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ENiKTNTA AiTIa NAYKUTTAPOMNEVIAC

= Bone marrow infiltration/replacement » Destruction/seguestration/redistribution
+ Malignant s« Consumption
o Acute leukemias o Disseminated intravascular coagulation
o Chronic leukemias/myeloproliferative neoplasms (MPN) « Splenomegaly

¢ Myelodysplastic syndromes (MDS)
o Multiple myeloma

0

Portal hypertension/cirrhosis

Infections (eg, EBV)

Autoimmune disorders (eg, SLE, RA/Felty syndrome)
Malignancies (eg, kymphomas, MPN)

o Metastatic cancer
+« Non-malignant

o Myelofibrosis Myelofibrosis with myeloid metaplasia

Storage diseases (eg, Gaucher)

g o o o 0

o Infectious {(eg, fungal, tuberculous)
o Storage diseases
® Bone marrow failure
« Immune destruction/suppression
o Aplastic anemia/paroxysmal nocturnal hemoaglobinuria
o Medications
» Cytotoxic drugs
» Idiosyncratic reactions to medications

o Large granular lymphocyte leukemia

o Autoimmune disorders (eaq, systemic lupus erythematosus [SLE],
rheumatoid arthritis [RA], sarcoidosis)

¢ Hemophagocytic lwvmphohistiocytosis (HLH)

« Nutritional

a Megaloblastic (vitamin B12, folate)

o Excessive alcohol

o Other (eg, copper deficiency, zinc toxicity)

g Malnutrition/anorexia nervosa with gelatinous degeneration
« Marrow suppression

a Viral infection (eg, HIV, hepatitis, Epstein-Barr virus [EBV])
s Ineffective hematopoiesis (eg, MDS, nutritional)
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NaOnoeIc HUEAOU

Aspadevonabeia: (-)
HnaroonAnvopeyaAia: (-)
EniXpiopga NEPIPEPIKOU: XWPIG BAAOTEC
ive neoplasms (Mpn) MUEAOGYpappa: awpa oudeTepOPIAQ,
MDS) epuBbpoBAacTec pe duoepUBPONOINTIKEC
aAAOIWOEIC, Napouaia
AEPPONAAONAKUTTOEIOWYV KAl
NAQOPATOKUTTAPWYV, arnouaia
HEYAKAPUOKUTTAPWYV, Napouacia
algoPayoKuTTapIknG dpaoTnpIidTNTAG
OMB: unonAaoTIKOC HUEAOG, EupnuaATa
oupBaTa Pe anAacTikn avaiyia
Mantoux: (-)

o Multiple myeloma
o Metastatic cance

rage diseases




ENiKTNTAa aiTia NayKuTTaponeviag

» Destruction/seguestration/redistribution

& Consumption
o Disseminated intravascular coagulation

& Splenomegaly
e Portal hypertension/cirrhosis
e Infections (eg, EBV)
¢ Autoimmune disorders (eg, SLE, RA/Felty syndrome)
o Malignancies (eg, lymphomas, MPN)
o Myelofibrosis with myeloid metaplasia
@ Storage diseases (eg, Gaucher)

= Bone marrow failure

« Immune destruction/suppression
o Aplastic anemia/paroxysmal nocturnal hemoaglobinuria
o Medications 1
» Cytotoxic drugs
» Idiosyncratic reactions to medications

o Large granular lymphocyte leukemia

o Autoimmune disorders (eaq, systemic lupus erythematosus [SLE],
rheumatoid arthritis [RA], sarcoidosis)

¢ Hemophagocytic lwvmphohistiocytosis (HLH)

« Nutritional

a Megaloblastic (vitamin B12, folate)

o Excessive alcohol

o Other (eg, copper deficiency, zinc toxicity)

g Malnutrition/anorexia nervosa with gelatinous degeneration
« Marrow suppression

a Viral infection (eg, HIV, hepatitis, Epstein-Barr virus [EBV])
s Ineffective hematopoiesis (eg, MDS, nutritional)
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NepIPEPIKN KATACTPOPN
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o Disseminated intravascular coagulation OTIA VOUE aAla- -

ZyioTokUTTapa: 0-2

xwpic napartaon INR, aPTT,

7S (eq, SLE, RA/Felty syndrome) Pt, Fib au&nueva enineda, aiyoppayikeg
ekONAWOEIC 1 BpouBWOEIC N TEAOC capn
aiTioAoyiko napayovta

torage diseases (eg, Gaucher)



ENiKTNTAa aiTia NayKuTTaponeviag

= Bone marrow failure

« Immune destruction/suppression
o Aplastic anemia/paroxysmal nocturnal hemoaglobinuria
o Medications 1
» Cytotoxic drugs
» Idiosyncratic reactions to medications

o Large granular lymphocyte leukemia

o Autoimmune disorders (eaq, systemic lupus erythematosus [SLE],
rheumatoid arthritis [RA], sarcoidosis)

¢ Hemophagocytic lwvmphohistiocytosis (HLH)

« Nutritional

a Megaloblastic (vitamin B12, folate)

o Excessive alcohol

o Other (eg, copper deficiency, zinc toxicity)

o Malnutrition/anorexia nervosa with gelatinous degeneration
« Marrow suppression

a Viral infection (eg, HIV, hepatitis, Epstein-Barr virus [EBV])
s Ineffective hematopoiesis (eg, MDS, nutritional)
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Avendapkeia HUEAOU

= Bone marrow failure
« Immune destruction/suppression
o Aplastic anemia/paroxysmal nocturnal hemoglobinuria
& Medications
» Cytotoxic drugs
» Idiosyncratic reactions to medications
Large granular lymphocyte leukemia
Autcimmune disorders (eg, systemic lupus erythematosus [SLE], rheumatoid arthritis [RA], sarcoidosis)
Hemophagocytic lymphohistiocytosis (HLH)
ikional

o o

]

o

in B12, folate)
Excessive alcohol
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NMupeTog ?

o

eficiency, zinc toxl

nutrition/anorexia nervosa with gelatinous degen
* Marrow suppression

@ Viral infection (eg, HIV, hepatitis, Epstein-Barr virus [EBV])
+ Ineffective hematopoiesis (eg, MDS, nutritional)



Avendapkeia HUEAOU

= Bone marrow failure

« Immune destruction/suppression
o Aplastic anemia/paroxysmal nocturnal hemoglobinuria
& Medications

» Cytotoxic drugs

» Idiosyncratic reactions to medications
o Large granular lymphocyte leukemia
o Autoimmune disorders (eqg, systemic lupus erythematosus [SLE], rheumateoid arthritis [RA], sarcoidosis)
¢ Hemophagocytic lvmphohistiocytosis (HLH)

* Marrow suppression
@ Viral infection (eg, HIV, hepatitis, Epstein-Barr virus [EBV])
+ Ineffective hematopoiesis (eg, MDS, nutritional)



NAoIp®wON aiTia kKaTaoToANG HUEAOU

* Marrow suppression

e Viral infecti hepatitis, - Barr virus [EBV])

BACTERIAL INFECTION

' , , P Typhoid fever
Anoucia cupnTwuaTwy ano Nex - Shigella enteritis
¢ Brucellosis
ApvNTIKO €MIONMIOAOYIKO ICTOPIKO . Tularemia
Tuberculosis
Mantoux: (-), OMB: (-) <

RICKETTSIAL INFECTION
/ Rickettsialpox
Human granulocytic anaplasmosis

ApvnTIKO €nIdNUIOAOYIKO I0TOPIKO
Rocky Mountain spotted fever

PARASITIC INFESTATION
Xwpic onAnvopeyaAia < Kala azar

Malaria
Xwpic onAnvopeyaAia, /

KAIVIKR €lkOva pn ouppaTn
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1. apvnTIKEC KAAAIEPYEIEC
aigaToc,

2. qSOFA=0,

3. XwpIic avTanokpion o€
avTIBIOTIKA EUPEOC
(pAocuaToC)




Avendapkeia HUEAOU

= Bone marrow failure
« Immune destruction/suppression
o Aplastic anemia/paroxysmal nocturnal hemoglobinuria
& Medications
» Cytotoxic drugs
» Idiosyncratic reactions to medications
— =R R bR
o Autoimmune disorders (eqg, systemic lupus erythematosus [SLE], rheumateoid arthritis [RA], sarcoidosis)
¢ Hemophagocytic lvmphohistiocytosis (HLH)




AigopayokuTTapiko cuvdpouo (HLH)

AneIANTIKO yia Tn {wn Tou acBevouc ocuvOPOPO Mou
NPOKUNTElI and UNEPPETPN ANOKPION TOU AVOOOMoINTIKOU
OUOTNNATOC

Asuteponabec og 1) Nolpwéeig, 2)Aeppwpata, 3)Noonuara
oUuVOETIKOU I0TOU, onavioTepa o€ 4)ZuUunayeic Oykoucg

XapakTnpIoTIKA EUPNHUATA AMOTEAOUV:

MupeTog (~93%)

HnatoonAnvopeyaAia (~95%!)

HnaTiTida (50-90%)

Au&Enuevn TIUN QePPITIVNG, TPIYAUKEPIDdiwY, LDH (85%)
MNevia dUo osIpwV N NAyKuTTaponevia
AlgogpayokuTTapikn 0paoTnpIioTNTA GTOV HUEAO
>upgnTwhaTa ano 1o KN

NSO Uk WLDNRE



KpiTAapia HLH

Table 2. HLH-2004 diagnostic criteria

The diagnosis of HLH can be established if one of sither 1 or 2 below is

fulfilled:

1. Amolecular diagnosis consistent with HLH is mada.

2. Diagnostic criteria for HLH are fulfilled (5 of the 8 criteria below):*

" Fever

aplenomeagaly

Cytopenias (effecting = 2-3 Ineapges in the paripheral blood)
hemoglobin < 80 g/L (in infants < 4 weeks of age,
hemoglobin << 100 gfL), platelets << 100 = 10%/L,
neutrophils << 1.0 * 109/

Hypertrighlycendemia and/or hypofibrinogenemia: fasting
triglycerides = 3.0 mmol/L (e, = 265 mg/dL), fibrinogen = 1.5g/L

Hemophagocytosis in BM, spleen, or lymph nodes

Low or absent MK.-csll activity (according to local laboratory reference)

Ferntin = 500 u

‘Soluble CD325 (ie, siL2r) = 2400 WmLt

*Supportive criteria include neurolegic symploms, cerabrospinal fud pleoscytosss,
conjugated hypedlrubanermes and transaminiis, hypoalbeminemss, yponatremia,
el gvated Di-dimers, and lactate dehydrogenase (gee bexi for detads). The ahsence of
hemophagocyiosis n the Bl doas nol exclude a diagnosss of HLH.

tMew data show Aoreal vasation by age. Level should be compared with age-
el abed norms.

[Adapied with perrmigsion from Herter et al™. )

OMB: anAaoTikn avaipia



Avendapkeia HUEAOU

= Bone marrow failure
« Immune destruction/suppression

o Aplastic anemia/paroxysmal nocturnal hemoglobinuria

& Medications
» Cytotoxic drugs
» Idiosyncratic reactions to medications

Llarge granular lymphocyte leukemia

o Autoimmune disorders (eqg, systemic lupus erythematosus [SLE], rheumateoid arthritis [RA], sarcoidosis)
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AnAaoTikn avaijia

Idlonabng AA

PNH

KutTapoTo€ikn Bepaneia kal akTivoBoAia

Ioyeveic AOINWEEIC

dappaka (avTi-emANATIKA, XAWPAUPEVIKOAN, GOUAPOVAMIDEC,
avTiOupeo&idika, NSAIDS)

To&ika xnuika (n.x. Bevlevio)

> UOTNHATIKOC EpuBbnUaTwdNnNC AUKOC
GVHD

Ouuwua
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AnAaoTikn avaijia

Idlonabnc AA

PNH

KutTapoTo&ikn Bepaneia kal akTivoBoAia
Ioyeveic AOINWEEIC

dappaka (avTi-enIANNTIKA, couApovapideg, avTiBupeoeldika,
NSAIDS)

To&ika xnuika (n.x. Bevlevio)

> UOTNHATIKOC EpuBbnUaTwdNnNC AUKOC
GVHD

Ouuwua



PNH

XapakTnpIoTIKEC EKONAWOEIC:
« AIJOAUTIKN avaipia

e OpopBoeguBoOAIKn VOOOCG

« AVENApPKEIQ TOU PJUEAOU

' | Anoucia eupnuaTwv
- [lpwivn aipoogpaipivoupia

aigoAuong n
O poHBWOEWV

* O nupeToc anouaialel EKTOC Kal £av
UnNapxel EKTeTapgevn pouBwaon

Medicine: March 2017 - Volume 96 - Issue 12 - p €6403



AnAaoTikn avaijia

Idlonabnc AA

PNH

KutTapoTo&ikn Bepaneia kal akTivoBoAia
Ioyeveic AOINWEEIC

dapuaka (avTi-enIANNTIKA, couA@ovapidec, avTiBupeosldika,
NSAIDS)

To&ika xnuika (n.x. Bevlevio)

> UOTNHATIKOC EpuBbnUaTwdNnNC AUKOC
GVHD

Ouuwua



OUHLWHA
>navio aiTio avoooAoyIkwe dlapuecoAaBoupevnG anAaoTIKNG
avaigiag
Xwpic oupnTwpaTta oto 50% Twv acbevwyv

SupnTwpaTta oXeTI(OPeEVa PE TNV MIECN NAPAKEIMEVWV
dopwv (N.x. Bnxag, duonvola, duokaranooia),
nuacbevelag Gravis

MupeToOC, anwAegla BApouc Kal VUXTEPIVEC EPIOPWOEIC

J Thorac Oncol.;2009 Jul;4(7):911-9



AnAaoTikn avaijia

Idlonabnc AA

PNH

KutTapoTo&ikn Bepaneia kal akTivoBoAia
Ioyeveic AOINWEEIC

dapuaka (avTi-enIANNTIKA, couA@ovapidec, avTiBupeosldika,
NSAIDS)

To&ika xnuika (n.x. Bevlevio)

> UOTNHATIKOC EpuBbnUaTwdNnNC AUKOC
GVHD
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ZUOTNHATIKOC EpUONHaT®ONG AUKOG

[Napoucia EAKWV OTOMATIKNG KOIAOTNTAG AAAQ Kal
YEVVNTIKWV 0pyavwy

ApBpalyiec

AINATOAOYIKEG OIATAPAXEC
daivopevo Raynaud
E€idpwpaTa au@iBANOTPOEIdOOUC

Oupeocidonabeia (?)



SLICC criteria

Skin/mucosa/hair criteria

Immunologic

Acute cutaneous IU us
P e ANA

Chronic cutaneous lupus
e Anti-Sm

Non-scarring alopecia e Antiphospholipid

Ab

Clinical criteria * Low complement
| (C3, C4, CH50)

e Direct Coombs’
Internal involvement test

- Haematological
— Haemolytic anaemia
Serositis

Renal

Neurologic



MeOipaloAn;

AnAaoTikn avaipia

+
. AvTIOUpEOEIdIKO apOpITIOIKO auvdpouo (AAS)
2. ®appakoyevnc Aukoc (DILE)

3. ANCA-associated vasculitis (AAV)

Intern Med. 2016 Dec 15; 55(24): 3627-3633



AvTIOUPEOEIOIKO apOPITIKO CUVOPOUO

« 2ZUVOPOMO UE NUPETO, apBOpalyiec n apbpiTidaq,
e€avOnua kar JUuaAyiec

- Anoucia auTto-avTicwpatwyv (n.X. ANA, ANCA)

* Ynoxwpnon evTog eBOoPadwyv Pe TNV dlakonn
TNG AywYyNnG i Kal TNV ANWn oTEPOEIdWV N
NSAIDS

Intern Med. 2016;55(24):3627-3633



Ayyeiimdoa (AAV)

>uUvNOEOTEPOC EKAUTIKOG NApayovTac n nponuABeioupakiAn
MpwTeC EKONAWOEIC O NUPETOC KAl ol apBpaAyieg
Napoucia MPO-ANCA oTnv nA€iovoTnTa TWV acBevwyv

EkOnAwoeic ano 1o depua (ouvnbwg
AEUKOKUTTAPOKAAOTIKN ayVveliTida), Touc VEpPOUC Kal TOUC
NVEUHOVEC O€ NAPATETAUEVN XOPNyNnon Tou papHakou

Yrnoxwpnon TV ¢AalvoueVwY HPE TN d1aKoMnn Tou papuakou
N KAl Tn xopnynon oTepocldwV o€ BApUTEPEC NEPINTWOEIC

Case Rep Endocrinol;2015;2015:530319



PappakeuTikKOG Aukocg (DILE)

Characteristics

DILE

SLE

Age of onset
Female : male
Clinical course

Symptom severity

Major organ
involvement

Cutaneous
imvolvement

Serologic features

Older

1:1

Remits with drug
cessation

Generally mild

Rare

Purpura, erythema
nodosum SCLE

ANA (homogenous)
Anti-histone
(up to 95%)
Anti-dsDNA (<<5%)

Child-bearing years
9:1

Chronic, relapsing

Mild to severe
Common

Malar, discoid rash,
photosensitivity,
oral ulcers

ANA (homogenous,
speckled)
Anti-histone(up to 50%)
Anti-dsDNA (50-70%)

Lupus. 2006;15(11):757-61



AnAaoTikn avaijia

« Idlonabng AA

« PNH

« KutTapoTo€ikn Bepaneia kal akTivoBoAia
« Ioyeveic AoIpwEEIC

« dappuaka (avTi-emANNTIKA, oou)\cpovapiésq,@upeoe@
NSAIDS)

e To&ka xnuika (n.x. Bevlevio)

&__2U0TNHATIKOG EpUBNUATOING AUKOC>
« GVHD
¢ OUuwWMa




ENOMEVWG...

« Eikova opeiAopevn otnv Anwn pedBipaloAnc?

e 2UOTNNATIKOC EpUONUATWONC AUKOCG?

. ANA

. Anti-dsDNA

. Anti- Sm

. Anti- Histone

. ANCA

. CH50, C3, C4

. Coombs

. Antiphospholipid Abs

ONOUML,WNER



The Village’s Physician, 1880, Sandor Bihari , Brukenthal National Museum, Sibiu, Romania

Euxapiora...



