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Agv VTTIGpYEL GUYKPOLOT) GLUPEPOVTOV




20/10/2023
* Avédpag

32 gtdHv

AITIA EIYXOAOY * AekoTikn| TTUPETIKT Kivnon aTtd @pav kot Oopaxadyio




* Zuvépopo EVANS

* YToyappac@aiptvoipio-AvocooveTTapKeLo,

« PSC
ATOMIKO « Crohn
ANAMNHYTIKO o ZTTANVEKTOUT], YOLOKLOTEKTOWN
* [lapeom aprotepng eoVNTIKNG YopdNc-Onimdec Ca
Bupeoerdovg

e ZOVOPOUO aVIICLY®OV GKP®V




PAPMAKEYTIK'H

AI'QIH

VTTOJOPL. Y cQapiv
Mycofenolate mofetil
Ursofalk

Tpaloddvn

TPAUAOOAN

dralerTaun
YKOUTTATTEVTiVN
KOLETLOTTIVN

TTavtoTTpaloin



* Zotwa Znpeta: AIT 120/80 SP02 90% 0,21 p02 RR 22
E&étaom xatd cvotpota

IIAPOYXA * Ovonua tprydoyvag, tpiovieg apem Ae>Ap
NOX2Og

Kowud MAE EH+ nmatopeyaiio

PYIXIKH Avev odnuétov,
EXETAYH Xpotd IKTePIKN,

Agpgadéveg tpaynikoi <1 cm

Xopig eEavOnquata, Mnviyywd onueia -




BIOXHMIKEXZ EZEETAXEIX AIMATOX

AIMOAIAT PAMMA
WBC 26,63 "wkdin 66 PopopOg 3,7
- -Ovpia 36 Ovpd 0&L 5,2
HCT 34,6 Kpeativivn 0,97 AABovpivn 445
MCH 22,3 0\ucég Hporteiveg 68,5 Natplo 138
ITAPOYXA MCHC 31,8AMS 182K60 3,7
RDW 23,4AST (SGOT) B9 Aopéotio 9,4
NOEO S PLT 140ALT (SGPT) 25 XAmplo 103
EPI'AXTHPIAKA Neut 11,6C.K. 285Mayvicto 1,88
K.AI Lymph 4,52- -- -
Mono 3,330t} Xohepupivn 394LN.R 1,04
AHEIKONIEEIS Eos 0,88 Aecog Xohepupivn | 1)79 APTT 34,1
‘Eupecog Xokepubpivny
— 0,30 2,15D-DIMERS 3,19
AEK % fojgy <IN eeovodon 104 FIBRINOGEN 253
AEK # y-GT

0,534 188Coombs Apcon  IgG (+)




ITAPOYXA
NOX2Og
EPI'TAXTHPIAKA

KAI
AITEIKONIYEIg

A0 AVTIKOG €MEYY0G
2idnpog

Deprrtivn

Bitapivn B12
dviko 08D

I'evikn ovpwv
Oporoyikog

ToAoyikog
PCR CMV EBV
AMK x 5

207
549,0
545,0
2,1

2 TTvocQaipia

apvntikd IgM
aAPVNTIKOG
PV TIKEC
ApPVNTLKEG



I[TAPOY XA NOXOX

Axtvoypagia Ompakog dmnuata deSia




I[TAPOY XA NOXOX

CT 0wpaxog Baupn vYarog auem, olidta auem, TTodaic AeppadevoTtadeio,




I[TAPOY XA NOXOX

CT 0wpaxog Baupn vYarog auem, olidta auem, TTodaic AeppadevoTtadeio,




ITAPOYZA
NOXOg

IImrepaxiiiivn
TOLOPTMAKTAT)

Eurteipin avtifotikn ayoyn

Mo&rproacivny

TpwueOompiun
covA@anedocalo
M

YOVKUKAOPBipM




* loyevng Mvevpovia
* Ewdwm Aoipwén-CMYV, PCP, actrépyiddog, vokapdta
* Qupatioon

IIAPOYZA NOXOXZ

AIA®OPOAIATCNQEH * Aidpieon Tivevpovortadeta

* Zaproeldmon/AAAeg KOKKIOUATOOELS VOGOL

* Metaotatikn vOcog 6To TIVEDLOVA




* Bpoyyookormon
» Kollepyereg

* Film array

—  Apvntikd
» Ziel Nielsen PYI
 pcrTB,ASP,PCP
* Agpgoxkvrtapwo BAL
ITIEPAITEPS
AIEPEYNHH * T xbttapa, CD4>CD8:7,2
MagapEgoy ddad 0 siagaeoAoyIKOG
BBLUEORUTTApWon BlNoyoc XapnAdc Adyoc
[MveupoviTida and
2. aPKOoEIdWON B urepeuaIodnaia
|S10maBN G TVEUPOVIKIY/NEWEIY Y EIPOTW
BupnAiwon on BOOP
AcBEoTwon Apidvtwon
Dyéhepuwpo HIV
Peuparogidng QapUOKEUTIKA




* Echo kapdiég ef>60 % , coPapn avemdpkeia tprydoyvog,
extipopevn PASP 60

e ZmvOnpoypaenuo atpdteong MVELHOVAVY Xpovia
OpopPoepforikn vocog

IIEPETAIPSQ

AIEPEYNHXH

o XTIEPOUETPNON NTTLO TTEPLOPLCTIKO TIPOTLTTO

* Aeflo¢ kabetnplacpog
« PASP 65 mmhg




* > ooglg solumedrol + IVIG— agplopetpikn Bertiwon =2

alaOsrotipivn + medrol,

ITEPAITEPSQ » EBUS «kokkiopata o€ TToAaiong Aeppadéveg
AIEPEYNH2H * Avocoloywog aCL IgM, C3 C4 yapnAa, Aoutd apvntika,

liver screen, myoscreen apvntikd




ATOHIKO avauvnoTIKO
0000

AIHA, IgG, C3D, YTTANVEKTOUN, XOAOKLOTEKTOUN, HTTOP
YTToyaupaogaipivaidia TTEQITTUACIA AEUPOKLTTAPIKG SINBAUATA

2003 W 2009 2016

) (7 ) (77 )
& NS & & N\

2013

ITP, CD4 AepporTrevia Ymrotpotin Evans, AbEnon ITP, restless leg syndrome,
XOANOOTATIKGV £vOU®Y, rituximalb CVID mmf




ATOHIKO avauvnoTIKO

0000
OPOPPWON ap KAasoL TTVAdIag, Biowia OMB GVTlépooTlKég AANOITEIG,
OTOMAXOL KOKKIUATA, HTTap TTEQITTLAQIC YQOTPOOKOTINGN HIKOOKOKKIGHATA, .
VGO N, AepPOKLTTAPPEIKN §INONCN, KOKKIUATA, 5UGCP'00V|C': TTAPECN APICTELNG PWVNTIKNG
rossetes, XopdNng

2018 W 2021 09/2023
) (7 ) (77 )

& & & & &
05/2023

XoAooTaTkd, Bioyia nratog MRI evammoBeon o16npoL NTTap, oPnVoEeldEig OnAwbec Ca BupeoelboLS
ATTOPPAKTIKNG XOAQYYEIOTTAOEIAG BAQREC VEQPPWY KOKKIWUATA- EUPOAKTA?




* Ag@aipgon Bupeoetdong kot Aeppadevikog kadapiopdg

» Eumopeto, emocivoon dvcpmviag, dvokatartocio

EITANEIZAT'QI'H
ENA MHNA
APT'OTEPA

L




AIEPEYNHXH
NEYPOAOI'IKHg

2HMEIOAOTI'TAg

MRI eyképarov Tphyniov yopic eikova TTPocPoAng
TTUPTV@V TIVELUOVOYAGTPIKOL 1] GAAN pala

ONII o kuttapa xwpic Aevkmpa

HAextpu ayoyipdmta mvevpovoyastpikov 950 Ko ap
VEKP®OT)
Mavopetpia o1co@ayov yevdoayaroacio

Ieprpepikn vevpitida covopopo ortner?



[TpoBARMATA TOU QAPPWOTOU

. . Mveupovotrddsia
Mepi1pepikA veupoTTadeia

. . GLILD
» Tapeon gplcm:g ns Mveupovikn
PWVNTIKNG XOpong :
*  Yeudoaxahaoia uTepTaon
 RLS °
*  KOKKIWMATWOT)
Bupeoeidoug, AlaAgitrov d1appoiko

*  BnAwdeg ca

r CVID
) AlIHA, ITP
[evikeupévn

AeppadevoTrdbeia
2UXVEG AOINWEEIG

ouvdpopo,
KOKKIWMATA TTETTTIKOU

HtraTiki Kippwon
2ToIX€Eia auTodvoong

NTTATITIOAG KAl TTApOouUaTia QD

KOKKIWUATWYV
Opoupwon KAGdou TTuAaiag




2UVOETIKOC KpPIKOG;




Aidgueon
TTVEUHOVOTTA0EIa




CVID
KAINIKEY

EKAHAQYEIY

Eyyevég avooiokd éAdeppa, 1/25000

Awgopottoinomn B Agpgpoxvttdpov kat TTapaymyn
AVOGOGPUPIVOV

Xaumii IgG + IgA +- IgM
Zuyvéc Aopméelg (94%)
Avtoavooeg ekdnlooels aipa opyavoeowes (30%)

ITvevpovottadera (29%)- Bpoyyextaoieg, diapeon vocog,
GLILD

IBD like, nrratwkn vocog (15%)
Kokkiopatwong vocog (10%)

Kaxon0gieg memtikov Aéppopa (8%)



* Etgpoyevég voonpa

* YToyappoacooapvaipio

* ATovcla avootlaxkng ardvinong oe epfoiacpod

* AmokAeiopog devtepoTadav artimv

* Xapnia CD20 (+) CD27 9 (+) IgM (=) IgD(-)
CVID * Advvapia ToAlammAactacpov T kuttapov, T e&dviinon
ATAT'NOS>H » TI'evetkdg eleyyoc BCMA, TACI, BAFFR Ogtikdg o 30%

HA@OFENEI A *  Qawotummk ta&ivopnon achevov

* Xopig emrmlokég
* Avtoavocia
*  Agpgoxvtraptkn omonon opyavev
* Evrtepomabera
* Aépoopa
* Ogpalleia YTIOKOATAOTAON LE Y GOPOIPIVY] KOL AVTIULETAOTTION TOV
ETMITAOKQV




NOXOI ME
IIAPOYZXIA

KOKKIQMATSCN

Inducers
Bacteria

Fungi

Protozoa

Helminths

Organic dust
Metals

Diseases
Brucellosis
Syphilis
Bartonellosis
Lymphogranuloma
venereum
Tuberculosis

Leprosy
Histoplasmosis
Coccidioidomycosis
Blastomycosis
Leishmaniasis
Filariasis
Trichinosis

Schistosomiasis
Hypersensitivity
pneumonitis
Berylliosis

Zirconium granulomas
Sarcoidosis

Crohn’s disease

Inducers Diseases

Unknown Primary Biliary cirrhosis
Wegener’s granulomatosis
Granuloma annulare

Inanimate agents  Silicosis
Asbestosis
Granulomatous inflammations
to inanimate
Surgical sutures
Silicone
Talc
Tatoo pigment
Keratin
Aspirated material

Malignant tumor-associated
Malignancy granulomas

Hodgkin’s disease

T cell lymphomas
Seminoma of the testis
Large cell lung carcinoma

CVID, Chronic
Immunodeficiency Granulomatous Disease



A TB granuloma /‘

KOKKIQMA-
@ EPAH EYTI KO E 8'°°" aggregates . Oytotoxic 008 T cel

| PlasmablastB cell

23 0. €0);

@, Inflammatory monocyte

mTORC1 and glycolytic metabolism @ Th1 CD4* T cell
High expression of IDO1 and PD-L1 s

Epitheliold macrophages
walling off Mtb ) -
' ' Mib S Multinucleated giant cell (MNG) @ 7
[TaBopuoioAoyia KOKKI®WIATOG 52%{; Maabolcalyacve e crgmnem
Mtb HSP Neutrophil
OOJIEG ATTOTEAOUMEVEG ATTO S @+
paxkpopaya T xkat B xuttapa @) mastcan
NK cell

pakpo@aya > ermbnAioe1dn kat ®

IEN-y Th17.1 (IFN-y producing)

( Fibroblast

ITOAUTTUPT VA

Macrophages with activated
mTORC1 and glycolytic metabolism

Epitheliold macrophages

among MNGs MNG

Unknown myriad of antigen
which could include low dose Mtb
"

HHIHTULIC THITUTIAIDINID VI YIATTUIVITIA TVITTIAUUIL 1T SQATLVUIVUOIO Aliv LuuUlbUlOSlS J CI”

Invest. 2024;134(1):e175264. hitps://doi.org/10.1172/JCI175264.



https://www.jci.org/articles/view/175264
http://www.jci.org/134/1
https://doi.org/10.1172/JCI175264

ECQTEPIKH IIAPAKOAO'YOHXH

OepaTTELTIKT] AVTILETOTTION KOl OLEPEVVIGELS

Emoeivoon yolootatikwov
Kol TTVELLOVIKNG VTTEPTACT|G

Emdeivoon Fibroscan 17 kPa
YOLOGTOTIK®OV
KOl OLLOAVGTG R

W A

tvn lasix

AZA + o’ Hule S
fimatog ivoon,
sildenafil evartobeon

Beltioon yorootatikav G101 POV
“ KOl LOAVGNG




OEPAIIEIA-IIAANO

.. Behtioon Mysvpovikig vIEpTacng

Ytoyog PASP <35

Whole genome sequencing

AvAoelEn avootokoy EAAEILOTOC

Metapdoyevon NmaTog

Mn avtiotpert BAGPN

Moviun avocoKaTaoTOAN

Screening yio AEUQOLOL
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