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AuToavooa Voo uoTa

* TLeilvalt Autoavooo voonuao;

— To avoooAoyiko cuotnpa avayvwpeilel otolyeia
TOU L6loU TOoU OpYyaVvIoHOoU

e AutooavTtiowpota
e AutodpaoTtika T- AepdokutTapa

— lotikn) BAABn, umo- 1 Utep- AsLtoupyia



AuToAvooQ VOO oTa

Oupeoclditida
MuaoBevela
Abdpevalitida

Nepdya

2ZUOTNMOTLKAL

Peupatoeldbng apbpitida
2kAnpodepua

Muooitibo/Aeppatopuootitt
oa

MeLKTr vOooC Tou
oUVOETLKOU LOTOU

YUvdpopo Sjogren

2UOTNHUOTIKOC
EpuBnuatwdnc AUKog

AyyeLitidec



MpocofoAn opyavwyv ota
OUOTNHOTLKO QLUTOAVOOQ VOCTLoTa

Agppa

Alpo

MuUOOKEAETIKO cuoTNUO

Nedpog

Mvevpovog

E€wKpLveic kot evOOKPLVELC AOEVEC
KevtpLko Kal mePLHEPLKO VEUPLKO cUoTNUAL



MopdEc npocsBoAnc Tou mvevpova
OTOL GUGTNMOTIKA OLUTOAVOOQ VOO HoTa

Opoyovitida

NOoOC agpaywywv

Awayutn kuPpeAdikn kataotpodn
Aldpeon nvevpovomnadela

[TVEULOVLKN UTTEPTOON



ATN- Avutoavooa voonuota

YoBapn KAk ekdnAwaon ntov odnyel og PapeLld voonpotnta Kot
auvénuevn Bvnopotnta

Mropel va amoteAel TNV pwtn EKONAWON EVOC CUOTNUATLKOU
OUTOAVOOOU VOO LOTOG

15% TNC XapoKTNPLOUEVNCS aPXLIKA wC LdlortaBouc un eLOKNG
dlapeonc niveuvpoviag (NSIP) umokpUMTEL ZUCTNHATIKO AUTOAVOOO
Noonua

H avayvwplon tn¢ UMOKELEVNC atloAoyiog lval KALVIKA
onMavTLKn yLati emnpedlel tn Beparmeia kol TNV MPoyvwaon



ATN- Autoavooa voonuorta
ALolyVWOTLKA IPpooTEAaoN

KAWLKA €wkova/ katataén vooou
AUTOOVTLOWMOTO OPOU

\ELTOUPYLKEC SOKLUOAOLEC TIVEULOVWV
lotortaBoAoyLka tpoTuTA

Evpnuata otnv aéovikn topoypadio Bwpoka
VP NANC EUKPLVELOLC



ATN- Autoavooa voonuorta
KAWVLKN €Lkova

Pevpatostébnc apOpitida
2KAnpodepua
Mvuooitidba/Asppotopvooitida
2Uuvdpopo Sjogren

Mewkti N6Gog Tou cuvOETIKOU LOTOU

25% KAlvikn Kotk opOAOYLKA ELKOVOL UTTOONAWTLKA
OLUTOAVOONC VOOOU XWPLC va TAnpot KpLtipLa



ATN- Autoavooa voonuato

e JuumTwHatoAoyia

— Bnxoag
— AvoTmvolo mpoomaBeLag

— Konwon

* AELTOUPVYLKEC SOKLUOOLEC MVEV OV
— Mewwpevn SLayuTikn Lkovotnta
— [ePLOPLOTIKO TIPOTUTIO



ATN- Autoavooa voonuorta
LOTOAOYLKA / OLKTLVOAOYLKA TIPOTUTIAL

* OAec oL popdéec ILD yapaktnpllovtal LoToOAOYLKA
armno eva pacpa pAsypHovnC Kal lvwonc

* [MeploplopEva LOTOAOYLKA TTPOTUTIA aveéapTnTa
arto TNV attoAoyia tng PAaBNC

* Tol LOTOAOYLKQ TTPOTUTIAL ALVTLOTOLYOUV KATA
KOlVOVOL O€ OKTIVOAOYLKA TTPOTUTIAL



Table 1. Pathologic patterns in interstitial lung disease

Pattern Pathologic findings Associated outcome
Acute interstitial pneumania Diffuse alveclar damage with hyaline membrane >80% mortality at 30 days
formation
Cryptogenic organizing pneumonia of Intraluminal fibromyxoid tissue in the terminal and (z00d response to steroids
bronchioltis obliterans with organizing respiratory bronchioles
pMEUmonia
Nonspecific interstitial pneumania Temporally and spatially homogeneous inflammatory — Good respanse except with fibrosing vanant

injury with and without fibrosis

Usual interstitial preumania Temporally heterogeneous, subpleural inflammatory
injury with fibrosis and honeycombing

LSS IESPONSIVE t0 IMmuUnosuppressant therapies



Bronchiolitis obliterans with organizing pneumonia-(BOOP)
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Usual interstitial pneumonitis (UIP)
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— Meploootepa BAAOTIKA
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— Meploootepn dAeyuovi
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Non-specific interstitial pneumonia (NSIP)

OMOLOYEVN G TTAXUVOT TOU KUPEALOLKOU TOLXWHOTOC
KOl KATAL TOTIOUC Xpovia pAeypovn



ATN- Autoavooa voonuorta
NSIP

2UXVOTEPN popdN

Oyt dladopa otnv mpoyvwaon petaév UIP & NSIP
ElkOva OTtAOEVOU YUOALOU OVTUTPOCWTIEVEL
AUENUEVN KUTTAPLKI CUHUETOXN Kot riibava
KAAUTEPN avTamnokplon otn Bepamneia

ALKTUWTO MPOTUTIO, BpoyxekTaoileg €€ EAEEWC KOl
NPOTUTIO PEALOGOKNPUBpaC utodNAwWvVoUV WVWHOELC
aAAowwoeLC Ko tpoxwpnuevn AN

2uvwda evpnuata (ry dtataon oltocodayou)



Lymphocytic Interstitial Pneumonia (LIP)

e

B




Follicular bronchiolitis
with background pattern of NSIP pattern.

MeyaAec avTiOpaoTLKEC TIEPLBPOYXLKEC AEUPOKUTTAPLKES EOTLEC



ATN- Autoavooa voonuato

* [MowAla oTtnV EKPpoon
— 2ta Stadopa voonuata
— 2€ a.0Beveic pe to 0o voonua
— 2tov 16lo aoBevn) otnVv topela Tou Xpovou



Radiological patternin CTD-ILD 11
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Peupatosldbne apBpitidba/AMN

AvOpEC>YUVALKEC
5-58%
Kanviopo

Dappoaka S
— MeBotpe€dtn, vebhouvauidn, couddacalalivn, a- TNF

EuKOLPLOLKEC AOLULWEELC

Juxvotepa UIP
OEPATTEVTIKA OVTLUETWTILON

— 2tepoeldn, kukhodwodapuidn, alablomnpivn,
LUKODALVOALKO 0€V, KUKAOOTIOPLVN



oi-CCP oxetil{OpeVN MVEVHOVLKNA TPOoBoAN
XwpLc Peupatosdn apbpitida

Respir Med 2012 Julv : 106(7): 1040-1047.

Subgroup characteristics after stratification on HRCT pattern.

Age Female gender Smoking history RF positive  Median anti=CCP titer
Isolated airways disease (n=40) 67 (36-83) 28 (70%) 19 (48%) 15(38%) 44 IUT(21-235)
Isolated ILD (n=10) 6 (63-TH) 3 (30%) T (T0%) 2(20%) 54 IU(22-103)
Airways disease and ILD (n=1%) 6 (33-84) 12 (63%) 12(63%) J(16%) Bl IU(21-219)
Combined pulmonary fibrosis with emphysema (n=5) 75 (bb-84) 2 (40%) 5 (100°4) 2400 81 TU(24=-21T)




2KAnpodeppua

Awaxuto

Raynaud’s patvopevo
EkteTapevn npooPoAn
dEpUOTOC

Scl70

Yuxvotepa NSIP

MNeploplopévo
* Raynaud’s pawvopevo

* [leploplopevn npoacBoAn
SOEPUOTOC OTA AKPO XEPLOL

* [pooBoAn owcodayou
* A-centromere
* [lveupovikn YrEptaon



>kAnpodeppo/AMNN

[Mvevpovikn voooc/n kupla attio Bavatou

3656 aoBeveic pe 2kAnpodepua
— Awayuto: 53% ATN
— Meploplopevo: 35% AN

NSIP: 10 xpovia emiiwonc 69%
UIP: 10 xpovia emiiwonc 29%



>kAnpodeppo/AMNN

* [lveupoviKn UTtEpTOON:
— 8-12% kaBeTnplacpoc Se€Lwv KOLNOTATWVY
— 38% unepnxwypadLka

* AoBeveic ue ouvunapén MY kat AMN €xouv 5 dopeg >
Kivbuvo Bvntotntac amo autoug pe MY



>kAnpobepuo/AMNN
OEPATEVTLKN TIPOOEYYLON

MukodpeVOALKO 0&U
Kukhodwaodapuidn
A-CD20 (Rituximub)

Yo €pevva

— Pirfenidone (anti-fibrotic)

— Nintedanib (receptor blocker of multiple tyrosine kinases)
— Tocilizumab (a-IL6R)

— Abatacept( a-CTL4)

— Stem cell transplantation



DAeypovwoOeLC LUOTIAOELEC

1-22/100000 atopa, 0,1-1/100000 atopo/xpovo

Normal Muscle

border of muscle bundle (fascicle)
normal muscle fibers

blood vessel

When normal muscle fibers are viewed under a
microscope, they look like puzzle pieces that fit
together neatly.

Polymyositis
R et
o == inflammatory cells
": e invasion of fibers by inflammatory cells
i polymyasitis, inflammatory cells of the

immune system invade previously healthy muscle
cells, which become rounded and variable in size.

S Inclusion-body myositis is characterized by muscle
fibers that contain empty, bubble-like spaces (vacuoles)
and clumps of cellular material (inclusion bodies).
Inflammatory cells can be seen between the fibers.

shrinkage (atrophy) of fibers near border of fascicle
inflammatory cells around fascicle and between fibers
cuff of inflammatory cells around blood vessel

: . 3 In DM, tnflammatory cells are concentrated around blood
Vi }\/ L\‘ vessels at the borders of the muscle fiber bundles (fascicles),

o~ and fibers in this region often shrink. Inflammatory cells
can sometimes be seen forming a cuff around blood vessels.

(N : \ﬁ

Aepuaropuoaitida

B
.




p
DIAGNOSTIC CRITERIA FOR POLYMYQSITIS AND DERMATOMYOSITIS

m Symmetric myopathic muscle weakness

m Muscle biopsy showing microfiber necrosis, phagocytosis,
regeneration, fiber diameter variation, and inflammatory exudate

m Raised serum skeletal muscle enzymes
m Myopathic findings on electromyography
%,

A

POLYMYOSITIS DERMATOMYOQSITIS

PROBBLE

All 4 criteria 2-3 eriteria 34 criteria+ DMrash 2 criteria + DM rash

Fig 1| Bohan and Peter criteria for myositis™




[MpooBoAn tou nvevupova otn
nuooitida/deppatopvoaoitida

1972 16 meploTATIKA

1974 OUOTNLOTLKA OVOLOKOTINON

2010 20-65% SLapeon MVEUOVLKA VOGOC

2009 vPNAN CUOXETLON UE TNV TTopouaia
OQUTOAVTLOWUATWY

(histidyl-tRNA synthetase (Jo-1) -86%, alanyl-tRNA(PL-12)) -90%)

Auénon tn¢ Bvnowuotntacg 40%



2UVOPOMO aVTLOUVOETOOWVY

Interstitial Lung Disease Raynaud’s Phenomenon Inflammatory Myositis

{

Nl AF

Non-erosive Arthritis Mechanic’s Hands



Avtiowpata ov givat duvatov va avoyvwpeloouv
o€ puooitida/deppotopvooitida

Myositis specific A-synthetases Myositis associated
autoantibodies antibodies antibodies

. o
Anti-Tol

a-Jol . a-PM-Scl
a-Mi-2 St a-Ku
3-SRP Anti PL12* - Ro5)
a-TIF1 AntiOT”
3-NXP?2 P—— a-nRNP
a-MDAS P
a-SAE AntiZo

Anti-5C

Anti-TS

Anfi-YES




Comprehensive assessment of myositis-specific autoantibodies in
polymyositis/dermatomyositis-associated interstitial lung disease

M3A-negative
n=15{25%)

Anti-TIF1-y-positive
n=1(1.7%)

Anti-ARS-positive
n =26 (43.3%)

Anti-SRP-positive
n=23(5%)

Anti-MDAS-positive
n=15(25%)

Respiratory Medicine 121 (2016) 91e99



Comprehensive assessment of myositis-specific autoantibodies in
polymyositis/dermatomyositis-associated interstitial lung disease
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Meplotatiko 1

* [uvaika 47 eTwv
* Bnyagc, apBpalyiec akpwv XELpWV
— MvevpovoAoyoc — Modelukast

— ApBpalyiec, apBpitida CUMMETPLKN KAPTIWV KOl EYYUC
boAAYYLKWV OVW AKPWV

— Obnpata BAedapwv
* Quowkn e€etaon
— Odnua BAedpapwv
— X€pLaL LNXOVIKOU
— EAayxlotol tpilovtec oTic BAoELC



Meplotatiko 1

* EpyaotnpLaka evpnuoto
— (QUOLOAOYLKN OTIELPOUETPNON
— DLCO 90%

— ANA cytoplasmic pattern 1/160 fine speckled
— A-Jol+
— CRP duclohoyikn
* Oeparmela
— Koptikoeldny & MeBotpetatn



Meplotatiko 1

e 2 £Tn UETA e 3 £Tn HETA

Mabthera/ 2kUkAoL & MTX MTX



[epLoTATIKO 2

e 53 eTwvV yuvaika
— TMPOODATEC YEVIKEUUEVEC
apBpalylec koL mpoodeuTika
ermiibewvoupevn dvomvola

 E:

— Onuatwdn akpa xepLa,
Tpllovtec oTIc BAoEL TOU

Swpaka « CT:UIP
* Epyaotnploka *  Kopeopuog 92%
ANA: 1/160 KUTTAPOTAQCLOTLKOG e PH: 7,45, PCO,: 32, PO,:62

AETITOC OTLKTOC TUTIOC

* K/ec Bpoyxtkwv ekkploewv (-)
a-SRP



a-SRP. AvocodBoplopoc/ avoocokaBnlwon




[epLoTATIKO 2

*  OEPAMEUTIKA QAVILLETWTILON

—  Mnviwaieg woelg peBUANPedvVIIOVNG
(1yp) ko kukAopwoapidng (1yp/mn2
emudpaveiag cwpatog)

* 6 MUNVEC HETA




[Meplotatiko 3

e 43 eTwWV yuvaika aypotiooa
— 20 npepeg
Avomnvola poonaBeLag,
Atovia, ApBpalyieg
« OE:
Owdnua kat epuBpotnta PAeddpwv

AYVELOKLVNTIKA AKPO XEPLOL KOLL
OKOLOLEVQL

Tpilovtec oTIc PAOELC

* Epyaoctnplokad
CPK:1162 mg/dI

ANA: 1/640 KUTTAPOTIAQCLATLKOC
AEMTOC OTIKTOG TUTIOC AlaBpoyxkn Boyia:
a-Ro 52 anodpaktiki BpoyxloAitida



 |ILD/BOOP
* Muooitda;

[leploTaTiKO 3-
Alayvwon/Oepareia

e Koptikoeldn kot MTX

* OXLELOLKA QLUTOAVTLOWLATAL

nvooitidac

e 0-Ro52



[epLOTATIKO 3-
8 UNVEC HETA TNV Evopén TNC Beparelog

ANA: 1/640, a-Ro52(+) ANA:1/160, a-Ro52(-)



2UOXETLOELC TwV a-Ro52 & a-Ro60 autoavILOWHATWVY
ME KAWLKEC ekbnAwoelg /Alapeon nvevupovikn Nocog

Types of Autoantibodies A"t_i'ROSZ*_' Ant.i-R052-|.-
(%) patlen:s with patlen:s without
ILD (N=11) ILD (N=232) _ 45% ”M
ns
ns

ANA (21:160)
— 18% 6ev mAnpol kputiipla yia

Anti-dsDNA

o
= =
N O O

e CUOTNHOTLKA autodvoon vooo
33 13 ns
— 9% SLE
1 ns
1 ns — 3% SS
Anti-histones 0 ns
Anti-Ribosomal P 10 ns
36 0.003

>

= O
&~ P

O O VW O um

CA ns
ns
ns
Anti-CENPB
Anti-Scl-70

Anti-PCNA

ns

ns
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OEPATIEVTIKEC TIPOOEYYLOELC TNC SLAPEONC TIVEU LOVLKNC

VOOoOU 0To cUvOpOoUOo avTlouvOeTtaowy

Drug Sugzested Starting Doze Chnical Usze Monitoring Adverse effects

Corticostercads | mg'kg'day First-hine therapy Glucose, weight, blood Hypertension, weight
pressure gain, hyperglycenua

Arathiopnne 1 mg'kg'day Most common second- | CBC, renallver funchon Leukopema, hepatic

lme agent

Injury, pancreatifis

Mycophenolate mofeti] | 300 mg twice darly second-lme agent in CBC Diarthea, cvtopemas
addition to
corticosteronds
Tacrohmus ] mg twice daaly Add-on therapy Eenal functon, blood Renal falure,
pressure, electrolytes, CBC, | bypertension,
drug level byperglycenna
Eitwoimab ** Rescue therapy, added CBC Infection, neutropenia,
to standard mfusion reacton
IMMUOSUPPression
Cyelophosphamide 1-2 mg'kg/day by mouth or Rescue therapy (e.z. CBC, unmalvsis, renal Malignaney, cyvtopenias,
S00-1000 mg IV everv 4 ARDS) function kemormhagic cystifis,
weeks sterility
IVIG £ Add-on therapy [mmunoglobulin G levels Infusion reachon,

mfection from donor




2UvOpoOMO Sjogren




>UVOpOouO Tou Sjogren

N6oog yuvaikwyv: 9/1
Avtiowpata og Ro Kai La

Mpoofalel oieAoyovoug kal dakpuikoUg adéveg kal AAAa
Opyava PE EKKPITIKA ETTIONAIOKG KUTTOPO

Ep@avifel cuoTNUATIKEG EKONAWOEIG

MeTaTTiTITEl OE AEPPWHA



Primary Sjogren's syndrome

40 - /‘ o—¢ Onset

\ m— —nm At diagnosis

% OF PATIENTS

1-10 11-20 21-30 31-40 41-50 51-60 61-70 71-80 81-90
AGE

The frequency distributions of ages at onset of symptoms & at
diagnosis of primary Sjogren's syndrome

Paviidis et al, J Rheumnatol 1998, 9:5



Primary Sjogren's syndrome

1st symptoms At diagnosis
% patients (n=261 pSS)

Manifestations

Dry eyes 47 95
Dry mouth 42 90
Parotid gland enlargement 16 49
Arthralgia/arthritis 34 /0
Raynaud’s phenomenon 19 41
Dry cough 3 30
Dyspareunia 4 29
Purpura 1 10

Skopouli et al,, Semin Arthritis Rheumn. 2000, 29:296



Primary Sjogren's Syndrome

Systemic manifestations Frequency (%)
Arthralgia/arthritis 60
Raynaud’s phenomenon 30
Purpura/Vasculitis 15
Lung involvement 10
Kidney involvement 10
Liver involvement 5
Muscle involvement 1

Skopouli et al., Semin Arthritis Rheum. 2000, 29:296



Sjogren's Syndrome — Autoimmune Epithelitis

L& u,( ’);‘ ';\.- -




Lung involvement in primary Sjogren's syndrome is mainly
related to the small airway disease

h “\"’", (L) .‘.,, ' ‘.o‘.‘.l o
o 3 u).. < AL "’I LM »
f\ l,.' ‘\:;3 \ 1 / .4&3?“' N Y \ \

i .!"\.

Ann Rheum Dis. 1999 Jan; 58(1): 61-64



>uvOpopo Sjogren /AMNN

9-20% KALVIKQ GNOVTLKN TIVEUMOVLKN TPOGBoAR
— Noooc agpaywywv

— ALQpEDN TIVEULOVLKI) VOGOC

— NepdolmepmAAoTIKA VOOOC

35-50% maBoAoyika eupAuota otnv afovikn Topoypadia

AntodpaKTLKOU KOl TTEPLOPLOTLKOU TUTIOU SLOTOPOXEC OTLG
AELTOUPYLKEC SOKLUOOLEC TOU TVEU OV

2xeTL{ETOL HE UMtEPYOAO G aLpLVALUiQ, OLUTOAVTIOWHOTA



>uvOpopo Sjogren /AMNN

Thoracic manifestations

Prevalence Peculiar aspects in
Sjogren’s syndrome

Airway disease
Cough

BHR

Bronchiolitis

Bronchiectasis

Pulmonary infections
Interstitial lung disease

Monspecific interstitial
pneumonia

Usual imterstitial pneumonia

Lymphocytic interstitial

pneumonitis

Organising pneumonitis

L1619

L2-60%7
12—-24%% Mainly follicular
bronchiolitis
T— 5497 Mainly cylindrical
. bronchiectasis
10-35%

55241

16207

15201

11%%



>UvOpouo Sjogren

UIP Ewkova MeAiwooo knpuBpac kot
Epduonua



>UvOpouo Sjogren

LIP Nepdokuttapiki KupeAditida



>UvOpouo Sjogren

BALT LIP



2UvOpouo Sjogren

* [1ote Bepamnevovpe;
— Otav £XOUME EMLUOVN CUUTTTWHOTOAOYLQ,
SLOTOPAYUEVEC AELTOUPYLKEC OOKLLLAOLEC,
cof3apn aKTLVOAOYLKN ELKOVOL

— KopTlko€eLdr), AVOCOTPOTIOTIOLNTLKA,;
(oxL kukhopwodapuidn)

— a-CD20(Rituximab);
— a-CTLA4(abatacept);



Meplotatiko 4

e [uvaika 25 €Twv yuvaika
¢ -2 gBOOpAdEC:

= ETTwduva €Akn oToupatikou BAevoydvvou
= ApBPaAyYieC TWV HIKPWYV ApBPWOEWV TWV AKPWYV XEIPUWV

= AepuaTIKEC BAABEC O aupOTEPA TA XEPIO

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Meplotatiko 4

Quoikn g&ETaon:

= YTTEPKEPATWOIKES BAATIOEC KOl OXAOEIC TOU OEPUATOC OTA AKPODAKTUAQ Kal
TIC TTAAQUES (XEPIO MNXOAVIKOU)

= 2UMMETPIKN apBpiTida Twv EM® apBpwocwyv Twv AKpWwV XEIPWV

= AlaBpwTIKG £EAKN oTOPATIKOU BAEVOYOVVOU Kal UTTEPWAG KABWS Kal
epUBNUATWON OUAITIONO

= Akpoaon Twv TIVEUNOVWV: TpilovTeg O0Tn BAon Tou deCIOU TTVEUUOVA

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Meplotatiko 4

Epyaotnplakog EAeYXOC:
®* Avaipia (Hb =11.4 mg/dl)

* Mwkpi M nratikwv eviupwv (AST = 58U/L, ¢pt< 40U/L, ALT = 66U/L, dt <
561U/L)

® N pukwv evlvpwv (CPK = 634U/L, dt< 198U/L)
Yriepyoppoodatpvalpia, y-odpatpivec 19.7%

CRP, cupmAnpwpa, avtooavitiowpota (ANA, anti-ENAs, RF, anti-CCP, ANCA,
OUTOAVTIOWMATA HUOOCLTLO0C): apvNTIKA

® HIV, HCV, HBV: apvnTika

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



MepLoTATLKO 4

Aoviki} Topoypagia Bwpakog uwnAng eukpiveiag (HR):

UTTOTTAEUPLKEC BAABeC Siknv BoANC udAou
o0To 6£€10 KATW TVEULOVLKO AoPO

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Meplotatiko 4

® BAdBec otopatikol BAsvoyovvou
¢ ApBpitda

® Xépla pnxovikou

® Hmatwkn, puikn, TVEVUOVLIKN TIPOoBoAn

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Meplotatiko 4

MBaveg SLayvwoelg;
® Ayyetitida (amniBavn)

® Muooitda (mbavn)

Oepasteia:

* [IpedvidoAovn 0.5mg /Kg XB
* MeBotpegatn 0.2 mg/ Kg/efoouada

2NUavTikA BeATiwon (META 2 €BOOUADEQ)
OTOMATIKWY, OEPUATIKWYV BAaBwyv, apBpiTidag
KAl PUOIOAOYIKEC TIMEG NTTATIKWV/UIKWV
eviUpwv

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Meplotatiko 4

+ 4 eBOopadeg:

= [lupeTikd kUpata 39°C
= AuoTtrvola Kal TaxuTrvola
=  Tayxukapdia

= Ymogia (PO2 = 79mmHg, PCO2 = 36mmHg, pH = 7.45, HCO3 =
26mmol/L, kopeouds ocuyovou =87%)

= [lveupovikég dokipaaieg : TLC = 58%, FVC = 55%, DLCO = 50%
(Mep1opIOTIKO TTPATUTIO)

=\ Avaipiag (Hb = 9.9 mg/dl)
= AN TKE = 60mm/h kai CRP = 25 mg/L

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Meplotatiko 4

+ 4 ¢BOoudadec :
Agovikn} Topoypagia Owpakog (HR):

*  Exrtetapévec BAGReC diknv BOAC udGAou o€ au@OTEPA TO JECO Kal
KATW TTVEUPOVIKO TTEDIO

®  Tlepipepikr) TTUKVWON KATW AoBwv
* ATtoucia BAaBwv diknv pEAICOOKUPOpAC

v _

» BpoyxokuweAidiko EkTTAUMA ) Bloyia
TTveupova dgv €yivav Adyw BapuTtnTog
vOOoou

» T[TOANATTAEG KOAAIEPYEIEG AiPATOG
APVNTIKEG

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Meplotatiko 4

4 ¢Bdouddec apyoTepa:
Agovikn} Topoypagia Owpakog (HR):

*  Exrtetapévec BAGReC diknv BOAC udGAou o€ au@OTEPA TO JECO Kal
KATW TTVEUPOVIKO TTEDIO

®  Tlepipepikr) TTUKVWON KATW AoBwv
® ATtroucia BAaBwv diknv NEAICOOKEPUOBPAC

ALALEDT) TTVEVLLOVIKT] VOOOC LUE

‘ 10AL

A

OPYAVOULLLEVN TTVELVLLOVIA

Oepasela;;;

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Meplotatiko 4

Osepaneia:

* MeBuAnpedviloAovn 1gr evdodpAEBLa kat otn cuvexela 1mg/kg 3B

* 6 evbodAEBLec pnviaiec woelg avoooodatpvwy (0.4mg/kg IB/nuepa X 5
NHEPEC)

* MebBotpetatn 0.2 mg/ Kg/eBdouada

* KukAoormopivn-A 0.2 mg/kg IB/nuépa

4 JAveEG META

*  IIANpNC VPECT CLUMTWUATWY KAl EVPTUATWV

* Atovikn touoypagia Owpakoc (HR):
VITOYWPTNON TUKVOTIKOV BAaBwv kat Aafmv
otknv Oaupng vaiov

2 Xpovia JETA

*  IIANpNg VPECT KAIVIKT), EPYAOTIPLAKT KOl AKTIVOAOYIKT)

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Meplotatiko 4

ISLoUTEPATNTEC TOU MEPLOTATIKOU:

° AouvnBnc n evapén puooitidac pe oTopaTkeS BAAPEC
° ApvNTIKAQ auToavIlowpaTa puoaoitidoc
° Taxutdtn avarmtuén nMVEUUOVIKAC POooBOANG Kalt

° Apeon avaykn evopénc cuvOUACUEVNC OLVOOOKOTAOTAATLKNG
Bepareiog

* ALALECN TIVEULOVLKN VOOOC LLE AUTOAVOOEC EKONAWCELC

Zampeli E, et al. Clin Exp Rheumatol. 2017;35:1057-8



Alapeon mvevpovomaBeLa Ue
QUTOAVOOEC EKONAWOELC

Classification criteria for interstitial pneumonia with autoimmune features (IPAF) [1].

1. Presence of an interstitial pneumonia (by HRCT or surgical lung biopsy) AND,

2. Exclusion of alternative etiologies AND,

3. Does not meet criteria of a defined CTD AND,
4, At least one (1) feature from at least two (2) of these domains:

A. Clinical domain

B. Serologic domain C. Morphologic domain

1. Distal digital fissuring (i.e. ‘mechanic
hands’)

2. Distal digital tip ulceration

3. Inflammatory arthritis or polyarticular
morning joint stiffness =60 min

4. Palmar telangiectasia

5. Raynaud's phenomenon

6. Unexplained digital edema

7. Unexplained fixed rash on the digital
extensor surfaces (i.e. ‘Gottron's sign")

1. ANA, either diffuse, speckled, or homogeneous patterns at >1:320 titer OR ANA 1. Suggestive radiology patterns by HRCT:

nucleolar pattern at any titer OR ANA centromere pattern at any titer a. NSIP

2.RF> 2 x ULN b. OP

3. Ant-CCP c. NSIP with OP overlap

4. Anti-dsDNA d. LIP

5. Anti-Ro (SS-A) 2. Histopathology patterns or features by
6. Anti-La (SS-B) surgical lung biopsy:

7. Anti-ribonucleoprotein a. NSIP

8. Anti-Smith b. OP

9. Anti-topoisomerase (Scl-70) c. NSIP with OP overlap

10. Anti-tRNA synthetase (eg, Jo-1, PL-7, PL-12, E], O], KS, Zo, tRS) d. LIP

11. Anti-PM-Scl e. Interstitial lymphoid aggregates with
12. Anti-MDAS (CADM-40) germinal centers

f. Diffuse lympho-plasmacytic infiltra-

tion (with or without lymphoid follicles)
3. Unexplained multi-compartment
involvement™:

a. Pleural effusion or thickening

b. Pericardial effusion or thickening

c. Intrinsic airways disease

d. Pulmonary vasculopathy

HRCT = high-resolution computed tomography scan; ILD = interstitial lung disease; IPAF = interstitial pneumonia with autoimmune features; LIP = lymphocytic interstitial
pneumonia; NSIP = nonspecific interstitial pneumonia; OP = organizing pneumonia; RTX = rituximab; SD = standard deviation; UIP = usual interstitial pneumonia.
* Either by: thoracic imaging, lung histopathology, right heart catheterization, pulmonary physiology.



JUMTEPAOOTO

A KaBe aacOevng pe SLApEON MVEVOVLIKA VOOO MPEMEL va uTtoBaAAsTal os:

. /\enrouspeq LOTOPLKO Kol TTARPN c|)u0u<r] e&eracn ylo Ty, avayvwpLlon
CUUTTTWUATWY Kol CNUELWV UTTOKELPEVNC AUTOAVOCNG VOCOU.

* ELOKO avoooloyLko €Aeyyo Ttou va TepAapBavet
— Pevpatoeldn Mapayovta kat a-CCP,
— Avtutupnvika avtiowpota (ANA),
— OAa ta avtiowpata Kotd ekxUAlopatwy rtupnva (ENA) kot
— EWka avtoavtiowpato oxetilopeva pe puooitida/depuotopvoaoitido

B ZtEVH OUVEPYOOLO TWV OXETIKWV UTTOELOLKWV YLOTPWV

' H €ykaipn avocoTpONMONOLNTIKN aywyn

HUrtopel va aAAageL plllka TtV puoLKn LoTopila TNG vOOOU Kol TO
npoodokLuo eniBiwonc.



