HwowodlAlk] KOKKLWHATWON
HE MOAvayyeLitidba —
Ghurg Strauss syndrome

Mnaptoéa Awkatepivn

ELOIKEVUOUEVN PEVUUATOAOYLKAG KALVIKNAG
NA «[l.Tevvnuotag»



e 73 etwv pe ofa: AY ( apthodutivn,kvarpidn/vdpoxAwpoBeLalidn)
acOpa (rpo 20etiac) (inh salbutamol)
salospir,lansoprazole

KOLALaKO AAyoc (oo nuepwv) Kot aduvapio Katw akpwv (oo 24wpou)
VEVLKN OLUOTOC LLE EKOECNUOAOUEVN NwolvodiAia

AVTIKELUEVLIKN €€€TON :
e Suayutoc ouplypoc apdw m/m
e JSlatapayn EMUTOANRC ALoOONTIKOTNTAC KATW AKPWV , LULKA LoV poryLoiog Ko
neApatioiac kapgpnc 3/5 kat 4/5 apdpw
 (+) Laseque ap

MoPPUPLKO £EAVONLA KATW AKPWV

Avadepel anwAeta Bapoug 8-10 kgr Toug TEAEUTOLOUC LAVEC



g/e: WBC 22.000/mms, amoAutog aptOuoc EOS : 12048/mm3
CRP :21,9 mg/L (<5)
YEVLKN oUpwV K

CT Bwpakoc : pkpn uTtelwkoTikr) cUAAoyN AE,ypapposldeic atehektaoieg AKA
LLLKPEC KOTA TOTIOUC BPOYXEKTOOLEC

CT/CTA kotAioG: abnpwHaTIKEC AANOLWOELS KOWALOLKAC aopTAC, KoLV S Aayoviou, SMA
XwpLc e€ayyelwon vypou,Xwpic CUANOYEC

HKI xwpic aAAOLWOELG



AIAOOPIKH AIATNQZH YNEPHQZINO®DIAIAZ

 YNEPHQIINOO®IAIKO YNAPOMO (HES)
Muegloumteprihaotiko HES - EOS kAwviknc ¢aonc,F1P1L1-PDGFRA
vEoL avopec, avaluia,OpopBormevia,ocmtAnvopeyaliia
TIAVTO TIAOXEL N KapdLa
Nepdokuttapiko HES - T cell antigen receptor rearrangement
nodakoti totol, 6€ppa, Ao tpoofoAr nivel pova
avénuevn Igk
gEEMEN o Asuyatpio, Aepdwpa
* HQIINOODIAIKH KOKKIQMATQZH ME NMOAYAITEIITIAA
e OIKOTENHZ HQZINOODIAIA
* TEPIOPIZMENH ZE OPTANO : nwowvodAikn yaotpevtepltida,
XPOVLOL NWOLWOPLALKN TIVEULOVLAL

o JYxetwopevn pe dappaka (sdr.DRESS)
TLOLPOLOLTWOELG, LUKNTLAOELG,LOUG
oAAEPYLEC
veonAaopata (peAavwpa,mpootatn,lE2)



AIAOOPIKH AIATNQZH HQZINOODIAIKHZ TTINEYMONIKHZ NO2OY

XPONIA HQZINO®DIAIKH MNEYMONIA - aoBua (50%) , amovoia
£EWOWPAKLKWV EKONAWCEWV

IAIONAGEZ YNEPHQZINO®IAIKO 2YNAPOMO : e€wOwpaKLKEC EKONAWOELC,
olibLa pe Bapupn vaio otnv CT Bwpakog,anovcia AcOUATOC

AANEPTIKH BPOIXONMNEYMONIKH AZNEPTIAAQZH : doBua , TVEULOVIKA
dinBnuata, Bpoyxektaoiec, IgE >1000 ng/mL,xwplc €wBWPAKIKEC EKONAWOELC

HQZINODIAIKH KOKKIQMATQ2H ME NOAYAITEITIAA : adoBua (100%) ,
eEWOWPAKIKEC EKONAWOELC



npedvi{oAovn 1mg/kg B

u/s kapdiag : dtataon AP KOATIOU,TAXUVON KAl A0BECTWON AOPTLKN Kol
urtpostdouc PaABidog

HMNT : miBavr) moAAamArn povoveupitda,mibovn mieotiki PAABN epoviaiou
Kol Kvnpaiov AP kat kvnpaiov AE xwpic otolxeia evepyol amoveupwonc.
Juotaon ywo MRI OMZ2

‘EAEYXOC aVOOOAOYLKOC

QATIOKAELOLOU AOLUWEEWV ,TTAPACITWOEWV ,LUKNTLACEWV (ACTIEPYLAO)

AilpatoAoyikn ektipnon ( OMB, FISH,JAK,PDGFR )

MNopduplko e€avOnua xeL e€adaviotel



WBC 14900 /mm; - EOS 508/mm;
VEUPOAOYLKN cUMITTWatToAoyia emdevwvetatl — oxedOv UNOEVIKA HULKN LOXUC

3npepo PULSE 1g peBuAnpedviloAdvng
KukAopwodapién 15 mg/kg ZB - 6 pnviaiot KUKAoL
TpLueBomnpipun-couvApopeboéaloAn 3/eB6

NEo HMNI : peyaAn peiwon HULKWY KoL olloBNnTIKWY SUVOULKWY KATW AKPWV, LLE
aéovikn BAABN — moAAarmAn povovevupitida

CT Bwpakocg : umelwkoTlk ouAloyn AE,
TIVEUMOVLIKA StnOnipota dvw Aofwv ,8mm kot 9mm



* HAektpodopnon mpwielvwyv —y odatpivn 31,8

* AvoookaBnAwon opou :IgGk povokAwvik 6€oun,avocokaBnAwon olpwv Ko
e IgE 403 IU/mL (<160 IU/mL)

 ANCA apvntka (PR3 1,4 u/ml ,MPO 1,7u/ml)

* [lapoaottohoyikeg kompavwy (-) ,Ag Aspergillus (-), EAeyxoc Aotpwéewv (-)

* 'ExkBeon puelol ootwv -OMB- KUTTAPOUETPLO PONC, KAPLOTUTIOC : eV
TEKUNPpLWvouv dtayvwon M-HES , L-HES

10" nuépa - BeAtiwon VEUPOAOYLKNC CUUITTWHLATOAOYLOG
EMELOOO10 UTIEPKOLALOKAC TaxuKapdiag pe avénon Tpomovivng

MRI kapdLag : ivwon puokapdiov f evanddeon ovcLwv

EGPA pe npoofoAn nvévpova,kopdlac ko tepidpePLKOV VEUPLKOU CUOTHOATOC



Short axes view —oklaypadLkr EVioXuon oTo KATWTEPO Toixwpa AP kolAlag
Kall 0TO HECOKOWALaKO Stadpaypa otnv T1 akoAouBia - mpooBetn BAAPN



EGPA

CHCC2012 : nwowodLALKN) VEKPWTLKI KOKKLWHATWONC PAEYLOV TTOU cUXVA
TMEPLAALLBAVEL TNV OVATIVEUOTLKI 080 KOl VEKPWTLKNA ayYEeLTIOa LLKPWV KoL
LeoalwV ayyeilwv,mou oxetileTal e AoBua Kot nwolvodAia.

1-4/ekat/€toc, 45-50 etwv , yuvaikec/avdpec: 1/1

ACR 1990 classification criteria : aocOua
nwowodiia >10%
TOAU 1] pOvVoveupomaBela
non-fixed mvevpovikeg SNBAoELg
SlatapaxEC mopappLViwy
eEWAYYELOKA OUOCWPEUON NWOLVODIAWV
armottouvtal 4 ano ta 6
gvaoOnoia 85%,s16kotnta 99,7%



EGPA

* H o onavia ano tg AAV

* ANCA (+) oto 50% ,kupiwg anti-MPO,tpog§dxouv cupntwpata
ayyeutdac : onelpoapatovedpitida
deppatikni mopdupa
KU eALOLKN aLpoppayia
TtoAAQTTA povoveupitda
npoofBoAn KN2
 ANCA (-), tpoe€ayxouv nwowoPlAkeg SinORoeLC : kapdlopvomnabela
nepwapditda
neAlbvwon
TIVEULOVLKEC SLNONOoELC

ANCA (+) vynAotepo relapse rate
ANCA(-) vgnAotepo mortality rate



EGPA

TpeLg KAWLKEC PAOELC
Mpodpopun : aocBua,pvikol ToAUTIOOeC, Tt pP AP VOKOATIITLOEC (Ewg Kat 30 £€1n)
HwowodtAkn : EOS >1500/mm mepldeptko aipa, >10% o€ LoToug
Ayyeutidikn : mopdupa,veupornadeta, kuPeAdIkn atpoppayia

O¢epaneia : GCs povoOepaneia av nmia voooc (umotponn 35% oto 1° £€10¢)
Gcs Kat KukAopwaodapidn (6pyava otoyxor) ,AZA ,MTX ,MMF
RTX ,0e ANCA (+) TtLo artoTEAECUATLKO
merolizumab ( mAb évavrtt IL-5) — yia nwowodAtko adoBua,Vdeon oto
50% twv EGPA

5etnc emBiwon 70-90%
Kakn mpoyvwon : tpoofoln kapdiag,MEZ kat nAwkia >65 €1n



3" gyxuon KukAodwaodapuidng — avafoAr oxnUATOC

Avokatamnooio — AsukomAakia otopatoc , pos pAovkovaloAn 100mg x 2

PCR yLa eprintolovc,Aspergilus,Candida albicans, povavec-yaAaktopavavec
[aoTpooKomnon : puoloAoyLlkoc oloodAyoc,oldNUATWIELS EpUBPEC TTUXEC OTO
B0OA0 Kall 0To EYyUC oW

Napaywylkoc Bnxac ,unotpiloviec apdw
HRCT Bwpakog : pukpn unelwkotiky cuAAoyn AE, tvwdn otowxeia Baocswv

dindnpata avw AoBwv pE MIOAVO OXNHATIOMO KOLAOTHTWV

PCR CMV (+), BuBookomnnon ko
vancyclovir 450 mg x 2 ko



15 nUEPEC pETA
riavkuttaponevia (Ht 25,1% HGb 7,7 g/dL, WBC 2200/uL,PLT 107.000/uL)
CRP 57,5 mg/L , depprrivn 1215 mg/L
Tpilovteg AE pEoou kot katw AoBou, J avanvevotikd PiBuplopa AP Baonc
J HUIKn LoxU¢ avw Kol Katw akpwv /drop foot
QATMUPETN

Evapén pepomevepng 2g x 3, petayywon 1 M2E
HRCT Bwpakoc : P dtactacewv dinOnuatwv avw Aofwv( 3 cm kat 3,5 cm ), HKPA

duoaAida agpa eVTOC TOU €VOC , e0TLaKA SinOARpata OapuBnc valov Aavw Kat pEca
TIVEULOVLKA TteESLAL , MUKVOATEAEKTAOLEC PACEWVY



MuegAoypappa — KaAALEpYELO LUEAOU Kat yia TB Kat dturma pukoBaktnpidia
PCR yiwa Aspergillus kat Candida albicans

MpoypOoUMATIONOC YA BpOoyXOOKOTINON

* HAektpodopnon mpwielvwy : y odpatpivn 5,4
MNoootikoc npoodloplopocg : 1gG 2,32 g/L 1gA 0,422g/L IgM 0,318g/L

Xopriynon IVIG 2g/kg /nuépa, yioe 5 nUEPES
npooOnkn voriconazole 6mg/kg 2B kat otn ouvexela 4mg/kg

*  UMOKUTTOPLKOG LUEAOC OTO HUEAOYPOO — TTpoowpLvry Stakorn BavowkAoPipng
Kol TpLpeBornpipunc-couvAdopeboéaloAnc , duAAwiko acBEotiovls mg x 2 yia 5

NUEPEG



7" nuEpa voonAeiag : avatpio,Aeukorevia,deiktec dAeypovNic - BeAtlovpevol
* /I tpomovivng - otedpavioypadia — stent oe mpocOLo kaTLOVTA
* AkUpwon Bpoyxookomnong

10" nuEpa : daxutol Tpllovteg Kol pEYXALOVTEC

HRCT Bwpakoc : unelwkotik cuAAoyn AP, mukvoateAeKktaoia Kat

aepofpoyxoypappa apdw 1/m, mukvwon AP avw AoBoU pE KOWAGTNTA , TUKVWON
AE avw pe puoaAidec agpog






MAgupokévtnon — 90 cc TAgUPLTIKOU LYpPOU
KuttapoAoyLkr, xpwon Ziehl-Nielsen,k/o kat PCR ywa B.koch,

atura,Nocardia, Kpumnttokokko,ADA

K/a alportog Kat mtuEAwy yua B.koch ko atumna

Audpwpa , ADA (-) , apvnTtiko yla kakonOeia

AAN\Qy) LEPOTIEVEUNG OE BOVKOMUKiVN
NMPOOoBNAKN AVATNVEVGTLKAC KWVOAOVNG Kol KAapLlOpopukivne
voriconazole



15" nuépa : Het 32,5% , HGb11 g/dL, WBC6500/pL, PLT241.000/ulL
MoooTkoC mpoodloplopog g kd

Eribelvwon avamnvevotikol , T dektwv GAEYUOVAC, AITWAELX AKONG

HRCT Bwpoakoc : avénon evpnuatwv Oapfnic vaiouv

CT omAayvikoU Kpaviou : kataAnyn ypopiwyv ,nOpoeldwv, LECWV WTWV KoL

LOOTOELOWV , TTAXUVON TUUIAVLKNAC HEUBpAvNC AE ,UNEPTIUKVO UALKO OTNV

TIEPLOXN TOU KOXALQ

3nuepo pulse 500mg solumedrol
Evtunwolakn BeAtiwon avanvevotikol Ybupiopatog, CRP kd



e 25" nuépa voonAeiag : Suomvola,taxumvola
Sa0, 82% , PO, 45 mmHg
Enteiyovoa CTPA (-) yia mveupovikn pPoAn

BeAtiwon aKTWVOAOYLKNC ELKOVOC, LELWON TTUKVOATEAEKTAOLWVY

KOLAOTLKA SLNOrpato we £XoUV,TEPLEXOEVO EVTOC BpoOyxoU
Ag Aspergillus (+) - aomepyidwpa

Maoka emavaetonvonc 100%
Evhuépwon MEO — dtaocwAnvwon

AmteBilwoe 6V0o eSopAdEC LETA — TTOAUOPYAVLKI) OLVETIAPKELL



Inhalation of Aspergillus spores

}

Cavitary lung Chronic lung disease or
disease BAild ICH

! ! |

Mo Sequel Aspergilloma Chronic Necrotizing
Aspergillosis

Ficure 1. The clinical spectrum of conditions resulting from the inhalation of Aspergillus spores.
ICH = immunocompromised host.




Table 2—Diagnostic Criteria for ABFA

Asthma

Immediate skin reactivity to Aspergillus
Serum precipitins to A fumigatus

Increased serum IgE and IgG to A fumigatus
. Total serum IgE == 1,000 ng/mL

Current or previous pulmonary infiltrates
Central bronchiectasts

Pertpheral eostnophilia (1,000 cells/pl)

= NEN

=l

Table 1

Major Risk Factors for IPA

=

Prolonged neutropemia (== 3 wk) or neutrophil dysfunction
(chronic granulomatons disease)

Corticosterold therapy {espectially prolonged, high-dose therapy)
Transplantation (highest risk 15 with lung and bone marrow)
Hematologtc malignancy (risk 1s higher with leukemia)
Cytotoxtc therapy

ATDS (nsk increases with lower CIDd count )

S

The Clinical Spectrum of Pulmonary Aspergillosis
Author links open overlay panelAyman O.SoubaniMD?Pranatharthi H.ChandrasekarMD https://doi.org/10.1378/chest.121.6.1988



https://www.sciencedirect.com/science/article/abs/pii/S0012369215350364
https://www.sciencedirect.com/science/article/abs/pii/S0012369215350364
https://www.sciencedirect.com/science/article/abs/pii/S0012369215350364
https://www.sciencedirect.com/science/article/abs/pii/S0012369215350364
https://www.sciencedirect.com/science/article/abs/pii/S0012369215350364
https://www.sciencedirect.com/science/article/abs/pii/S0012369215350364
https://www.sciencedirect.com/science/article/abs/pii/S0012369215350364
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