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TO TMEploTa

[uvaika 70 €Twv, PJE EUTTUPETO Ao 45nuEpPoOU.

KaAwg aveKTOC TTUPETOC, HE OTTOPAOIKES TIHEC
Oeppokpaciac >38,5° C

Aev €XEL UTTAKOUGEL OE per 0s AnPOEVTA KAl EPTTEIPIKWG
EMAEYEVTA AVTIBLOTIKA

2uvodd CUPTITWHATA:
® LUAAYIEC, KUPLWC TETPAKEPAAWY Kal YACTPOKVNHIAC
® TMOC, YN TAPAYWYLKOC BAxag




TO aTOUIKO avauvino

e Alapeooc Mveupovikn Ivwolg

e dlayvwoBeioa mpo 4etiag KAVIKA Kal amelkovioTika(HRCT)
¢ dladpapoucda Nmiwg, AveU aywyng

e MMBavn Peupatosidng ApBpitic
dlayvwoBeioa mpo 3etiag

NTTA CUPTITWHATA €K TWV HIKPWY APOPWoEWY TWV AKPWYV
XEIPWV

XWPIC AKTIVOAOYLKA eupnuatd, HETPiwg (+) RF
uto Beparmeia pe 2,5 mg prednizolone (2,5-7,5 mg)




N aVTKEIUEVIKI] EEETC

® LETPIa WXPOTNG

® M eualcObnoia otnVv TECN TWV PNPWV Kal TWV
YAOTPOKVNHIWV

e Aemtol, ENpol, EICTIVEUCTLKOL PN PHOUGLKOL POYXOL O€
AUPOTEPEC TIC TVEUHOVIKEC Baoelg, 1dia de€la




Td EpYActnplaG

WBC: 9220, NEU:71,7%, LYM:17,9%, MONO:8,4%,
EOS:1,8%,

Ht:34,7%, Hb:11,1%, MCV:84,2fL, MCH:27 pg/cell, AEK:
1,48

PLT:477.000
TKE:85

CRP:6,4 mg/dl




Ta avoooAo

FLC k: 28,2 ng/dl (3,3-19,4)

FLC A:33,5 ng/dl (5,71-26,3)
antiCCP: (-)

Ra test: 72 IU/ml (<20 1U/ml)
PANCA: 1,160

antiMPO: 1,5

ANA, ENA, SMA, AMA, anti dsDNA: (-)













e sAaccovog cleAoyovou adeva, xwpig peilova eupnuata

® KPOTAPLKNG aptnpiacg, xwpic peilova supnuata




N OlayVwOTIKI EEETC

e £ylve pla tpitn Blowia mou £€6go€ tn dlayvwon




Anuntpnc Touumavaknc

E10ikevouevoc lNveuuovoAoyoc




n Blowia 0epuatoc-yuoc-ayye

Tunpa ypappwtoU HUOC HPE KUPLO €Upnpa tnv TAPOUGIC
VEKPWTIKNG ayYeltidag yUpw amo HIKPoU HEYEBOUC
ayyelou, HE HOPPOAOYIKOUC XAPAKTNPEC TOU TUTIOU TNG
UIKPOOKOTIIKNG 0lwdoug moAUapTnPIiToac/ HIKPOOKOTILKNG
ToAUAayYEITIdac.

Amouocia aloonueiwtwy TABOAOYIKWY EUPNUATWY ATO TO
OUVATTIOOTAAEV TUNHA OEPHATOC.

AvocopBoplopog:  Amouocia  €0IKWV  evamoBEcEwyv
vwooyovou, avocoopailptvwy IgM, IgA, 19G Kal KAACHATwWY
oupmAnpwpatog C1, C3, C4 oto tuNpa 0EpUatoc.




n otayvwon:MIKPOXKOIMIKH MNOAYAITE

CUUTITWHATOAOYIA(TTUPETOG-HUAAYLEC) - auEnpEvol
OEIKTEC PAEYHOVNG

UIKPOOKOTILKN aljatoupla
DPF/UIP
Oetika anti-MPO - ANCA (Elisa, IF)

Bloyiec:

® VEKPWTLIKN AYYELTIC

® OXl KOKKiwpa

® OXL avocoo@aipivn-oxt KAaocpata cupgmAnpwpatog(IF)




PsupuatoAoyiko Tun),

MixaAnc AyyeAakocg

Ei0ikevouevoc PeuuatoAoyoc




n ETEPLOXPOVN ELMAVION CUVUTIAPXO

OIaKPITWV VOOOAOYIKWY OVIOTH

e ovtotnta A: UIP

e ovtotnta B: MPA

1.

2.
3.
4

N Hia ovioTNTa EUTEPLEXETAL 0TNV AAAN(N A otn B)
N Hia ovrotnta mMPoKaA&i Tnv aAAn(A->B n B>A)
n Bepamneia ywa tnv UIP mpoKaAel tnv epgavion MPA

Ol OVTOTNTEC A Kal B mpokaAouvtatl amo 1o i6lo aitlo, mou
emMOPA MAPATETAPEVA 1N OLAAELTTOVTIWCG OE TTPOOIATEOEIPEVO
dTopO

Ol OVTOTNTECG A Kal B gival attioAoylka AGXETEC Kal N
ouvumapén toug tuxaia.



Tzelepis e

Prevalence and outcome of pulmonary fibrosis in microscopic polyangiitis.

Tzelepis GE1, Kokosi M, Tzioufas A, Toya SP, Boki KA, Zormpala A, Moutsopoulos HM.

We sought to determine the type of pulmonary involvement in microscopic polyangiitis
(MPA), primarily focusing on pulmonary fibrosis (PF), its prevalence, temporal
relationship with other disease manifestations and outcome. 33 patients (16 males) with
biopsy proven perinuclear anti-neutrophilic cytoplasmic antibody-positive MPA (age 63.5
yrs) participated in the study. Pulmonary involvement was assessed using standard
methods, including radiographic imaging (chest radiographs and high-resolution
computed tomography), pulmonary function testing, bronchoscopy and bronchoalveolar
lavage, and, if indicated, lung biopsy. All-cause mortality was analysed by the Kaplan-
Meier method and was compared between MPA patients with and without PF. At the time
of diagnosis, renal involvement was detected in all patients, with renal biopsies being
consistent with segmental necrotising glomerulonephritis in all patients. The most
common respiratory symptom was haemoptysis, which was found in nine (27%) patients.
PF was present in 12 (36%) patients at the time of diagnosis, whereas one patient
developed PF while on therapy approximately 10 yrs after disease diagnosis. In seven
patients with PF, respiratory symptoms related to fibrosis preceded other disease
manifestations by a median (range) period of 13 (5-120) months. Patients were followed
up for a period of 38+/-30 months. Presence of PF was associated with increased
mortality (p = 0.02), with six deaths occurring in the fibrotic group and one in the
nonfibrotic group. In the fibrotic group most deaths were related to PF PF occurs
frequently in MPA, may precede other disease manifestations by a variable length of
time and has a poor prognosis.


http://www.ncbi.nlm.nih.gov/pubmed/?term=Tzelepis%20GE%5BAuthor%5D&cauthor=true&cauthor_uid=19926741
http://www.ncbi.nlm.nih.gov/pubmed/?term=Kokosi%20M%5BAuthor%5D&cauthor=true&cauthor_uid=19926741
http://www.ncbi.nlm.nih.gov/pubmed/?term=Tzioufas%20A%5BAuthor%5D&cauthor=true&cauthor_uid=19926741
http://www.ncbi.nlm.nih.gov/pubmed/?term=Toya%20SP%5BAuthor%5D&cauthor=true&cauthor_uid=19926741
http://www.ncbi.nlm.nih.gov/pubmed/?term=Boki%20KA%5BAuthor%5D&cauthor=true&cauthor_uid=19926741
http://www.ncbi.nlm.nih.gov/pubmed/?term=Zormpala%20A%5BAuthor%5D&cauthor=true&cauthor_uid=19926741
http://www.ncbi.nlm.nih.gov/pubmed/?term=Moutsopoulos%20HM%5BAuthor%5D&cauthor=true&cauthor_uid=19926741

Foulon e

e ANCA-associated lung fibrosis: analysis of 17 patients.

e Foulon G1, Delaval P, Valeyre D, Wallaert B, Debray MP, Brauner M, Nicaise P, Cadranel J,
Cottin V, Tazi A, Aubier M, Crestani B.

In this retrospective study, we analyzed 17 patients presenting with pulmonary fibrosis and
a positive ANCA testing. This group was compared with a control group of 12 patients with
IPF and negative ANCA testing. Patients were 15 males and 2 females, with a mean age of
66 years. Eight patients were past smokers, 3 current smokers and 6 non-smokers. Lung
function tests at diagnosis were as follows (% predicted): total lung capacity 73%+/-18, vital
capacity 82%+/-23, forced expiratory volume in 1 s (FEV(1)) 88%t/-24, carbon monoxide
diffusion capacity of the lung 49%+/-2 (% predicted). Bronchoalveolar lavage results showed
an increased cellularity with increased neutrophils counts. High resolution computed
tomography of the chest showed prominent fibrosis with some degree of ground-glass
attenuation in all patients. These characteristics were similar to the control group.
Microscopic polyangiitis (MPA) was a major complicating event in ANCA-positive patients,
occurring in 7 patients (anti-myeloperoxidase specificity in 5 patients). Pulmonary fibrosis
predated occurrence of MPA in 6 patients and was diagnosed concomitantly with MPA in 1
patient. During the follow-up, 10/17 patients died. The death was directly related to
vasculitis in 3 patients. We conclude that patients with pulmonary fibrosis should be
evaluated for the presence of ANCA. Patients with positive ANCA testing, particularly if anti-
mylelope_rqxidase, should be carefully monitored to detect the occurrence of microscopic
polyangiitis.



http://www.ncbi.nlm.nih.gov/pubmed/?term=Foulon%20G%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Delaval%20P%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Valeyre%20D%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Wallaert%20B%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Debray%20MP%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Brauner%20M%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Nicaise%20P%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Cadranel%20J%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Cottin%20V%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Tazi%20A%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Aubier%20M%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Crestani%20B%5BAuthor%5D&cauthor=true&cauthor_uid=18640019
http://www.ncbi.nlm.nih.gov/pubmed/?term=Crestani%20B%5BAuthor%5D&cauthor=true&cauthor_uid=18640019

Tzelepis e

33 aoBeveig ye MPA, emBeBaiwpévn pe Bloyia

32/33(97%) pe Betika p-ANCA

7/7 p-ANCA aobeveic eixav MPO-ANCA(ELISA)

12/33(36%)pe PF mapouca Katd to Xpovo tng Sldyvwong

7/12 n PF ntav mapouoa yia 5-120 piveg(diapeon Tipn: 13 pnveg) mpty amod tn diayvwon
7/12 ATav NMw¢ aCUUTTWHATIKOL, 5/12 €ixav povo BeTIKA akTivoAoyLkn €lkova(HRCT)
1/33 (3%) mapouciace PF petda tn diayvwon.

CT pattern:

o 7(54%) UIP

0  4(31%) NSIP
o 1 adleukpivioto




avalntnon aitioAoYIKwWY CUCXETIO

1. EmavaAapBavopeva emelocodid, KAWIKA 1 UTTOKALVIKG
TPIXOEIOIKNG alpoppayiag(pulmonary capillaritis) odnyouv ce
(vowon

® ayYelTIc>ivwon
e mpBA. 1dlomadng aipgootdnpwon

2. H mpolmapxouca MVEUHOVIKN (vwon TPOKAAEl Tnv ayyetitida
HEow Osutepoyevoug Tapaywyns MPO-ANCA®
¢ (VWON=2ayYEeutig
e mpBA. mMBavoAoyoUuevo pOAO KATVIOHATOG

'otn peEAETN Ttou Foulon to 40% Twv ACBEVWV HPE TVEUHOVIKN (vwon
aveémtuéav Betikd p-ANCA £wg Kal 137 pnveg PeTd tn olayvwon Tng
IVWOEWG.




LIOVTEAO Kanvioua

KATVIoHa
EVEPYOTIOINON TWV EMONAIAKWY KUTTAPWY TWV AEPAYWY WV

2

ameAeuBepwon MPO kat auto-avoootoinon (self-immunization)
otnv MPO

2

nmapaywyn anti-MPO Abs




LIOVTEAO KAMVIoUATog

KATVIoNd
v
BpoyXxiTIC-BpoyXeKTAGLECG
v
ETMOTPATEUCHN OUOETEPOPIAWY
v
ameAeuBEpwon MPO Kal auto-avoooToinon

2
nmapaywyn anti-MPO Abs




Qc mpoc¢ tnv maboyéveia, aurn Eivail ¢

H mveupovikn vooog ogeiAetal otnv ameAsuBEpwaon MPO
2
DAeypovi
2
‘Ivowon
H ayyetiti opeidetal otn dnploupyia MPO-ANCA otoug mVEUHOVEC
2
KukAogopia
v

AyYEITIC




2dc EUuXaploTtoulE yia tnv npoooxi) odag.
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