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Kussmaul A, Maier R. Ueber eine bisher nicht beschriebene eigenthiimliche
Arterienerkrankung (Periarteritis nodosa), die mit Morbus Brightii und rapid
fortschreitender allgemeiner Muskellahmung einhergeht. Dtsch Arch Klin
Med. 1866. 1:484-518.
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Ot Kussmaul A kat Maier R meptypaddouv 1o 1866 tnv maboloyoavatopia Kot
TNV Katovopn Twv pooBeBAnUEVWY ayYELWV OE LA VEO VOOOAOYLKH ovTOTnTa
niou ovopadlouv olwdn moAvaptnpitda



Polyarteriitis nodosa: Makroskopisches Praparat des Herzens mit in reichlich
Fettgewebe eingebetteten, knotig verdickten koronararteriellen GefaRen
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Kokklwpoatwodng BAABN ouvuTtapyel Le ayyeLtidoa Kot
EVTOTIL(ETAL KOIL OTO QVWTEPO OVOTTVEUOTLKO
MpwTtoneplypadetal to 1931 ano tov KLINGER H ka
ocvotnuatikotepa oo tov WEGENER F

KLINGER H. Grenzformen der Periarteriitis nodosa.
Frankf. Ztschr. f. Path., 42: 455-480, 1931.

WEGENER F. Uber generalisierte, septische Gefsnerkrankungen.
Verhandl. d. deutsch. path. Gesellsch., 29: 202-210, 1936.

WEGENER F. Uber eine eigenartige rhinogene Granulomatose
mit besonderer Beteiligung des Arteriensystems und der
Nieren. Beitr. z. path. Amt. u. z. allg. Path., 102: 36-68, 1939.



[MotBoAOyOOVOTOLLKA EUPMOTO OTNV ayVELTIOA
rnov rniepleypae o Wegener

Pwiko¢ BAevvoyovog Mvevpovag
DAeyLOVWENG KOKKLWHATWSENG LOTOG KE VEKPWON Ko Eotieg véEkpwong nepBaAAOEVEG Ao ylyavtokUtTapa
6nOnuévn aptnpia KOl KUTTAPLKA StnOrpatoa
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O Wohlwill F mepypadel to 1923 tn LOKPOOKOTILKH ayyeLiTda KoL
ol Churg J. kot Strauss L to 1949 tnv aAAEPYLKI) KOKKLWUATWON Kol
OTN OUVEXELA TNV QAAEPYLKI KOKKLWHOTWON ayyeltida Kal

TS Staxwpilouv amo tnv olwdn rmoAvaptnpitda

e Wohlwill, F. Uber die nur mikroskopisch erkennbare Form der Periarteritis
nodosa. Arch. Path. Anat. Physiol. Klin. Med. 1923; 246:377-411

 ChurgJ., Strauss L. Allergic granulomatosis (abstract). Am. J. Pathol. 1949;
25:817.

* ChurgJ., Strauss L. Allergic granulomatosis, allergic angiitis, and
periarteritis nodosa. Am. J. Pathol. 1951; 27:277-301.
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Ta&wounon (A. Zeek, 1952)

 NekpwTlkn ayyetitida
1. Amo unepevalodbnoia

2.  AMN\EPYLKA KOKKLWMATWONC

3. Peupatoeldng

4. Olwbdnc meplaptnpitida

5. Kpotadwn ayyetitida
 Kokkiwpatwon Wegener AyvwoTa otnv AyyYAOCQEOVIKI)
Takayasu aptnputiSa BiBAIoypa@ia HEXP! TO TEAOG TNG

dekaeTiag ‘50



Wegener’s Granulomatosis
JOHN L. FAHEY, M.D., EDWARD LEONARD, M.D.,
Bethesda, Maryland
JACOB CHURG, M.D. and GABRIEL GODMAN, M.D.
New York, New York
American Journal of Medicine 1954
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CLINICAL FINDINGS IN TWENTY-NINE CASES OF WEGENER'S GRANULOMATOSIS
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Imirial Complaint | ]lu'_pm

| burr: :mlu:lt:l: —

Maillary pain,
saddle nose
Severe rhinitis

| Bevere sinusitis,
headache, fever
Rhinitis, epistaxis

Ear pain and
discharge

Laur:h rl'ﬁ.p'nea,
dys

Wea :nuq cough,
night Fweats

Baddle nose, fever,
wasting

| Nasa] bleeding

Myalgia, rash,
hemopyeis

Gum uleer, eough,
fEser, Waaling

| Purulent wpu_rtnrn

fever
Hearing loss, pain

! imear

Rhinitis, simitis
Cough, Tever,
EN1

Fever, chest pain
Blmuriti
Nasal ulceration,

vinugilis B
Bhinitis, larnygits

Hemoptysia, weight
bass

Dyspnes, eough,
fever

Sinusitis, ateleciasis

Binmsitis, arthritis

Orchitls, weaknesa,

weight Joss
Severe ginusit

| Bimusitla, otlis

| Sinmsitia, otitis

Poeumonia,
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Chest X-ray

| Lesions | )
Mo report |

Paeumonifs,
LLL
Mo report

Shadaow, Left
hilugs

Infilirates,
bt [unga

Infitirates,
bilateral

| Shadow, LLL

Interstitial
fibrosic

No report

Lm‘igul:ll:m

u‘l.plul lesion
| with fAuid
lBrunu:hl.tcmu,

| Inﬁllnt\m
both ]u.ngu
No repaort
Infilirates,
Thath lungs
Infiltrates,
bath lungs
Infilirares,
bruth ll:ngs
Infiltrate,
ap"u'a]
Congestion

Infilirates,
L I L and
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| Infilirate, uL

Neg. 1 month
before death
Infilirate, left

| Effumion,
| indiltrace
Infilivates, one
cavity
Infiltratca,
both Jungs
Infilirates,
LLL and
LTIL

Imfiltratc, RLL

Terminal |

NPN or
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“Crher Organ Manilestations

Other Remarks
| Propiesis | btn'-]mm prominent; nephrits unsuspecied; cavie of death # renal
failure
| Bomniitia Wldnpr\cnd rodpirntory tract [ceione; rorminal urcmin

Heart (ERG | Diestructive rhinits with renal damage; terminal poeumonitis
chan
'.\‘qu[[‘: |:1]:.-|:r Ulcerative respiratory tract lesions; terminal uremisa

cieoiionen. .. Bhinitis; hilar lesion thought o be tumor; terminal uremia

. .|Brir:F, unreminting course with death in uremia; tubercubosis and
nephritis au:pecled
| Pecurrent symptoms referred to jointz, heart, respiratory tract and

kidneys
i Hesirt failure 1 Courie !I.IE‘E!.’.!‘H.‘!’J. pn]yart:ﬁf'l.:; death in cardiac fa.i.ll:l'rr.', mecdiastinal
mals fot mentioned

{ Parotitis Destruetive rhinizis; weight leas, fever, rising globuling sarcoid sus-
pL'C!l.‘q:]; terininal uremia
Uleers on Bronchicctasis; mediastinal tumoer suspecied; scanty data
| tomgue
| Pulmonary Lung lesions, with hemoptysis; then generalized arieritis, renal
ComEestion insufficiency

............. Peraistent gum ulcer, lung lesion, fever, weakness; Diagnosia; ¥ lung
{ wlmoess, py nsiiesi s, wynis
............ ‘:ymm:mn suggesicd pulmonary infection but little antibiotic re-
| sponse, then sudden renal failure
Pulmaonary and renal findings suggested renal tumar with meta
Lases
oo | Brief course of severe sinusitis and rhinits; death in uremia
oo Bhort course with pud wystemic symptoms, then sudden
rengl [atlure; polyarteritls suspected
......... Fever and hloody pleural effusion; beiel course with death in uremia
Cornea] wleer | Peesistent rﬁ[:‘lrn'h:ry TEaet beginms: J|1"I|1:’]Ii:|,, akin rash: death n
uremia
Heart Failure | Progresive nagal and sinus lesioms; heart failure amd uremsia
terminally
Heart Fallure | Similar o above pass, Dmgnmu in hath: pn!-.-art!n'ls nodosa and
nasa] granuloma
Lung lesion, resected; then recurrence, followed by arteritis amd
uremia

[ .
| Stomaties

| Widsspread lung lesions; progressive azotemia; ¥ pulmonary or
renal death
S:w:lrt simusitis and lung granoloma, followed by sudden renal
¢ failure
| Main Eammum migratory arthritis and fever; lerminal acute arthritis,
aizbial razk, uremia
ﬂ:tl! and Jung besions suggested malignancy; weminal arthriti,

Prostatitis,
orchilis skin lesions, urﬂrﬁa

Parotid, Destructive sinusits; transient lesions [ other organg;, sudden onsel
heart, teatis | of perechial cash, weemia

Long histary of sinwsitis and signs of renal damage, 7 seplicemia

terminally
Heart Seviore ﬁ|r‘|_u5|[|ﬂ and otitis mediaj marked pulmenary and renal ois-
ks Al T-ﬂpid COUrse
Prostaring, Diestrpctive sinusttis; granuloma, causing progressive lu:tﬁ gesiric-

papillivs | than; renal damage; subacuate course




Inirial Complaint

Severe sinuaitis

Maxillary pain,
saddle nosc
Severe rhinitis

Scvere sinusitis,
headache, fever
B hinitis, epistaxis

Ear pain and
discharge
Catarrh, dyspnea,
dyslzluig:i.a
ness, cowgh,
night sweats
Baddle nose, fever,
wastin

Masal hﬁ:ﬁling

Myalgia, rash,
hem-:npwsm

Gum ulcer, cough,
fever, WaAsling
P‘uru[-l:nt sputirm,
fever

Hearing loss, pain
in ear

R.Inmns, sinu=itis

h, fever,
raci-e

Fever, che.st pain

Sinusitis

MNasal ulceration,
sinusitis

BEhinits, larnygitis

Hemoptysis, weight
loss

Dwysprnea, cough,
fever

Sinusitis, atelectasis

Sinusitis, arthritis

Orchitis, weakness,
weight loss

Severe sinusitis

Sinusitis, otitis

Sinusitis, otitis

Poocumonia,
sinuaitis

Remarks

Si.miﬂi.l.ia preminent; nephritis unsuspected; cause of death ? renal
failure
Widespread respiratory tract lesions; terminal uremia

| Destructive rhinitis with renal damage; terminal poneumonitis

| Uleerative respiratory tract lesions; terminal nremia
Bhinitis; hilar lesion thought to be tumer; terminal uremia

Brief, unremitting course with death in uremia; tuberculosis and
nephritis suspected

ch_néurrcnt symptoms referred to joints, heart, respiratory teact and

idneys

G:mrs?suggmtcd polyarteritis; death in cardiac failure; mediastinal
masE not mentioned

Destrective rhindtis; weighe loss, fever, vising globulin sarcoid sus-
pected; terminal uremia

Bronchicctasis; mediastinal tumor suspecied; scanty data

Lung lesions, with hemopiysis; then generalized arteritis, renal
insufficiency

Persistent gum ulce T, lung 1c.sipn, lever, weakness; Diagnosia: ? lung
almsuens, puuauluuum, I[::J

Sympmm.s suggested pulmonary infection but little antibiotic re-
sponse, then sudden renal failure

Pulm-nnary and renal findings suggested renal umor with meta

| Bm:[' course of severe sinusitis and rhinitis; death in uremia
Short course with pulmonary and systemic symptoms, then sudden
renal failure Iyarteritis suspected
Fever and blmx‘fu pleural effusion; brief course with death in uremia

Persistent respiratory tract lesions; arthritis, skin rash; death in

| uremia

| Progressive nasal and sinmus lesions; heart failure and uremia
rerminally

| Bimilar o above case. Diagnosiz in both: polvarteritis nodosa and
nasal granuloma

Lung lesion, resected; then recurrence, followed by arteritis and
uremia

Widespread lung lesions; progressive azoternia; * pulmonary or
renal death

Severe mimusitid and lung granulema, follawed by sudden rénal
failure

Main problem migratory arthritis and fever; terminal scuete arthritis,

techial rash, uremia .

'l!:;ﬁs and Jung lesions suggested malignancy; terminal arthritis,
skin lesions, uremia

Destructive sinusitis; transient lesions in other organs; sudden onser
of petechial rash, uremia

Long history of sinusitis and signs of renal damage, ? septicemia
terminally

Severe sinusitis and otitie media; marked pulmonary and renal dis-
ease; rapid courso ] i

Drestruetive sinusitis; granuloma, causing progressive lung destruc-
tion; renal damage; subacute course



AyyeLitioec

Taéwvounon

MeyeBoc Ayyeilwv

AvTlowpOTOA KOTA
KUTTAPOTIAOLC LLOLTLKWV
QVTLYOVWV TWV
ovdetepodiAwv (ANCA)

OEPATEVTIKN TIPOCEYYLON

Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
igA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
fAnti-C1g Vasculitis)

Medium Vessel Vasculitis

Polyarteritis Nodosa { Anti-GBM Disease
KawasakiDisease

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyongiitis
| Granulomatosis with Polyongiitis
| | [Wegener’s)
Large Vessel Vasculitis Eosinophilic Granulomateosls with Polyangiitis
Takayasu Arteritis {Churg-Strauss)
Giant Cell Arteritis




AyyeLTLOEC
[MpocBoAn ayyeiwv

e Evoc opyavou
— Agppa (kaAondnc — avtoneptlopt{Ouevn)

* [MoAAwvV opyavwv (tautoypova)
— AnelAntkn ya tn {wn
e AyVELWV HE HUTKO TOLXWHUO (EOTIAKEC - TUNUATIKEC)

— Aveuplopata =2 PAén =2 Awoppayia ’
— Itevwon > Eudpakto opyavou ETTITTAOKEG



AyyeLTLOEC
Taéwvounon

* Mpwtonabeig o AguTeEPOTTAOEIC
o /N\OINWCEIC
o Pdapuaka
o NeotrAaaieg

o AuTOodQvooa vooruaTa



AyyeLTLOEC

Taéwvounon

MeEyeBog
ayyeiwv MPQTOINAGEIZ
Meyeho [lyavTOKUTTAPIKA 1) KpOTAYIKN)

Takayasu
MEGO ngéng I'IoAuapmpn@a

Nooog Kawasaki

KokKIwPATwon e TTOAUQyYEITIOO (Kokkiwudtwaon Wegener)
Mikpo6 & Meoo HwoIVOPIAIKA KOKKIWHATWON PE TTOAUaYYEITI®A (S0vSpouo
ANCA+ Churg-Strauss)

MIKPOOKOTTIKI TTOAUQYYEIITIOO

Kpuoo@aipivaidikn ayyelitidoa
Mikpo /\EUKOKUTTAPOKAQOTIKN

Mop@pupa Henoch-Schonlein,




Mpwtomabelic Ayyeltidec

ANCA+ AyyeLitidec pkpoU Kol peocaiou
neyeBouc ayyeilwv

— Kokkiwpatwon pe toAvayyetitda (Kokkiwpatwon Wegener)
— MuwpookoTtikr) TtoAvayyetitida
— HwowodAkn KOKKLWHATWON e TtoAvayyetitida

(20vdpopo Churg-Strauss)



AyyeLitioec
ANCA

Tummo¢  Avmiyovo

c-ANCA: Tlpwrteivaon 3 (PR3)

98% O€ EVEPYO KOKKIWPATWON ME TTOAUAYYENTIOO
20-40% 0€ PMIKPOOKOTTIKN TTOAUAYYEITIOA
35% O€ NWOIVOPIAIKI) KOKKIWUATWON JE TTOAUQYYEITIOO

Weudwg BeTIKA
» QuuaTiwon
* Aoipwén HIV



AyyeLitioec
ANCA

Tummog  AvTtiyovo

P-ANCA: MuegloUtrepoceiddon (MPO)

40% o€ evepyO KOKKIWMPATWON ME TTOAUQyYEITIOO
60% O€ MIKPOOKOTTIKN TTOAUAYYEITIOO
40% o€ NWOIVOPIAIKA) KOKKIWMATWON ME TTOAUAYYEITIOO




Aturta ANCA

e Avilyova
— EAaotdon twv AEUKOKUTTAPWVY
— Naktodeppivn
— KaBepivn G

— BPI (bactericidal/ permeability increasing
protein)



AAEC PAEYLLOVWOELC VOOOL
ANCA

e AAM\EC OLUTOAVOOEC VOOOUC
— Pevpatoeldng apBpitda: 30%
e Juvdpopo Felty: 90%
— ZuoTnHOTIKOC EpuBnuatwdng Avkoc: 10-20%

* QAeypovwOELG VOOOL TOU EVTEPOU
— EAkwéNC koAitida: 50-70%
— Noooc tou Crohn: 10-30%

e Avutoavoon nratitda tumov |: 90%



Ayyetittoec ANCA+

KokKlwpatwon Ue MULKPOGKOTILKN Hwowodhikn
rmoAvayyeltda TIOAVAYYELTIO | KOKKLWUATWON UE
(Kokkiwpatwon Wegener) Tto\U ayye Utla

(Churg-Strauss)

Entimtwon (ava 107) 20-50 20-50 1-4
Avépec/Tuvaikec 1/1 1/1 1/1
‘Evapén vooou Oteia Oteia Oteia

Mn €L81KA CUMTTTW AT
(ApBpalyiec/Muadyiec, 70-100% 55-80% 30-50%
Mupetog, E€avOnpata)




Ayyetittoec ANCA+

Kokkiwpatwon pe | MKpOoKOTILKN Hwowodhikn
noAvayyetitda TMIOAVQYYVELITIOO | KOKKLWUATWON UE
(Kokkiwpatwon Wegener) Tto\U aVVELiTLS(I
(Churg-Strauss)

AM\ePYIKO 00O - - +++
BAevvoyovol +++ + +
Agpua + ++ +++
OdBaipoi/QPA + +/- +/-
QPA +++ +/- ++
MveVpOVEC +++ +++ +++
NeupLko ++ ++ +++
[OOTPEVTEPLIKO +/- +/- +/-

(M nratikwyv evlUpwy, aykpeatitida,
diatpnon eviépou)

Boki KA et al. Br J Rheumatol. 1997




Ayyetittoec ANCA+

KokKlwpdtwon pe MLKPOOKOTILKN HwowvodlAkn
TmoAvayyeLtida TmoAvayyeLtida KOKKLWUATWON UE
ToAvayyeLtida
‘EAkN BAgvvoyovwv 20% Imavia Imavia

MouraomouAo¢ XM. Auroavooa Noonuara 2017, Broken Hill Pub. LTD
Pagnoux C. Eur J Rheumatol. 2016



Ayyetittoec ANCA+

KokKlwpdtwon pe MLKPOOKOTILKN HwowvodlAkn
TmoAvayyeLtida TmoAvayyeLtida KOKKLWUATWON UE
ToAvayyeLtida
10-50% 35-60% 50-70%

AIKTUWTA TTEAIdVWON WnAapnt Mopeupa



Ayyetittoec ANCA+

KokKlwpdtwon pe MKPOOKOTILKN HwowvodlAkn

TMoAvayyeLtda noAvayyetrtda KOKKLWUATWON
UE

ToAvayyeLTda
MpoaoPBoAn AvarnveuoTtikoU 60-80% 60-80% 50%
* Bnxog +++ +++ 4+
* Alonvola + ++ ++
e Awodmntuon ++ ++ -
* Aocbua - - +++

MouroomouAog XM. Auroavooa Nooruara 2017, Broken Hill Pub. LTD
Pagnoux C. Eur J Rheumatol. 2016



Ayyetitioec ANCA+
Kokktwpatwon He toAvayyelida

e AxTtlvoloyika Eupnuota

Mvevpova
— Apdoteponieupa
olidlo/padec
— Kol\otntec pe aAw

— AKQVOVLOTN ECWTEPLKN
emupavela

— Aepofpoyxoypadnua evtog
Twv 0lwv

Papiris SA. Am J Med. 1993
Pagnoux C. Eur J Rheumatol. 2016



Ayyetitioec ANCA+
MkpooKoTilkr TtoAvayysttida

e AxTtlvoloyika Eupnuota

Mvevpova
— BAdPBec diknv BoAng valou
— AvopolopopdeC MVEUUOVLIKA
dinBnpuata
— ALQPEDN TIVEULOVLKI) VOOOC
- N Bvnrotnta

Tzelepis GE. Eur Respir J. 2010
Pagnoux C. Eur J Rheumatol. 2016



Ayyelitibec ANCA+
HwowopLALKN KOKKLWHATWON UE
rnioAvayyetitida

e AxTtwvoloyika Eupnuota
Mvevpova

— [MapodiKA MVELOVIKA
dinBnpuata

— Mukpol nteptBpoyyxikot 6ot

— [dyuvon Towpatog
Bpoyxlkou S€vtpou

Pagnoux C. Eur J Rheumatol. 2016



Ayyetittoec ANCA+

KokKlwpdtwon pe MLKPOOKOTILKN HwowvodlAkn
TmoAvayyeLtida TmoAvayyeLtida KOKKLWUATWON UE
ToAvayyeLtida
Nedpol 60-80% 60-80% 20%

Taxewg eCEANICOOUEVN OTTEIPAUATOVEPPITIOA
XelpioTtn TTpoyvwaon

- ‘.‘». .
R e

EoTIOKA VEKPWTIKA OTTEIPANATOVEPPITIOA
(aVOOOTTEVIKN)



Ayyetittoec ANCA+

KokKlwpdtwon pe MKPOOKOTILKN HwowvodlAkn
TMoAvayyeLitda noAvayyetitda KOKKLWUATWON UE
noAvayyettda

Mepldepikn
veupornaBesia 25% 35% 65-75%
(rtoAAaTAN
Hovoveupitida)
HuumAnyia 10% 10% -




Ayyetittoec ANCA+

Kokklwpatwon Pe moAvayyetitida MULKPOOKOTILKN HwowodAikn
noAvayyettda KOKKLWHUATWON
LE
nMoAvayyeLitda
OdOaApot:
ZKAnpitida- ~ 5o/ Inavia 2mavia
OpOaAUKOC
Peudooykog
QPA: 50-85% 20-80%
Inavia (aAAepykn pvitida

(pwitda pe €Akn & edpeAkideg —
KATAoTPOLKN Lypopitida- eputmioeldng
puTn, Nayuvon Toywuatog Tpaxeiag,
YroyAwttidIkrn otévwon)

& moAunobeg
lypopiwv)




[epLoTaTIKO

AoOsvic: 53 gTwVv yuvaika
(lotoplko Bupeoeldektoung umo Bupotivn)

-5 MHNEZ: QraAyia pe vypo O0TO PECO OUG , EKTITWON OLKONG
AIATNQZH: MEZH QTITIAA: AvtiLlotikn aywyn yia 7 nUEPEG

-3 MHNEZ: Qtoppola

-2 MHNEZ: ATIELKOVLOTLKOL EVPAOTOL

CT ABoedbwv: NARpn¢ kataAnyn paoctostdwv kuPpelwv AE Kot LECOU WTOG,
AETTUVON KAl KATd TOmoug StaBpwaon tng opodric tou AtBosldouc ootou

MRI E0wW 0KOUOTLKWV TIOpWV: EteTapévn dAeypovn otn pootoeldn anoduon, otov
ETUTUMTTAVLO XWPO KAl 0TO Avipo-uroia HLKPNG AmooTNUATIKAG KOooTNTaG (AA
OTOOTNHO  ETUTAEYUEVO XOAOOTEATWHUA)
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e -2 MHNEZX: Epyaotnplokd EUPNUOTO:

WBC: 10100 (79% NE), HCT: 39%, Hb: 12,9g/dI, PLT: 318.000
CREA : 0,86 mg/dl SGOT : 25iu/l, SGPT: 21iu/, y-GT:15, CRP: 1,88mg/| ($1<0,5)

XelpoupyLkn emMEUBaon wtog (LOOTOELOEKTOMN- EMITUUNOAVOTOMA)

xopnynon avtiBlotikwy Kot tpedvilovng

lotoAoywkn 1 :

Blrowia dAsypovwdouc LotoU LECOU WTOC

ayyeloBplonc pAeypovwdng KoKKLwONGE LOTOC, KOTA BECELG ATEAN KOKKLWULOTO KOL EOTLEG
VEKPWONG Xwpic ofeavtoxa pukoBaktnpidia A pUkntes. Kokkiwpatwdng pAsyuovi

Napeon npoowritkol cuotowxa (10 NUEPEC HETA TNV eMEpPacn)-
aywyn He koptlovn ya 5nuépeg —nmia BeAtiwon



- 1IMHNA :
Eunupeto, Bpayxog pwvng, duomvola emibewvoluevn

Ev&ooKOTILKA: KOKKLWUATWOELS AANOLWOELG UTIEP KAl UTTOYAWTTLOLKA

CT tpaxnAou: maxuvvon tne¢ YAwttidag Kal oTEvwaon Tou auAoUl NG Tpaxeiag
CT Qwpakog: NMoAudaptBpec olwdelc aAAOLWOELG TTIVEUOVLKOU TIOPEY XU LATOC,
OL TIEPLOCOTEPEC LE ULKPH KOLAOTNTA

Epyaotnplokd eupAuata :

WABC: 15200 (91% NE), HCT: 38,8%, HGb: 12,9g/dI, PLT: 507.000

GLUC:120mg/dl, BUN: 8mg/dl, CREA : 0,8 mg/dl K : 3,8mEg/l, Na: 136mEq/I,

SGOT : 80iu/l, SGPT: 166iu/l, y-GT:137, ALP :215, LDH : 386U/L, CRP: 350mg/| ($pt<3)
[ev.oUpwv: PH 6, EB 1008, ep 0- 2 kom, muo 3-4Kom,

C-ANCA : >1/160, p-ANCA: apv(-), anti-PR3:115,2U

Quantiferon: apv(-)
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lotoAoywkn 2

BloWwia pwoddappuyya :

NEKPWTLKA KOKKLWHATWONS dAgypov Kat
Xpovia aptnpitida pkpwv aptnplakwyv kKAadwv, cupBatn pe vooco Wegener

AIATNQZH
Kokkiwpdatwon WEGENER

O/A: MeBuAntpedviloAovn 1 gr evbodpAeBiwg emil 3nuépovu,
Kukhopwodauidn 1 gr evbodAeBiwg eparnag,

Medrol 48mg po



Artooteletol oto Tunua Autoovoowv Noonuatwy tnc EUpWKAWVIKNAC:

*  Quoikn E¢€taon:
AN :110/80 mmHg, ©: 36,6 C, SO2 : 97%
AW: kd
Kapdlakol tovol: eukplveic xwpic duonuata
KolAld: ko,
MUOGOKEAETLKO: Kb,
Nepdadévec: apniadntol
Neuplkd cloTnua: APecn Mpoowritkol AE

Medrol 32mg po/nuépa

Endoxan 50mg po/nuépa apyLka Kot LETA amo 1 prjva cuotaon ywo 100mg
Septrin forte 1x2



+10 nuUEpEeG

Eurtpeto ® 39 C

OE: mapeon nmpoowrikou, Taxukapdia Aoutry OE:kdp

EpyaotnpLoka EUPMUOTOL :

WBC: 17140 (95% NE), HCT: 39,2%, HGb: 12,4g/dl, PLT: 468.000
CRP:184mg/I ($t<5)

GLUC:120mg/dl, BUN: 22mg/dl, CREA : 0,78 mg/dlI,

SGOT : 37iu/l, SGPT: 55iu/l, y-GT:82, ALP :88 LDH : 217U/I

c -ANCA : >1/40, avti-PR3 : >200 Units

lev.oupwv: PH 6, EB 1015, €p 2-5kom, o 2-5kom , alpoodatpivn +++

Bloyia vedpot : Xwpic aANOLWOELS VEKPWTLKAC ayYeLTOaC

QO/A:

Medrol 16mg po

Endoxan 75mg po apytkd kat peta ano 1 prva 100mg
Septrin forte 1x2

Aywyn yla 12 purveg pe otadlaky Helwon KOPTIKOEWO WV



+12 MHNEZ:

CT OQwpakog: Meydiou Babpou eAdttwon €wc eEAAELPN OPLOUEVWY
gupNUATWY oto Bwpaka.
CT 2mmAayXViIKoU Kpaviou: BeAtiwon TnNG aAKTWVOAOYLKAG ELKOVOG , LETEYXELPNTLKEG

OAAOLWOELC

Epyaotnploakd gupruata: WBC: 3480 (65% NE, 19%LY), HCT: 37,%, HGb: 11,7g/dlI,
PLT: 260.000, GLUC:85mg/dl, BUN: 28mg/dIl, CREA : 0,83 mg/dl, SGOT : 23iu/I
SGPT: 22iu/l, y-GT:21, CRP: 7,28mg/| (p1<5), TKE:30

[ev.oUpwv: PH 5, EB 1020, p 0-1 ko, muo 0-1kom

c-ANCA : >1/80, anti-PR3 : 183 Units

+12 MHNE2
Awokor) kuAodwodapuidng













+ 1I5SMHNE2:
QrtaAyia kol wtoppola

Yadng BeAtiwon tng mAPEoNG TPOCWTILKOU
Nourtr) OE apvntikn
CRP 7,16<5, c-ANCA 1/80, anti-PR3: 169

Yriotpon. Mn emopkng EAeyXOC VOO LOTOC

Xopriynon anti CD-20 1gr /15 nuépeg (1 KUKAOG-eVOC UNvog)

+22 MHNES:

JUVEXLON aywync Le xapunAn 66on MeBulmpedvilovng 2mg po/nUepa Ko
TpwueBomnpipng/ZovAdouebotaloAng 3 popec tnv eBSopada




Ear, nose and throat involvement in granulomatosis with polyangiitis:
how it presents and how it determines disease severity
and long-term outcomes

Mara Felicetti' - Diego Cazzador® - Roberto Padoan ' (9 - Alfonso Luca Pendolino ® - Chiara Facdoli® - Ennio Nardello® -
Alvise Berti” - Marina Silvestrini® - Giuseppe Paolazzi® + Giuliano Brunori® - Elisabetta Zanoletti* - Enzo Emanuelli® -

Alessandro Martini? - Franco Schiavon'

Clinical Bheurmnatology 2018
hitpsy/dolorg/10.1007 /<1006 7-018-4019-0

1996-2016
2 kévtpa Peupatoloyiag
109 aoBeveic pe KOKKIWHATWON HE TIOAUAyYELiTIOQ



2uyvotnta QPA ekdnAwoewv Kota TN
Slayvwon TnG vOoou

GFPA patients,

n (%)
Sinonasal 52(58.4)
Mucosal inflammation 38 (42.7)
Chronic sinusitis 38 (42.7)
Nasal crusting/bloody rhinorrhoea 25(28.1)
Bone erosion 11(12.4)
Septal perforation/nasal bridge collapse 7(7.9)
Otologic 31(34.8)
Otitis media/otomastoiditis 20 (22.5)
Conductive hearing loss 17 (19.1)
Asymmetrical sensorineural hearing loss 11(12.4)
Perichondritis 5(5.6)
Otitis externa 4(4.5)

Laryngeal
Hypoglottic stenosis [ (1.1)




BAaBec oto pLviko Stadpaypua




Table 1 Clinical and demographic features at disease onset. according to ENT involvement

P ENT-GFA Non-ENT-GPA P

fin 84} (i ) fr 25)
Age ai disease onset (yvears) 345 44-05) 31 (44-60) 6l (32-68) fLois
Female, m (%) 43 (48) 32 (507 11 (44} 15
Cancasian, m (%) BT (97.8) 63 (58.4) 24(96) nE
AMCA by IF or ELISA, n (%)
pANCAMPO 13 (15) Sl 4(16)
cANCAPR3 57 (64) 39 (6l) 18(72) i
Negative 1921} 16 (25) (12
Chagmostc latency (months) 4(2-T) 4(2-6) 4(2-8) Fi
AAV-positive biopsy, n (%) 55 (62) 43 (1) 12 (52) 01056
Serum creatinine (g dl ) L1 ((B-2.3) 1.0 (0.7-1.8) 2.1 [D8-3.8) 0025
eliF R (mLl'mimn) 68 (29-96) T3 (36-100) 32 (1487 aais
CRP (mg/) 43.8 (16-149) 56.8 (15-149) 35.3(12.4-154) Fis
ESE (b} 685 (52-96) TO (52-98) 67 (49-84) Fis
Organ involvement, (%)
Swstemic 66 (74 1) 40 (64, 5) 16 (64} ns
Lung &0 (67.4) 43 (6H.3) 17 (68} ns
Kidney 56(62.9) 35(54.7) 21 (B4) 0014
Acute kidney injury 35(39.3) 19 (29.6) 16 (64) 0007
CMNS/FNS J33T) 20 (31L.3) 10 (407 Fis
Eye 23 (25.8) 18 (28.1) 5200 i
Skin 19 (21.3) 14 (219 5200 Fis
BVASv3 (median £ SD) 193 86 195+9]1 I8 T+£T3 1
VDL, # (%)
=0 64 (72) 40 (63) 24 (%6) oo

=0 25 (28) 24 (37) 14}
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Yasuaki H et al.

Clinical features and treatment outcomes of otitis media with
antineutrophil cytoplasmic antibody (ANCA)-associated
vasculitis (OMAAV): A retrospective analysis of 235 patients
from a nationwide survey in Japan.

Modern Rheumatology, (2016): DOI:10.1080/14397595.2016.1177926



Méon wtitda pe EKKPLUA ) KOKKLWO aVOEKTLKO O€
QVTLPLOTLKA KOl TIAPOXETELON

1 Betwka ANCA (a-PR3 i a-MPO)

2 Lotorta®oAoyia cupath HE VEKPWTLKN ayyeLtida
LULKpOU peyEBoUC ayyelwv LeE N Xwpic KoKKiwua

3 TOUAAXLOTOV pLa akoun ekdNAwaon amo aAAo opyavo

(odBaAuocg, pwvodapuyyag, mvevupovac, VEPpog, KAT)

ATIOKAELOLOG KOKKLWUOTOC ATtO XOANOTEPOAN,
XoAooteatwa, kakonOng ooteopueAitida, pupatiwon,
VEOTIAQOLATA, NWOLVODLALKY HEoN wTiTda Kol AAAEG
ayyetitdec (olwdnc moAvaptnpitida, 2uvdpopo Cogan)



Table 1. Clinical features of 235 patients with OMAAY,

Age: median (Q25-0)75) years
Maleffemale: No. (% of female)
Follow-up penod: median
(Q25-075) months
ANCA-status: No. (%)

MPO+ PR3 —

MPO — PR3+

MPO + PR3+

MPO — PR3 —
Histological proof: No. (%)
Imtial symptoms: No. (%)

Heanng loss

Ontorrhea

Onalgia

Tinnitus

Verigo or dizziness

Headache

68 (26—89)
64171 (73%)
24 (11-72)

140232 (605%)
45/232 (19%)
10/323 (4%)
37232 (16%)
39/147 (27%)

233/235 (99%)
1200235 (51%)
93229 (41%)
1137222 (51%)
74295 (27%)
61232 (26%)

Involvement sites throughout clinical course (at initial visit): No. (%)

Bilateral complete deafness
Facial palsy
Hypernmophic pachymeningiis
Mose
Pharynx and/or larynx
Lung
Kidney
Other vasculitis
-related symploms
Treatments: No. (%)
Corticosteroid plus
IITUIT UNOSUppRe ssant
Outcomes: No. (%)
Dhsease relapse
Mortalhity

14/234 (6%) [4/234 (2%)]
B5/235 (36%) [51/235 (22%)]
64228 (2B%) [39225 (17%)]
T5/235 (32%) 6235 (26%)]

12/233 (5%) [B/230 (3%)]
B2/235 (35%) [53/235 (23%)]
50235 (26%) [33/234 (14%)]
BO235 (37%) [63/235 (27%)]

122226 (54%)

95/231 (41%)
4/235 (2%)
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Table 3. Comparisons of OMAAV patients between with and without facial palsy and hypertrophic pachymeningitis.

Facial palsy (+) Facial palsy (—) Hypertorophic Hypernorophic
pachymeningitis (+) pachymeningitis (—)
No. of cases (%) B3 (36%) 150 (645%) 64 (28%) 164 (72%)
Age: median (Q25-075) years 65 (536-T71) 70 (64-75) 67 (62-73) 69 (60-74)
Male/female: No. (% of female) 28/57 (67%) 36/114 (7659 20044 (69%) 41/123 (75%)
Follow-up perniod: median (Q25-0Q75) months 24 (11-72) 24 (B-al)) 24 (9-51) 24 (867
Perod with symptoms before treatment: 4 (2-7) 5(2-9 T (3-12)* 4 (2-8)
median (Q25-075) months
ANCA stats: No. (%)
MPO+ PR3— S0 (60%) o) (60%) 33 (533%) 103 (63%)
MP( — PR3+ 13 (16%) 32 (21%) B (13%) 34 (21%)
MPO + PR3+ 2 (2%) 8 (5% 1 (2%) 9 (6%
MPO — PR3— 18 (22%) 19 (13%) 20 (32%)*** 17 (109%)
Initial symptoms: No. (%)
Hearing loss B4 (99%) 149 (995%) 63 (98%) 163 (99%)
Ororrhea 44 (529%) T6 (51%) 43 (67% )** 75 (46%)
Otalgia 43 (52%) S0 (34%) 31 (49%) 58 (36%)
Tinnitus 44 (55%) 69 (48%) 31 (53%) T8 (50%)
Vertigo or dizziness 31 (36%)* 32 (21%) 19 (30%) 42 (26%)
Headache 30 (35%)* 31 (21%) 30 (4B *+* 29 (18%)
Involvements throughout clinical course: No. (%)
Facial palsy - - 30 47%)* 54 (33%)
Hyperrophic pachymeningiitis 30 (35%)* M (24%) - -
Nose 27 (32%) 48 (32%) 18 (28%) 57 (35%)
Pharynx andfor larynx 5 (6%) B (5%) 4 (6%) 8 (3%
Lung 32 (38%) S0 (33%) 12 (19%) 68 (41%)%*
Kidney 12 (14%) 38 (25%)* T(11%) 30 (24%)*
Others 35 (41%) 51 (34%) 32 (505 =+ 49 (30%)
Treatments: No. (%)
Steroid plus immunosuppressant 49 (60%) T3 (49%) 36 (60%) 82 (50%)
Outcomes: No. (%)
Disease relapse 37 (44%) 58 (399%) 31 (48%) 64 (40%)
Disease-related death 3 (4% )*=* 0 3 (5% )** 0

Hearing improvement (ears)$ 72 (53%) 165 (67%)** 54 (55%) 178 (65%)*




Table 2. Clinical features according to ANCA status.

MPO-ANCA-positive PRI-ANCA-posiive Both ANCAs-negative
No. of cases (%) 140 (60%) 45 (19%) 7 (16%)
Age: median (Q25-Q75) years T0 (65-T5)*** 59 (34-71) 65 (54-70)
Male/female: No. (% of female) 34106 (76%) 16/29 (64%) 1126 (70%)
Follow-up penod: median (Q25-075) months 17 (B—4%) 38 (13-78) 26 (11-78)
Perniod with symptoms before treatment: median (Q25-0Q75) months 5 (2-8) (1-11) 8 (5-11)*
Initial symptoms: No. (%)
Heanng loss ldﬂ (100%) 45 (100%) 36 (97%)
Otorrhea T1(51%) 20 (44%) 26 (70%)
Oualgia 51(37%) 20 (47%) IH (49%)
Tinnitus T"ﬂ (53%) 22 (51%) 3 (36%)
Vertigo or dizziness 39 (28%) 9 (20%) 1[] (27%)
Headache 37 (27%) 9 (20%) 4 (38%)
Involvements throughout clinical course: No. (%)
Facial palsy 50 (36%) 13 (29%) 18 (49%)
Hypertrophic pachymeningitis 33 (24%) 8 (19%) 200 (54%)***
Nose 32 (23%) 20 (B4 %) F** 12 (32%)
Pharynx and/or larynx 9(6%) 3(7%) 1 (3%)
Lung 47 (34%) 23 (51%)** 8(21%)
Kidney 31 (22%) 12 (27%) 3 (8%)
Others 54 (39%) 17 (38%) 11 (30%)
Treatments: No (%)
Steroid plus immunosuppressant 68 (50%) 30 (67%) 20 (56%)
Quicomes: No (%)
Disease relapse (34%) 26 (59%) 17 (46%)
Disease-related death 0 ] 3 (8% )**
Heanng improvement (ears) 162 (64.3%) 56 (63.6%) 33 (55.9%)




Otitis media with ANCA-associated vasculitis

/ (OMAAYV) \
PR3-ANCA positive \/ MPO-ANCA positive

Hearing loss (Conductive/Mixed/Sensorineural)

Otitis media with granulation (OMG) type , |
( Ofitis media with effusion (OME) type |

/

Hypertrophic pachymeningitis

Facial palsy\—/’/ /

PR3, MPO-ANCA negative| Otitis media ruled out already known another diseasy

(no effectiveness of antibiotics, tube insertion), or
otitis media already diagnosed as GPA, MPA, EGPA.
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Mpwtomabeic Ayyeltioec
Oeparneia

Ayyelitidec ayyeiwv pEcou &
HLKPOU MEYEBOUC ayyeiwv

— Oeparneia emaywyng vdeonc:
MNpedvilovn (1mg/KgsB / otabiaxn usiwon)
+ Kukhopwodpapidn (1-2mg/Kg B, 3-6 urvec)

— Oeparneia dlatripnong Vdeonc:
AlaBelompivn (1-3 mg/Kg 5B)
N MukodatvoAlkn LoPpeTiAN (2-3 gr/uépa)

— Oepareia eni uTTOTPOTING:
Anti-CD20 (Rituximab, evbopAéBia)



JUMTEPAOOTO

* H péon wrtitda o eVAALKEC UTOPEL val lvail aTto TLG TIPWTEC
ekdnAwoelc ayyetitidbag oxetilopevng pue ANCA

e [pEmeL Eykalpa va yivetal EAeyXOC
— o/a Bwpaka
— oupla, KpeaTvivn, YeVIKA oUpwV
— ANCA

* [priyopn avtUeTWrLon cwlel opyava Kot {weEg



