwEewy. MopEL va elvatl mo
nmapatetapevn oe EBV kat HIV



« JXTIC BaktnplakeC AOIHWEELC TTILO oTIavid
OUVUTIAPXEL OUOETEPOTIEVLA.

« 2& AolPwEELC amo BpoukEAAQ, PLKETOLA KAl
HUKoBaktnplola eivat duvato va UTTAPXEL
OUOETEPOTIEVLA

¢ 2NWN Ao OoToloONTOTE TABOYOVO UTTOPEL
VA TTPOKAAECEL OUOETEPOTIEVIA, PE KAKN
TPOYyvVwon



Dappaka Kat oUOETEPOTIEVLA

AvtiBloTiKa
AvTipUKnNTIaoIKA
AvTipAsypovwon
AvtiBupeocldika
Wuxiatpika
AVTIEMANTITIKA
Kapdlayyelakd
Aloupntika

AAAQ



Frequency Nature of
Class Drug reported reaction
Antibiotics Semisynthetic penicillins Int Both
(amoxicillin, ampicillin*)
Cephalosporins Int Both
Vancomycin High Both
Macrolides Low Neutropenia
TMP-SMX* High Agranulocytosis
Dapsone* High Agranulocytosis
Chloramphenicol High Agranulocytosis
Antifungals Amphotericin Low Neutropenia
Flucytosine Low Agranulocytosis
Antimalarials Chloroquine Low Agranulocytosis
Quinine Int Agranulocytosis
Antiinflammatory Ibuprofen* Low Agranulocytosis
agents Diclofenac* Int Agranulocytosis
Sulfasalazine* High Agranulocytosis
Gold salts Agranulocytosis
Antithyroid drugs Methimazole* High Agranulocytosis
Propylthiouracil Int Agranulocytosis



Psychotropic

agents

Antiepileptics

Cardiovascular
drugs

Diuretics

Other

Clozapine*
Phenothiazines
(chlorpromazine)
Tricyclic agents (amitriptyline*)
Carbamazepine*
Phenytoin*
Valproate
Ethosuximide
Antiarrhythmic agents
(procainamide,* flecainide®)
ACE inhibitors
Propranolol
Digoxin*
Ticlopidine
Thiazides*
Furosemide
Spironolactone*
Acetazolamide
Deferiprone*
Levamisole
Rituximab

High
Int

Low
Low
Int
Low
Low
High

Int
Low
Int
High
Low
Low
Low
Low
Int
Int
Int

Agranulocytosis
Agranulocytosis

Agranulocytosis
Neutropenia
Agranulocytosis
Neutropenia
Neutropenia
Agranulocytosis

Agranulocytosis
Agranulocytosis
Agranulocytosis
Agranulocytosis
Neutropenia
Neutropenia
Agranulocytosis
Neutropenia
Agranulocytosis
Agranulocytosis
Agranulocytosis
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Dappaka Kat oUOETEPOTIEVLA

ATTOTEAOUV TO IO CUXVO AlTlo
OUOETEPOTIEVLIAC

XMO-> KdataotoAn HUeAoU

TikAomdivn, couApacaAiadivn, Kat
kKAolamivn = 10loCUYKpaclaka

KAolarmivn, KE@AAOCTIOPLVN, TTEVIKIAALVN,
MZAD, tpimeBopmipun-couAapeboaloAn,
patvetal va oxetidovtal Mo cUXvd HE
oUOETEPOTIEVLA



Dappaka Kat oUOETEPOTIEVLA

 [IpEmel va yivel dlakplon avapeod otny
LOLOCUYKPAOLAKn Bapld OUOETEPOTIEVIA KAl TNV
NTa OUOETEPOTIEVLA TTOU stt@gtal UE TN 000N
TOU (pappaAKoOU

* 2TIG TIEPIOOOTEPEG TMEPIUTTWOELG TA PAPHAKA
TTPOKAAOUV NMla OUOETEPOTIEVIA TTOU OXETI{ETal
HE TNV 000N TOU (pApHAKOU.

* |8locuyKpactaka uvato va TPOKAAECOUV
AKOKKLOKUTTApdlpla amo tnv apxn,He Bapia
KAWVIKN €lKovd, EUTTUPETO KAl oNyn. 2€ Autn T
MEPLTTWON TPETEL VA YLVEL OLAKOTIN TOU
(pAPHAKOU



AlaTpo@IKa aitia Kal oUOETEPOTIEVIA

« H veuplkn avope€ia duvato va cuvoOsUEeTal
Ao Hia NTa oUOETEPOTIEVIA

« H eAAswpn B12 kat (puAAlkou pmopel va
ouvolaletal pe oudeTePOTIEVIA, AAAA ouvNOWC
OUVUTTAPXEL HAKPOKUTTAPWON KAl
MAVKUTTAPOTIEVLd

« H eAAewpn XaAKou TTPOKAAEL OUOETEPOTTEVIA KAl
KALVIKA XapaKTnpeloTika mou potalouy pe
eAewpn B12. Mo ocuxva oe acBeveig pe
YAOTPLKO by-pass



Autoavoon OudetepoTevia

« MTTOpEl va EPPAVIOTEL HEHOVWHEVA I OF
OUVOLACHO HE CUCTNHATIKA PEUNATIKA
voonuata (RA, SLE)

« 2UVNOwWC TPOKELTAL YA AUTOAVTICWHATA
EVAVTI OUYKEKPIHEVWY OUOETEPOPIAIKWY
avttyovwy (CD177, CD11a, CD11b, ..)



Mpwtomadngc Autoavoon Oudetepomevia

. Zuvnewg spcpavm{stal TO 10 srog NG Cwng
KAl XwpIG va oxetifetal ye aAAo autoavooo
voonua

« H oudetepomevia PTopel va €lval HETpLa n
Bapla kat cuvnBwc cuvuttapxetl AolHweEn.

* 2TIG TIEPLOOOTEPEG MEPITTWOELG UTTOXWPEL
pexpl TO 20 £TOC (95%), aAAd npocpuAaKthn

xopnyncn avtiBlotikwy Kat G-CSF cuvnowc
ATTAITOUVTAL HEXPL TNV UTTOXWPENON



Asutepommadng Autoavoon
Oudetepomevia

Napatnpeital o€ eVvNAIKOUG Kal GUVOOEUEL
KATIOLO GUGTNHATIKO aUTOavoGo voonua

ZuvnOwg TpoKeLTal gla NITLIA OUGETEPOTIEVIA N
OTTOld PTTOPEL VA EMOEIVWVETAL PE TNV €6apon
TOU UTTOKELUEVOU voonpatog

ZUvROWG avtamokplveTal o€ Oepanela pe
KOPTIKOELON N avocoo@alpivn mou
XpNOolPoTTolouvVTal yid T0 UlTOKEl|JEVO voonua

Oepareia ylid TNV OUOETEPOTIEVIA HOVO aV
Xkl\éunapxsl AOLHWEN HE TTOAU XaunAo apiduo



2uvopopo Felty

« Xapaktnpiletatl amo tn tplada RA,
OTTANVOHEYAALA KAl OUOETEPOTIEVIA

« OL acBeveic PTTOPEL VA TTAPOUGCLIACOUY
Bapleg AoHWEELC

« H amoteAsopatikn Beparmeia yua tnv
uttoKelpevn Bapla RA, ouvnBwc BEATIWVEL
TNV oudetepoTmevia, aAAa Kat n xpnon G-
CSF pmopel va BonBnoel



Large Granular lymphocyte leukemia
(LGL)-neutropenia

H oudetepomevia mou cuvodeuel Tnv LGL,
umopel va cuvoilaletal pye RA, omAnvope a?ua

B)I}{ﬁn GPUPWY, Kai OTEVH 6UVOESN Pe TO HLA-

MeyaAn opolotnta pe To o. Felty (mBava
AavnkKouv otnv lola ovrornra

H oudetepomevia pmopel va eivat Bapia kat
ouvnOwg avtamokpivetal oe MTX, G-CSF, n
KUK?\ocpwocpaplén

H T-LGL pmopel va cuvodeuetal amo Bapla
OUOETEPOTIEVIA TTOU CUVNOWC amalTel Gspcmaa.

H NK-LGL Oev Guvélag\stat Ue oudsTepoTEVia N
PEUHATOAOVYIKEC EKONAWOELC



SLE kKat oudstepomevia

« Epaviletal o€ apkeTa PJEYAAO TTOGOOTO
(0€ KATTOLEC HEAETEC HEXPL Kal oTo 50% Twv
aocOevwv)

« 2uvnOwc ocuvoladetal PeE TN MOPELA TOU
VOONHATOC, EVW KATd TIC £EAPOELC
TAPATNPEITAl TITWON TWV OUOETEPOPIAWY

. Zuanwg ot Aolpwéelc oto SLE csxsu{ovrcu
MEPIOCOTEPO HE TNV AVOCOKATAGTAATIKN
Oeparmeila mapa Pe TNV oUOETEPOTIEVLA



Xpovia [dtomadbng Oudetepomevia

« EmiKTNTN oUdETEPOTIEVIA KATA TNV EVNALIKO
{wn

 Mpokeltal yia 6lava0n |J£TC[ amo
ATTOKAEIOPO AUTOAVOGOU voonpatog N
eMsupng élatpocleoov napayovrwv
Bltaplvwv H Blqula pus)\ou KAl o
KAPUOTUTIOC TIPETIEL VA £lval APVNTIKA

. Mnopsl va gpavidetal UTTOTTAAOTIKN HUEALKN
cslpa oTO uusAo aAAd N maboyEvela Tou
voonHatog O£V EXEL AKOHA ATTOKAAUPOEL



Xpovia [dtomadbng Oudetepomevia

- lMapoucia gvepyomoinpevwy T AEUPOKUTTAPWY
OTO TEPIPEPLKO alpda

* OAtyokAwvikotnta TCR-Vb

« Auénueva emimeda TNF-a kat TGF-8

« AuénpEvn amomtwon oTo HUEAO

« Auénueva emimeda TLR4 oty ETMPAVELD TWV

povomrrapwv% mapaywyn
TTPOPAEYHOVOOWY KUTTAPOKIVWY

* Au€nueva emineda FLT3 ligand




Altayvwotikn MNpoomeAaon

Tn OlayvwoTIKN TTPOCEYYLIoN TNG
oudetepoteviac Ba tnv Kateubuvouv:

e KAVIKN €lKOVA
« AlapKela oudeTEPOTIEVLAC
* [€VIKN KATAOTAON TOU acOesvn



Altayvwotikn MNpoomeAaon

Bapia elkova n KaAn YEVIKN Katdotaon?
Eumupeto?

[TponyoupEVN YEVIKN alpgatoc?

loTOPIKO AolpwEewy (wTitida, typopitidd,
TVEUHOViIA, AOIHWEEIC HAAAKWY HOpLwY,
eEEAKWOELC oTOPATIKOU BAEVVOYOVOU)?
lotopiko emepBaocswy NEX (B12, xaAkog,
(PUAALKO)



Neutropenia

b, 4

Acutely ill, Febrile?

Yes

No

Yes

v

Recent drug or
infectious exposure?

lNo

Other cytopenias?

New onset? | - No .

Yes

~
~ o

Ethnic, benign familial, or
cyclic neutropenia

No

\ 4

Self resolves?

No

h

Megaloblastic
anemia

Yes . Drug- or infection-
mediated neutropenia

Dysplasia or - [m—
abnormal cytogenetics MDS
__Normal ' Idiopathic
neutmpema
LGL markers on - J
flow cytometry > | L6t
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Epyaotnplakog ‘EAsyxoc

CBC, emixplopa, BloxnuIKoOg EAEYXOC

Av OV UTTAPXOUV CUUTITWHATA, EMTAVEKTIHNGN
CBC (2 popec/w) yia 4-6 w

>KukAIko pattern=> CN
>7tadlakn mtwon ANC->  Aoipwén, autoavooo,

veomrAaola???

ANA, RF, CRP, ESR
Flow cytometry: LGL?
HIV

Avappopnon pueAou kat OMB (aveényntn
OUOETEPOTIEVIA, KAPUOTUTIOC, ATTOKAEIOHOC MA)



AvTiyova ota moAupoppoTUpnva

* [lEvte OLAWPOPETIKA AVILYOVA £XOUV TTEPLYPAPEL OTA
moAupopgotmiupnva—~> «Human Neutrophil Antigens»
ta omoia Kat cupBoAilovtat "HNA"-1 gwc¢ -5.

* H mpwtn meptypapn yia eva €101KO yld td
ToAUHOp@OTUPNVA AVILYOVO £yIve amo to Lalezari to
1960, OTTOU TIEPLEYPAWE HLA TTEPLTTTWON VEOYVIKN
avoong oudstepoTeviag mou pokaAsital amo to "NA1"
("Neutrophil Antigen 1", onuepa cupBoAilstal
HNA-1a).

* To avtiyovo auto Bpioketal otov Fc gamma utrodoxea
lllb (CD16b). Ymapxouv 0UO0 €MUTAEOV AVTLYOvVA OTOV
umodoxea auto, to HNA-1b kat HNA-1c.



Ta oudeTEPOPIAIKA aAVTIoWHATA cUVOEoVTal
ouvNOwC e Ta ToAupop@omupnva mou ekppalouyv
10 HNA-1a avtiyovo

To avtiyovo HNA-2a, Bpioiketal oto CD177. H
akpiBng Asttoupyia tou Ogv €lval AKOPd YVWOTH.
MOava va oxetiletal Y TNV «HETAVAVOTEUON > TWV
oudEeTEPOPIAWY. TO XapaKINPIOTIKO Yid AUTO TO
avIlyovo £lval 0Tl oToVv (010 avOpwTTo UTTAPXEL
OUTAOC MANnBuopoc moAupop@otmupnvayv: HNA-2a-
Oetikog Kat HNA-2a-apvntikoc.

Avtiowpata evavtt tou HNA-3a, cuxva Bpicikovtat
o€ MePIMTWOELC transfusion-associated acute lung

injury (TRALI). H BloAoyikn onpacta tou gV £lvat

aKopd yvwoTn.

Ta avtiyova HNA-4a kat HNA-5a Bpicikovtat
ouvNBWC o€ OLAPOPEC IVIEYKPIVEC.



granulocytes

HNA-1a NA1
HNA-1b NA2 Fcy Rezeptor lllb = CD16b 88 granulocyte-specific
HNA-1c
also expressed on
HNA-3a 5b GP 70-95 97
lymphocytes
HNA-5a Ond CD11a 92 T

lymphocytes



MeBodol Avixveuoncg avtl-
TTOAUHOP@OTIUPNVIKWY abs

GAT: (granulocyte agglutination test) EAEYXEL TNV napouola
AVTL-TTOAUHOPQPOTIUPNVIKWY AVIICWHATWY OTOV 0p0 TOU acBevn
(opog acBevn Kat moAupop@otupnva 60TN=> GUYKOAAnoN?)

GIFT: (Granulocyte immunofluorescence test): Ta auto-abs
mou mBavov umapxouv avayvwpilovtal pe FITC-ocuvOoedepevo
ab TPOOKOAANUEVA GTNV EMUPAVELA TWV PUCLIOAOYIKWYV
TTOAULIOPPOTIUPNVWV

LIFT (Lymphocyte immunofluorescence test): Ta HLA class |
abs avtidpouv onwg Kat ta HNA abs otic GIFT kat GAT. H
HEBodoC autn eAEYXEL TN Tapouoia abs evavtt Twv HLA
AVTLYOVWYV TWV AEHPOKUTTAPWY HE KUTTAPOUETPLA PONG.

MAIGA: (Monoclonal Antibody Immobilization of Granulocyte
Antigens) Mpokettat ywa ELISA omou 0Aa ta avilyova pmopouyv
va avixfeuBouv pe HOVOKAWVIKA avTiowpata (EKTOC Ao TO
HNA-3, yiati dev umrapxel 101K abs). Asv xpnolyomoleital yia
screening



GIFT GAT LIFT MAIGA
HNA-1 |[positive negative or positive | negative | yes
HNA-2 |positive negative or positive | negative | yes
HNA-3 |weak positive|positive positive no
HNA-4 |positive negative or positive | negative | yes
HNA-5 |positive negative or positive | positive Yes




Avti-MoAupoppomupnvika Avtiocwpata

« Mmopel va mapatnpnbouv ce oudsTEpOTIEVIA

OXETW(OPEVN HE AUTOAVOOA VOONHATA Kal 6TV
CIN

« Aev glval ocuvnBwg OlayvwoTIKAa oTnv
OUOETEPOTIEVIA TWV EVNALKWY

e JUXVd Yeudwg Betika (Aoyw TFc umodoxewy
oTa oUdeTEPOWIAA, Ttdaon yia autowboplopo,
Ttaon yia cUYKOAANGELC HETAEU TOUC)

* H KAWVIKN TOUC onpacia 0gv gival oagwg
Kaboplopevn



Avti-MoAupoppomupnvika Avtiocwpata

¢ 2NUAVTIKO TTOCOOTO YEVIKOU TTANBUGHOU
EXEL AVTITTOAUHOPPOTIUPNVIKA abs, Tou Ogv
onUaivel KaTtavaykn vooo

« Agv EXEL (PAVEL HEXPL ONUEPA CAPNC BETIKN
OXEon PETAEU abs Kal avtamokplon otnv
aVOOOKATAOTAATIKN Beparmeia
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Acute or Chronic Neutropenia Suspected or known autoimmune

o disease (SLE, Felty syndrome,
HIV, hepatitis, CMV, systemic sclerosis, primary biliary
cirrhosis, Sjogren syndrome etc):
tests for autoantibodies e.g. ANA

Bone marrow Examination screening

other chronic infections.
Exposure to neutropenia
causing drugs

MDS, leukemia, lymphoma, HCL
or other primary hematologic
disease (e.g. B12/folate deficiency,
malnutrition)

Evidence for hereditary,
life-long neutropenia,
maturation stop at Neutrophil progenitor No significant findings or
(pro)myelocy testage, hypoplasia findings of LGL cells
organ malformation,
albinism, myelokatexis, l

etc
Primary autoimmune
neutropenia

Drugs? Infections? positive

Aplastic anemia?

Neutrophil serology

negative
v ~

inconclusive

Genetic testing as for pediatric
centers and for familial benign
(ethnic) neutropenia

Phenotyping for LGL Suspected but not proven
associated neutropenia autoimmune neutropenia

positive
N

Non-immune idiopathic LGL syndrome

neutropenia




OepAMEUTIKN AVTIHETWTTION

« Xpndet n oxt Bepameia?
« 2uvnBwc dev amatteital Oepamela n

XpElC(CETC[l Oeparela yld TO UTTOKEIPEVO
vOOoNHd TTOU GUVOOEUETAL JE OUOETEPOTIEVIA

« 2TNV AUTOAVOON OUOETEPOTIEVIA XAUNAN
d0on KUKAopwopauidng n MTX ptopel va
BonBnosl

 T-LGL - Rituximab!

« G-CSF?



OepAMEUTIKN AVTIHETWTTION

« AAKOTIN OAWV TWV (PAPHAKWY TTOU
£voxoTtolouvtal

« AVTIUETWTIION EPTTUPETOU (EUPEWC
paopatog avtiBiwon ywa Staphylococcus,
Pseudomonas, gram negative, Candida,

Aspergillus)
* G-CSF?



[ote 6a xpnowpomownocoups GCSF?

« O amoAutoc aplOPOC TwV OUDETEPOPIAWY
oev Oa kateuBuvel yia tnv evapén GCSF

¢ 2UvNOwc o aoBeveic pe UTTOTPOTIA{OUCEC
AOLHWEELC, N AOIHWEELIC HAAAKWY HOPLWV

« Xopnyeitat n eAaxiotn 600n wWoTE o apl6|.|oc_;

TV TTOAULIOP@OTTIUPNVWY VA TIPOCTATEUEL
amo ti¢ Aotpwéelc (ANC >250-300)

« Aev oxetiletal e auénpEvo Kivouvo yid
Asuxaiuia



[MapakAnon yla
EKTIUNON........... OUVEXELQ

H acBevng dev aveepe Anyn KAmolou
(PAPHAKOU

‘Eyive epyaotnplakog s?\syxog% K

Blowia pueAou: MiKpn PElWON OTIG TIPOOPOHEG
HOPWPEC HUEALKNG OEIPAC, HE KAAN wpipavon
Kapuotumocg: 46, XX
Avu-no)\upopcponupnvmd abs: (-)

LGL: (-)

Meta amo 3 PEPEC....KAl EVW XAPAKTNPIOTNKE
w¢ CIN.......l10TOplKO ?\mpng MZAOD!!!T]



