MovokUTTapa — |oTIOKUTTAPWOEIC
AIJOPAYOKUTTAPIKO 2UVOPOUO
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MovokuTTapa

" T POVOTTUPNVA CUYKATOAEYOVTAl OTA AEUKA QIJOO@aipia TOU aigaTog, €ival TTPOdPONOl TwWV
LOKPOOAYWY KAl AVAKOUV OTO OUCTNMHA TWV QAYOKUTTAPRWY

= ATTOTEAOUV TO 3-8% TWV AEUKWYV QIOCPAIPiWY

= £XOUV OXNHOA OPaIpIKO

" TTUPAVAG: OXAMA VEPPOEIDES ) aav TTETAAO AAOYOU I WOEIDEC UE AVWPAAN TTEPIUETPO
" TO KUTTAPOTTAQOUA €ival EAaPPWG Baced@IAO

" 0 pPOANOC TOUG OTNV APUVA TOU CEVIOTH €ival ONPAVTIKOG, ATTOTEAOUV TOV OEUTEPO MEYAAUTEPO
KUTTAPIKO TTANBUOUOG TOU avooIakoU CUCTHHOTOG

= dlaKpivovTal QU0 BACIKEC KATNYOPIEC HOVOTTUPNVWY PAYOKUTTAPWV:
o Ta HOVOKUTTaPQ — pakpogaya (M/P)
o TA AVTIYOVOTTaPOUCIaoTIKA KUTTapa (antigen presenting cells, APCSs).



http://el.wikipedia.org/w/index.php?title=%CE%9C%CE%B1%CE%BA%CF%81%CE%BF%CF%86%CE%AC%CE%B3%CE%B1&action=edit&redlink=1
http://el.wikipedia.org/w/index.php?title=%CE%A6%CE%B1%CE%B3%CE%BF%CE%BA%CF%8D%CF%84%CF%84%CE%B1%CF%81%CE%B1&action=edit&redlink=1

MovokuTTapa

" T JOVOTTUPNVA TTPOEPXOVTAI OTTO TOV HUEAO TWV OCTWV —> EI0EPXOVTAI OTN KUKAOpoOpia -
MOVOKUTTapQ

" JOVOKUTTOPA =2 KUKAOQOPOUV OTO aiua yia 24-48 WPEG KAl OTN OUVEXEID JETAVAOTEUOUV
OTOUG dIAPOPOUC I0TOUG, TIOU €ival KAl O KUPIOG TOTIOG OpAong Toug OTIoU  Kal
dlagpopOoTToIoUVTal O JAKPOPAyaQ

" pakogaya
o OTOUG I0TOUG =2 ICTIKA JaKkpogpaya
o oTo ATTap =2 KUTTapa Kupffer
o TIVEUMOVEG =2 KUWEAIDIKA pakpogpaya
© 00TO > OOTEOKAAOTEG
o KNZ = pikpoyAolaka KUTTapa
o EAeUBepa pakpoPaya — apBPIKO, TTAEUPIKO & TTEPITOVAIKS uypo
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MovokuTTapa

" £XOUV (PAYOKUTTOPIKEG 1010TNTEG, TO KUTTAPOTTAQOUO @Epel APBova WeudoTtrddia,
XOPAKTNPIOTIKO TNG PAYOKUTTAPIKAG TOUG 1810TNTAG

" N AsIToupyia TNG PAayoKUTTAPWONG TTUPODOTEI Ja O€Ipd eVCUUATIKWY avTIOPATEWY OTO
ECWTEPIKO TOU POKPOPAYOU TTOU OTOXO €XEI TNV KATAOTPOPI TOU CEVOou €I0BOAEQ KAl TOV

EAEYXO TNG Aoipweng
" QTTAVTOUV XNMEIOTAKTIKA OTNV TTAPOUCia VEKPWHPEVOU 10TOU, QAEYMOVAGC & CEvwv
EIOBOAEWV — NIKPOOPYAVICHWV

» TTaPAyouVv OIAPOPES KUTTAPOKIVEG TTOU TTPOCEAKUOUV OTNV TTEPIOXN TNS BAABNS GAAa
PAEyPHovwON KUTTapA (TTX. OUBETEPOPIAQ)

" TO KOT' €COXNV KUTTAPA TTOU OIEKTTEPAIWVOUV avTIOPACEIC KUTTAPIKNG avVOoiac.
0 €COUDETEPWIVOUV UIKPOOPYAVIONOUGC HECW TNG TTAPAYWYNS dpaoTIKWV pidwy O2
0 TTapAyouVv dIaNECOANABNTEC OUTIEC TNG PAEYMOVIAC, OTTWC Ol TTPOCTAYAAVOIVES Kal
Ol AEUKOTPIEVEC
o Tmapayouv IL-1, TNF «kar TGF-B T1IOU OUJPETEXOUV O€  QVTIOPAOEIC
EMRPaduvOpevNC utTEPEVaIoOnaTiag
O QOOKOUV aVvTi-oyKoyovo dpaan, Kupiwg NEaw TNG TTapaywyns TNF-a



MovokUTTapa

" T JOKpO@Aya uadi pe Ta OeVOPITIKA Kal Ta B-Aep@oKUTTAPA ATTOTEAOUV TNV KATNyopia Twv
KEIDIKWV>> aVTIYOVOTTOPOUCIACTIKWY KUTTAPWYV

» n dladikaoia TTou ovouAadeTal «KTTapouaiacn avTiyovou>> TrepIAaUBAVEl TV EVOWUATWON TOU
avTIYOVOU PEOA OTO AVTIYOVOTTOPOUCIACTIKO KUTTAPO (TT.X. MOKPO@AYO), TNV a1roddunacr] Tou o€
TIETTITIOIQ KAl TN OUVOECH AUTWYV ME HOPIa Tou HEICOVOG CUUTTAEYUOTOG IoTooUuNBaToTnTag (MHC)
TAENG | N 1, Kal TEAOG TV €KQPPOON AQUTWYV TWV CUPTTAEYMATWY OTNV ETTIPAVEIA TOU KUTTAPOU YIA
VA avVayvWwPIOTEN a1TO Ta T-AEU@POKUTTAPA

" TO JAKPOPAYa CUPBAAANOUV ETTIONG KAl OTNV EVEPYOTTOINCN TWV T-AEUPOKUTTAPWYV
0 Trapdyovtag dlaAuTa popia (IL-12), n otroia evepyoTrolei Ta CD4* kUTTOpa Kal Ta 0dnyYeEi
TTPOG Tov Th1l A&IToupyikd @aIVOTUTTIO VW TTAPAAANAQ QUEAVEI TNV KUTTAPOAUTIKA dpdon
TwV CD8" T-AeU@POKUTTAPWYV
0 &K@PAlovTag aTnV €mM@AVEID TwV T AEPPOKUTTAPWY CUVIIEYEPTIKA popia (B,., B,.,), Ta
oTroia OUMPBAAAOUV OTNV AUECOTEPN ETTAPR TwV T KUTTAPWV MPETALU TOUG Kal OTN
METAOOOTN VOGS ETTIKOUPIKOU OANATOG EVEPYOTTOINONG.

MHC 1 TCR D4

InTmmature
Necrotic ceill dendritic cell

ﬁ TLR = Activation ]
\ S = Proliferation
‘3% Acti'vation\g (éy /4 é? = CTL generation

Pathogen Immature
dendritic cell

Nature Reviews | Iimmunology



KUTTOPOKIVEC

Ol KUTTAPOKIVEG, €ival JIKPA POPIa TTPWTEIVIKAG @UoNg ol otroieg Bonbouv Ta KUTTOPA TNG AVOCIag va
ETTIKOIVWVOUV PETAEU TOUG NECW UTTOOOXEWYV TTOU EKPPACOVTAI OTNV ETTIPAVEIA TOUG

OAEG Ol KUTTOPOKIVEG €ival DIAAUTOI TTAPAYOVTEG TTOU EKKPivOVTal ATTO TO €va KUTTAPO Kal £TTNPEACOUV TN
AeiToupyia Twv GAAWV 1} akOPa Kal Twv idIWV atrod Ta oTToia TTaprxénoav

MEOW TWV KUTTAPOKIVWYV puBuidovtal Ta €VOOKUTTAPIKA WNVUPATA YIA Tr CUVTOVIOMEVN QTTOKPION TOU
QVOOOTTOINTIKOU OCUCTAUATOG

Ol KUTTOPOKIVEG €ival O KUPIOG HECOAARBNTAS TNG <KEVOOETTIKOIVWVIAG> PETAEU TWV JAKPOPAYWY KOl TwV T
AEPPOKUTTAPWYV

Ta KUTTOPA OTOXO! TWV KUTTAPOKIVWV AdpBAavouv 1o PAvUla €TTEIBN QEPOUV €1I0IKOUG UTTOO0XEIC uWnAAg
OUYYEVEIAG Ol OTTOIoI €vEPYOTTOIOUVTAl KATA Tn OEOUEUCH TOUG HE TNV €KACTOTE KUTTAPOKIvVN Kal
EVEPYOTTOIOUV EVOOKUTTAPIEG BIOXNMIKEG 0O0UG NETAdOONG TOU OANATOG EVEPYOTTOINONG

N EVEPYOTTOINON TWwV UTTOOOXEWV TWV KUTTAPOKIVWYV YIiVETAI ouvABWG HE OMO- 1] ETEPODIYEPIOUS TWV
TTOAUTTETITIOIKWY OAUCIdOWV TOU UTTOdOXEA KAl TNV AUECN EVEPYOTIOINON TIPWTEIVIKWY KIVOOWV TNgG
TUpOoOivNng ri/kail Bpgovivng, TTou avkouv otnv oikoyevela JAK’s (Janus Kinases) 1 MAP Kivacwyv

Ol KIVAOEG QUTEG OTN  OUVEXEID QWOQPOPUMIWVOUV €VOOKUTTAPIEG TTEPIOXEG TOU UTTOOOXEQ  Kal
EMOoTPATEUOUV TTPWTEIVES TNG oIkoyévelag STAT (Signal Tranducers and Activators of Transcription)

ol STAT TTpwTEiveG KATOTTIV PWOQPOPUAIWVOVTAI-EVEPYOTTOIOUVTAI OTTOU KOl PETAVOAOTEUOUVOTOV TTUprva
OTTOU PUBUICOUV TNV HETAYPAP CUYKEKPIMEVWV YOVIOIWV

Emidpoocy o aila KOTTOpO

Eutropowivy IMaopayeTol amo: )
TOU GOVOCLOKOD CUCTI|LOTOS

Evepromoinon B-
II-1 Mowpopaya & T-lepgordtTopa i

AEN@OKUTTA POV

IMoidomhosasunos B-

IL-6 Maxpopaya & T-AepgporidTropa )

AE OO TTR oY
IT-8 Morxpogdye & povorBTTopd AnueroTadio
m-12 Moxpogaye & novorbTTopa Evepyomoinon NE-sxvttapoy
Im-15 Moscpooaryo Evepyomoinony ME - soTTapay
o-17 T-;enpord TTop: Evepvomoin)on LWospogyery
IL-18 Moxpoodya Evepyomoinon NE-suttapaoy

THNE -u Mowxpopaya & T-iespgordtTopa Xnusiotatic




|OTIOKUTTAPWOEIC

" QOTEAOVV GUVOAO VOGT|ULATOV

" uwopet va TpocsPaiiovy Eva Opyavo (LOVOGUOTNUATIKY VOGOC) 1 TEPIGGOTEPMY TOV EVOC
0pY&vov (TOAVGVGTNUATIKY VOGOC)

" KOWVO TOPUVOUOGTNG TOAOTAAGIACUOS Kol 1) GLVAOPOIGT JEVOPITIKDOV 1 KOl LOKPOPAY®V
KLTTAp®V oTo onueio Tov BPAaPav

" 7Top OTL 1 YVAOOT Y10 TO IGTIOKVTTOPIKA GUVOPOUO, €XEL MOAAATAACIOGTEL, M Yv®OON NG
Baoctkng puotoroyiog mapapével Pactkd GTOTYEUDOELS

ATAOOPOITOIHEH [IETIOKYTTAPON

MPOTMONIKAKYTTAPA
MYEAOY TON OLTON

MPOTMONTKA KYTTAPA
AEMNAPITIEGN KYTTAPLN /! MAKPOSBAT N

MAKPOMATA //’]

*HEYTTAPATTPOE ATADOPOITOTHEH
1 - *KYTTAPA LANGERHANS
AENAPITIKA KYTTAPA C R

AEMBOEIALRN MPOTIONIEA KYTTAPA

Ewkova 1. 0806¢ Siapopomoinong Tww I0TIOKUTTADWW.



|OTIOKUTTAPWOEIC

*» Karnyopia I: iIoTiokuTTapwaon amo Kuttapa Langerhans (LCH)
*» Karnyopia Il: ioTiokuTTGpwaon atrod KuTttapa non Langerhans

“» Katnyopia Ill: kKakonBe&IC IOTIOKUTTAPWOEIC



KaTtnyopia |: 1IoTIoOKUTTapwaon atro
Kuttapa Langerhans (LCH)

loTopIK avadpoun:

* Hwoivo@ido Kokkiwpa
- gival pia apyd egeAlooduevn vooog
- Movnpng ooTIKA AUTIKA BAGRN (Kpavio, 22, AekAvn) A HAJO HOAAKWY HOopiwV
- XWPIG eCWOKEAETIKA cuppeToXN (AA atrd AAAEC HoppEg LCH)
- Bepartreia: TomKA €€aipeon / AKT, autOuaTn UTTOXWENON

» Hand-Schuller-Christian
- KUpiwg o€ TTaidia 2-10 eTwv
- KAQOOIKK TPIAdO O0O0TIKEG AUTIKEC aAAOIWOEIC, ATTOI0C DIABATNG, €COPOAAUOC

» Néoog Letter-Siwe
- TaIdIG < 2 ETWV
- gival pia Taxéwg e¢eANICOONEVN VOOOG
- OepHATIKG £¢avOnua
- oUCTNUATIKA TTPOCROAA ATTATOC, OTTANVOC, TTVEUNOVWYV




KaTtnyopia |: 1IoTIoOKUTTapwaon atro
Kuttapa Langerhans (LCH)

Mangment of adult patients with Langerhans cell histicytosis: reccomendations

from an expert panel on behalf of Euro-Histio-Net
Orphanet Journal of Rare Diseases 2013; 8:72

Néa Tagivéounon

» MovoouoTtnuartikp LCH (Single System, SS-LCH):
- éva O0pyavo r ouoTnNUa (MOVOEDTIOKK) I TTOAUECTIOK)
0 00TO povhPNG BAGRN 1 TToOAueoTIAKES BAGPBES
0 OEpua
0 AePQPADEVES
0 utto@dAapo / utroéguon / KNZ
0 TTVEUPOVEG (TTVEUMOVIKI Langerhans IoTIOKUTTApwaon)
0 GANO (T1.X. BupOoEIdNG)

* MloAucuoTnuartikin LCH (Multisystem, MS-LCH)

- OUO0 N TTEPICOOTEPQ Opyava ) cuoTnuaTa
0 ouppeToxn ‘risk organs’ (oTrAnvag, Amap, KN, aigotrointikdé ocuoTtnua)
0 XWpPIic ouupeToxn ‘risk organs’



KaTtnyopia |: 1IoTIoOKUTTapwaon atro
Kuttapa Langerhans (LCH)

» [lveupoviki Langerhans loTiokuttdpwon ( PLCH)

- jia govadikn pop@ry TNG LCH, gpgavidetal oXedOV ATTOKAEIOTIKA O€ KATTVIOTEG TOIYAPWYV
- Bewpeital TTAEOV pIa pop@ry EVOIAPEONG TTVEUOVOTTABEIOC TTOU OXETICETAI UE TO KATTVIOUA

- MepIKoi aoBeveic avappwvouv TTAAPWS PETA TN IAKOTTT) TOU KATTVIOUATOG, aGAAG Kal GAAOI
QVATITUOOOUV JAKPOXPOVIEG ETTITTAOKEG OTTWG TTIVEUMOVIKN ivwon Kal TTVEUUOVIKN UTTEPTAON

Chest CT at clinical presentation Chest CT 1 year |ater
Smoker of 1 pack / day Smoking cessation 10 months prior

Figure 5 Radiographic improvement following smoking
cessation




Katnyopia |: 1oTIoKUTTapwaon atro
Kuttapa Langerhans (LCH)

First line systemic therapy

Recommendation

Mild Symptoms, No Risk Organ Involved:
- Methotrexate 20 mg per week p.o/iv.
« Azathioprine 2 mg/kg/d p.o

» Thalidomide 100mg/d p.o in skin or soft tissue multifocal
single system LCH

Additionally In Multifocal Bone LCH

- zoledronic acid 4 mg i.v.

g 1 (- 6) month (depending on extent and response)
Symptomatic, MS-LCH, No Risk Organs involved
- Cytarabine 100 mg/m” d1-5 g4w i.v.

- Etoposide 100 ma/m? d1-5 qdw iv.

- Vinblastin/Prednisolone (like in pediatric studies)
MS-LCH, Risc Organs Involved

- 2-CDA 6 mg/m? d1-5 g4w sc./iv.

Evdeigeig cuoTnUATIKAG BeparTreiag:
» MS-LCH e 1 Xwpig ouppeToxn ‘risk organs’

» SS-LCH pe ToAucoTIoKES BAGRBEC
» SS-LCH pe BAGBeg €10IKAG TOTTOBETIAC

Therapeutic recommendations in pLCH

Recommendation

First step is smoking cessation in all patients

Watchful waiting in a or minor symptomatic patients
Systemic steroid therapy in symptomatic patients
Chemotherapy (e.g. 2-CDA) in progressive disease

Consider lung transplantation in case of severe respiratory
failure or major pulmonary hypertension




Kartnyopia Il: iIoTIoKUTTapWON atTo
KUTTapa non Langerhans

Class lla: Dermal dendritic cell histiocytosis

» Dermatofibroma

» Juvenile xanthogranuloma

= Benign cephalic histiocytosis

» Generalized eruptve histiocytoma
= Papular xanthogranuloma

» Erdheim Chester disease

» Progressive nodular histiocytosis
» Solitary reticulohistiocytoma

» Xanthoma disseminatum

» Fat storing hamartoma of dermal dendrocytes

Class llb: Non Langerhans cell, non dermal

dendritic cell histiocytosis

»Difuse plane xanthomatosis

= Reticulohistiocytosis

= Necrobiotic xanthogranuloma

» Rosal Dorfman disease

» Haemophagocytic lymphohistiocytosis (HLH)
» Famlial sea blu histiocytes

» Hereditary progressive mucinous histiocytosis

= Multicentric reticulohistiocytosis

» Malakoplakia



AIJOPAYOKUTTAPIKO 2UVOPOUO N
AlJOPAYOKUTTAPIKN /AEUPOICTIOKUTTAPWON

ATTOTEAEI TOV KUPIO EKTTPOOWTIO TNG KaTtnyopiag Il Twv I0TIOKUTTAPIKWY
OUVOPONWYV

KAIVIKOTTAOOAOYIKO OUVOPOUO TIOU  XapakTnpiletal atmmrd OUuoTNMATIKN
OIEYEPON KAl EVEPYOTTOINON TWV HMOKPOPAYWV TOU MUEAOU TWV OOTWV ME
ATTOTEAECPA TNV €IKOVA PAYOKUTTAPWONG TWV QIMOTTIOINTIKWY KUTTAPWY
aAAG kal o€ GAAa dIKTUOEVOOBNAIOKG cuoThuaTa

otrdvio voonua (1 acBevr) / 10° katoikoug)
idla ouxvoTnTa TTPOGROARS &/ ©

o€ avrtiBeon ye TNV LCH, n HLH d¢v gival KAwVIKA vOOOG



Tacivounon AP2.

MpwTtotraBéc N veveTIKA KaBopilouevo ADY

OIKOYEVAG AIJO@AYOKUTTAPIKN
AgpgoioTiokutTdpwon (Farquhar disease)

['VWOTEG YEVETIKEG avWHOAIEG TTEPPOpPIvN, Munc 13-
4, syntaxin 11

AyVWOTEG YEVETIKEG DIATAPAXES

20vOpPOuO avoooAoyIKOU eAAEiNATOG

2 Uvdpouo Chediak-Higashi (GHS)

2 uvdpouo Griscelli (GS)

2UVOPOUO X QUAOCUVOETO AEUPOUTTEPTTAACTIKO
ouvdpopo (XLP)

2 uvdpouo Wiskott-Aldrich

2 0oBapr cuvdualOuEVN AVOOOAVETTAPKEIQ

Lysinuric TTpwTeIvVIKG duoavedia

2 Uvdpopo Hermansky-Pudlak

[ —

KANPOVOUEITAI JE AUTOOWHATIKO UTTOAEITTOMEVO
XAPAKTHPQ

OXETICeTaI JE EAATTWHEVN AgIToupyia Twv NK
KUTTApWV

AgutepotTaBéc N avTidpaoTiKO AP

ADX oxeTI(OPEVO PE AOIPWEEIG

= A®DZ oxeTI{OUEVO E I0YEVEIC AOIWEEIC
=  Aoipwén amd Eptmnroioug (HSV, VZV, CMV,
EBV, HHV-6, HHV-8)

= HIV
= @AAol 1oi : adevoloi, 10i nTTaTitidag, Parvovirus,
Influenza

=  BakTNPIOKEC  AOIMWEEIC,
OTTEIPOXAITWV

»  Trapdoita

" JUKNTEG

MUKoBaKkTNPEISiWY,

ADX oxeTI(OMEVO UE KOKONOEIEG

ADX oXeTICOPEVO HE PEUMATOAOYIKA VOO HATA
= 2UVOPOMO EVEPYOTTOINONG HAKPOPAYWV

PapHAKEUTIKAG aITIOAOYiOG

(MN oTEPOEIDA AVTIQAEYHWVWON, AVTIETTNAITITIKA,
MEBOTPEEATN, GAaTA XpUOOU, TTAPEVTEPIKN CITION,
avTl-TNF-a Bgpartreia, avtl-CD52 Bepartreia)



buoiotraBoloyia AP

ADZ xapakTnpileTal atrd TTOAUCUCTNUATIKI QAEYPOVH = avTidpaaoTiKr diadikaaia

TIPOKEITITEl ATTO TNV TIOPATETAMEVN KAl €VIOVI EVEPYOTTOINON TWV QAVTIYOVOTTOPOUCIACTIKWY
KUTTApwV (Makpo@aya, I0TIOKUTTapa) Kal Twv T CD8+ KUTTAPOTOEIKWV AEUPOKUTTAPWYV

Evrovn UTTEPTTAQCIA KAl EKTOTTN METAVAOTEUON TWV T AEUPOKUTTAPWYV
AeitoupyikéG avwpaAieg Twv NK KutTdpwy €xouv TTapatnenBei oe GAoug Toug TUTTOUG AP

Ta KUTTOPOTOCIKG T AgpgokutTapa kKal Ta NK kUTTapa atrodououv  €E0A0BpEOUV TOUG OTOXOUG
TOUG, ATTEAEUBEPWVOVTAG KUTTAPOAUTIKA KOKKIO TO OTTOIO TTEPIEXOUV EVEUPA OTTWG N TTEPYOPIVN KAl
Ol O€IPACEQ

OIKOYEVH TUTTO OUYKEKPIUEVEG METAANAEEIC YovIdiwv > €TTnpeddouv apvnTIKA r; aAAoiwvouv Thv
TTapaywyr, TNV atreAeuBEépwon 1 TNV EVOOKUTTAPIO KUKAOQOPIO AUTWV TWV KOKKiwv —> Ogv €ival
QATTOTEAECPATIKEG OTNV ATTOMAKPUVON TWV AVTIYOVWY KAl TTPOKAAOUV TNV OUVEXI QAVOOOAOYIKN
EVEPYOTTOINON KAl TA UPNAQ ETTITTEDA TWV KUTTAPOKIVWOV

METOAAGEEIG yovidio PFR1 = eAattwuévn TTapaywyn TTEpQOoPIvNg
METAAAAGEEIC yovidio Munc 13D—> eAaTTwPEVN ATTEAEUBEPWON TWV KOKKiWV

METAAAGELN yovidio syntaxinll > €AATTWHEVN €VOOKUTTAPIO KUKAOQOPIO TWV KOKKiWV Twv
KUTTOPOAUTIKWY €VCUNWYV



[1lpoTelvoueva
OlaYVWAOTIKA

KpITnpla

A Mopuawn Siayvwon ouuBarm pe AQE

B. Araywwomikad kpimRona A

MNpéme va minpoldvTol 5 M TEQICOOTEDD amd TO akorouta 8:
« Muperog
« ZTANMVOoUEyokio

« Kurtopomevies (va emnpealovTal =2 KUTTOPIKES OEIDES OTO
TEQLUPEPIKD cuipaa)
Apoopapivn <9 gfdl (veoywa <4 efdopaduwv: Aipocgpaipivn <10
g/dL)
AlpomeTaiia < 100.000/uL
Quberepogidha (ANC) <1.000/ulL

« YmepTpryhukepi&mpia n ko umoivweSoyovayia
Tpwhuxepim vrotews =265 mg/dL
vidoyovo =150 mgldL

» AIU0QayoKUTTaQUON OF HUEND 00TWY, OTAfva, Aepgadsves n ENY:
Kwpig evBeifeig kakonBewmg

« EhoTTwpevn i mARpnc Eddenln SpactnmatnTac Tww kutTapuns ME
(Oppuwva PE TIE TILES OVOpopac TOU EKACTOTE EpyaoTnpiou)

» AuEnuéva emimeda pepimivng opod (=500 pgfL)

« foohurog vmoboyeag Tng wrephevkivnc-2 (sCD25) mavw amo ta
PUTIOADYIKA GDI VIO TV NRaKia

Emkouvmkéc evdeiferc:

« Yupmmwpara KNE kon evprjpora ENY:
(o) MéTpia mheiokuttapwon 20—80 Asppoxirrapa’pul ENY (kupiwe
T-heppokiTTapal,
(B adEnon Aevkwpatog o 0,5—1 gfL ENY ko
{y) aipopayorkuTTapwon oTa I0TICK UTTapa-pakpogdya Tou ENY
« Tpovoapwoaoopia
« XohepuBpreaipio

« LDH opow =1.000 IU/L

KMNI: Kovmpud venpied olotnua, ENY: Eykepakowwmaio uppd



AlayvVwOTIKOC EAEYXOC

YEVIKI] QiATOG

TTANPEC BIOXNMIKO

PT, aPTT, ivwdoyovo

KOAAQYOVIKOC €AEYXOC

K/a Qigatog, oupwy, TITUEAWYV YIa KOIVA JIKPORIa, HUKNTES, BPOUKEAAD

opoAoyikO¢ €Aeyxoc EBV, CMV, HIV, VzZV, HSV, HHV-6, HHV-8, adenovirus,

parvovirus B19

avadlntnon opd Cryptococcal Ag kal Galactomannan
Leishmania

CT Bwpakog / kolAiag

Blowia pueAou Twv ooTwWYV, Bloyia Aeupadéva

avOOOPAIVOTUTIOG



Blowia yueAou Twv 00TWV




Bloyia yueAou Twv o0TWYV




Blowia
NTTOTOC

a. Erythrophagocytosis by a Kupffer cell
b. Pgagocytosis of a neutrophil by a Kupffer cell




@EPATTEUTIKN AVTIUETWTTION

» BagoiceTal o€ 01OV TTpwWTOKOAAa TNG ETaipiag loTiokuttapwoewyv (HLH-94, HLH-2004)

R 5mg/m*
o 10mg/m?® 7 2.5mg/m? ' 1.25 mg/m?
Bpoie YYYVV V V V V V
ITMTX/HC v v v v
(CNS+ only) | T T : T T

0 1 2 3 4 5 6 7 8
Week



OEPATTEUTIKN AVTIMETWTTION

Pts S crileria -and-
Climically detariarsting

'

| HLH-94 Dased Inchustiom

Clinical Suspicion of J
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