NMVEUPOVIKA UTTEPTOON OTA PEUMATOAOYIKA

VOO |MOTO OTOV TTAIOIATPIKO TTANBUCHO
ETTitTrTlon — oTpaTnyIKn AVvTIMETWITIONG -
mTPOYyVWOoN

Adptrpog Pwrtng MD PhD

*  Akadnuaikog YToTpo@og MNaidiatpikAg PeupaTtoloyiag, I MNaidiatpiki KAIVIKA,

EBviko & KatmodioTtpiakd MNav. ABnvwy, NN «ATTIKOV»
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Aev £X OVYKPOULOT CLUPEPOVTV



[Mveupovikn YTTEpTOON

= Metd TnVv 10101100, N
TIVEUMOVIKA UTTEPTOON
atrodideTal OUXVOTEPQ OTA
VOOT)JaTA TOU OUVOETIKOU I0TOU
— avTigToixouv o1o ~ 30% oToUug
EVAAIKEG

® [1io ouyvn UTTOKEIPEVN aITia
OTOUG EVNAIKEG gival TO
2.U0TNMATIKO 2KANPOdepua

m >EA, MNZI, 20vdpopo Sjogren,
PA

[TOAU 1TI0 OTTAVIO €KONAWON O€
TTadIa

PeupartoAoyika vooruara: ‘Exel

TTEPIYPOAPEI KUPIWGS PE TN HOPYPN
TTEPITITWOEWV

m >uoTnuaTtiki NIA

= SEA

= NAM

B 2 UOTNMUATIKO ZKANPOdepua/MNZI

® |lvwdng MeooBwpakiTida




2uotnuaTtikn NIA

10% NIA (1 : 1000 TTa1d16)
[MUPETOC (ATTOYEUHATIVOG)

ECavOnua pe Tov TTUPETO Kal TO
OTTOI0 UTTOXWPEI OTAV UTTOXWPENAOEI O
TTUPETOC

(KnAIdwdec—BAaTidwdeg, Aiknv
20AwuoU, Kvnoudg, Aspuoypa@piopocg)

Augnuévol OeikTEG PAEYHOVNG,
apvnTIKOG RF, uWnA£C TIMES
QEPPITIVNG

ApbBpiTida

OpoyoviTida, NTTatooTTANVouEyaAia,
Aep@adevoTTadela

2.UvOpouo Evepyotroinong
Makpo@aywv (10-30%)

rat

[}
Q

Hour

CC 0
406 105
40.0 104
39.4 103
@
S 389 102
383 101
§ 37.8 100
372 99
367 98
360 97

48124812481248124812481248124812481248124812481248124812
AM PM AM PM AM PM AM PM AM PM AM PM AM PM

DR B LR R R L L L L O L L L L S L L R L L B L B T L L L)




2uoTnuaTtikn NIA

B [lvEUUOVIKN UTTEPTAON - ECAIPETIKA
oTTavia

B > UXVOTEPEG AVAPOPEG TTEPIOTATIKWV
META TO 2008

AvaOpPOUIKA MEAETN:
m 25 aoBeveic (16 PAH)

® 92% 2uoTnUATIKA CUUTITWHOTA — 60%
ETIREBAIWPEVO 1] IOXUPN UTTOYIia
2.UvOpouou Evepyotroinong
Makpo@aywv

m 17 aoBeveic ameBiwoav ( 8.8 +/-
11.36 months)

Arthritis Care Res (Hoboken) 2013 May; 65 (5): 745 - 752



2uoTnuaTtikn NIA

[MBavOg EUTTAEKOPEVOC UNXAVIONOC:

IL-1, IL -6 au¢nuéva otnv PAH
Hereditary PAH - petaAAaceic BMPR2

IL — 6 peiwvel Ta emTireda BMPR2 (in

Vitro)

MOAIG 9 TrepioTaTIKA pE Acute Onset
Still's Disease kai NveupovIKA

YT1répraon

Case report yia tn xpnon Tocilizumab

oe AOSD

Arthritis Care Res (Hoboken) 2013 May; 65 (5): 745 — 752
International Journal of Rheumatic Diseases 2014; 17: 336 - 340



2UOTNHATIKOG EpubnuaTtwdong Aukog

® EmmmoAaouog 2-25 ava 100.000
TTaIdId

m HAKKia évapgng 12 €1n
B 2TTAVIA TTPIV TNV NAIKIO TV S

® [1io ouxvo oTta kopitola 4.5-5: 1

m ACR criteria (1997)
m SLICC criteria (2012)

® [0 cUXVO CUUTITWHA N KOTTWO

® ACR criteria (1997) - 4 amé 1a 11 yia va

TEBEI N d1Idyvwon

O N WNE

©

10.
11.

E¢avOnua diknv treTaAoudag
AIOKOEI0EC €AvOnua
dwroeuaiocbnoia

2TOMATIKA €AKN

ApBpiTida

OpoyoviTida (TTepIKapdiTIda, TTAEUPITION)
NEQPIKI) OUPPETOXNA

NeupoAoyIkEC ekONAWOEIC (Puxwon,
OTIACOI)

AINATOAOYIKEG EKONAWOEIC (avalyia,
BpoupoTrevia, Aep@oTTEVia)

ANA (+)

@¢eTIka dsDNA, anti-Sm,
AVTIQWOPOAITTIOAIUIKA AVTICWHATA



2UOTNMATIKOG Epubnuatwdng AUKog

Non-infectious pulmonary complications of SLE and MCTD".

Pulmonary Manifestation ~ Estimated  Estimated  Onset Presenting Signs & Symptoms Radiographic Findings Prognosis Treatment
Prevalence  Prevalence
in SLE in MCTD
Pleuritis 50-80% <20% Acute Pleurisy, dyspnoea, orthopnea, Pleural effusion Good NSAIDs, CS
pleural rub
Acute lupus <10% N/A Acute Dyspnoea, cough, fever, Patchy acinar Poor; mortality  CS, PPh, CYC, AZA
pneumonitis chest pain, pleurisy, hemoptysis; infiltrates up to 50%
(ALP) often preceded/associated with with bibasilar
infection, hypoxemia predominance
Alveolar hemorrhage Up to 2% rare Acute Dyspnoea, cough, chest pain, Patchy acinar Mortality CS, PPh, CYC, AZA
(AH) drop in hemoglobin, pleurisy, infiltrates with up to 50%
hypoxemia bibasilar
predominance
Acute reversible <1% Acute/chronic Dyspnoea, Low FVC, Low DLCO Normal Good (&)
hypoxemia
Chronic interstitial 3% 20-50% Chronic, may be  Dyspnoea, cough, low FVC, CXR: reticular Poor to Good GS, CYC AZA
pneumonitis long-term low DLCO, fibrosis interstitial
complication infiltrates: ground
of ALP glass, honeycombing
Shrinking lung <1% Chronic Dyspnoea, orthopnea, Normal or basilar Good (&
disease low FVC, low DLCO atelectasis,
elevated diaphragm
Thromboembolic - Rare Acute Dyspnoea, pleurisy, hemoptysis, CXR - normal or effusion,  Variable Anticoagulation
disease fever, pleural rub Spiral CT,
ventilation/perfusion
scan, D dimer
Pulmonary 5 to 14% 20-30% Chronic Dyspnoea, chest discomfort, CXR - normal or per Variable Pulmonary vasodilators
hypertension right heart failure, (ETRA, prostanoids,
pericardial effusion, elevated BNP, 5'PDE inhibitors,

low DLCO with stable FVC

anticoagulation; CYC and
CS in select cases

Paediatric Respiratory Reviews 13 (2012): 29 - 36



2UCTNUATIKOC EpubnuaTtwdong AUkKog

® [ToAUKeVTPIKN avadpouikh HEAETN (BpadiAia)

® [Tveupovikn uttépraon 17/852

® Q1 TTEPIOOOTEPOI EVTOC DIETIOC ATTO TNV £€vapcn TNG vOoouU
= ACUUTTTWMATIKOI aoBgveEic Ye NTTIa vOOoOo

m AyyelodlaoTaATikG o€ 11/17

m 9/17 avaoTpeéwiun oc 17.5 unvecg (1 — 40)

Pediatr Cardiol 2017 Feb; 38 (2): 234 - 239



2UCTNUATIKOS EpubnuaTtwdng AUKog

Kartda tn diayvwaon 1nG vOoou:
®m Baseline ECHO, ECG, CXR

" PFTs and DLCO
EtravaAnyn €1Ti cupTITwuatoAoyiag:

Kotrwaon, duoTrvola, Brxag
(TTapAyovTeC KIVOUVOU:
QVOOOKATOOTOAN — AOIMWCEEIC AVATIVEUCTIKOU, TIVEUUOVIKI ivlon)

m 1 mepiTTTwon oTnV otroia N INveupovIKA UTTEPTAC NTAvV N TTPWTN

KAIVIKR) EKONAWON  g.and 3 Rheumatol 1997: 26: 325 - 6

Ann Rheum Dis 2017; 76: 1788-1796



2UCTNUATIKOC Epubnuatwdong AUKog

m Oepartreia

2TEPOEION
KukAopwao@auiodn, Rituximab
AvoookaTtaoTaAtika (MTX, AZA, MMF)

AyyelodIaoTAATIKA (XOpnyouvTal o€ aoBeveic Ye TTIo ooapn
1Y)

Arthritis Rheum 2008 Feb; 58 (2): 521 - 31



Neavikn Aeppatopuoaitidoa s

® EtAoia emitrtwon 2-4: 1.000.000 traidia

= OTtroiadniToTe nAIkia — Mo ouyxvo 5 — 10
ETWV

= [1i0 ouxvo oTa Kopitola 2.7 : 1

Peter and Bohan criteria (1974)
1. XapaKTnpIOoTIKO £§avOnua

2. 2UPPETPIKN PUIK aduvapia Twv £yyug
MUIKWV OPAadwyv (UNpog, wuikn dwvn

3. Au¢nuéva puikd évCupa (AST, ALT,
CK,LDH, aldolase) —ETTi aug¢nuévwy NITATIKWY
avCupwv EAEYXOG MUIKWV

4. Bloyia puog
5. XapakTtnpIloTIKEG aAAayEg ato HMI

= Eupnuara puoacitidag atnv MRI



Neavikn OEpMATOMUOCITION

= 123 NAM: AucAeitoupyia Tou
Muokapdiou o€ evepyr vOOO
(OUOTOAIKN/OIOOTOAIKNA
duoAcitoupyia, low heart rate
variability)

m 8—10 % AiGueon TIVEUNOVIKN
vOOO0G

B Aev EXEI TTEPIYPAPET TTVEUNOVIKI)
UTTEPTAON O€ OJAdEC aoBevwWYV
ne NAM

m 4 uviotatal ECG kar ECHO katd
Tn d1dyvwaon (expert opinion) Kai
ETTAVAANYN O€ a0BeVEIC PE
auCnNMEVN EveEPYOTNTA VOOOU 1. Rheumatology 2014; 53: 2214 - 2222

2. Rheumatology 2016; 55: 535 - 543
3. Ann Rheum Dis 2014 Oct; 73: 1805 -10

4. Ann Rheum Dis 2017 Feb; 76: 329 - 340



2UCTNMOTIKAN 2KARpuvon

Mepiopiopévn (CREST) r} diayxuTn

Etrirrwon 0.27 ava 1.000.000
TTaOIG/ETOC

2 KA puvon d€PUATOC £YYUG TWV
METAKAPTTIOPAAQYYIKWYV apOpwoEwV

Raynaud
2KANPOOAKTUAIQ, EAKN TwV dAKTUAWV

TPIX0EIDIKEC HETABOAEC TNG OVUXOPOPOU
PpaAayyag

TnAayyelakTaoieg

Anti - centromere, Anti-Topoisomerase |
(anti-Scl-70), anti-RNA polymerase Il

ExkdnAwOoEIG aTTO TO AVATIVEUOTIKO
(01Gueon TTveupovik vOooo, UTTEPTACH)

MAJOR
CRITERION

MINOR
CRITERIA

Sclerosis/induration of the skin proximal to MCP

« Skin Sclerodactyly

. Vascular Raynaud phenomenon
Mailfold capillary abnormalities
Digital tip ulcers

« Gastrointestinal = Dysphagia
Gastroesophageal reflux

« Renal Renal crisis

Mew-onset arterial hypertension

« Cardiac Arrhythmias
Heart failure

« Respiratory Pulmon fibrosis (HRCT/¥-ray)
3]

Pulmonary hypertension

. Musculoskeletal = Tendon friction rubs

Arthritis

Myositis
« Neurological Meuropathy

Carpal tunnel syndrome
. Serology Antinuclear antibodies

SSc selective autoantibodies (anticentromere,
anti-topoisomerase |, anti-fibrillarin, anti-PM-
Scl, anti-fibrillin or anti-RNA polymerase | or
1)

Arthritis Rheum 2007; 57: 203-212.



2UCTNMOTIKA 2ZKARpuvon

Kapdiakl CUPMETOXN ® 2|81 guxvoTnTa KOPSIAKAS
m 1 AppuBuiec (10%), Kapdiakn) OUMMETOXNG KAl TTVEUNOVIKNAG
aveTtapkela (7%), MNMepikapdiTida ivlwong
(10%) ® AlyOTEPO OUXVI OTTAQYXVIKN
OUMMETOXN O€ OXEON ME TOUG
[TVEUMOVIKI) CUMMETOXN EVNAIKEC
m 1[Tveupovikn utréptaon (7%) ® [1I0 OUXVEG OI OEPUATIKES KAl
OIANEDON TTVEUMOVIKN VOOO apOpPIKEC apBpwaoEIg

m 2[Mveupovikr utréptaon AlydTepo

ouxvn (evhAikeg 15%) 3 ETro10¢ éAeyX0C
m >mpopétrpnon, DLCO (CXR,
m 1EKOAAWON eVTOC 2 €TiAC HRCT)

= ECHO (BNP, NT proNP)

1. Arthritis Rheum 2006; 54: 3971-3978
2. J Rheumatol. 2010;37(11):2422
3. Eur Heart J. 2016 Jan 1;37(1):67-119



2apKogidwon

m Emitrrwon 0.3/100.000 traidid ava
£T0G

® NOD2 (Early Onset Sarcoidosis 1
Blau Syndrome)

— ApOBpiTIda, payocidiTida, dEPUATIKEG
EKONAWOEIC

B 210 TTAIOIA EivVAl OTTAVIEG Ol
AAAOIWOEIC OTOUG TTVEUHOVEG/TTUAQiQ
AeppadevoTradeia

m Payociditida (IMavo@BaAuiTidq)

® Biowia XapakTnpIoTIKO KokKiwua

m ACE un €10IKO

= [epikapdiTda, HUoKapOITIOA,
dIATAPAXES TG AYWYINOTNTAG

m >1epocldny, MTX, anti - TNF

— Spleen
Lymph node

Arthritis




Iviwdnc¢ MecoBwpakiTidoa
(Fibrosing Mediastinitis)

® YmrepmrAaoia KoAAayovou Kal IvwdouC I0TOU OTO HECOBWPAKIO
® [lveupovikn utTEPpTaon, dUCTIVOId, AIJOTITUCH

AiTia:

m TB, arutra pukofakrnpidia, aotrepyiAog, Histoplasmosis

m KakonBeleg

m > apkoegidwan, Behcet's, ANCA ayyeliTida

m |gG4 — oxeTi(OPEVN VOOOG



IgG4 — oXETICOMEVN VOO OG

Opdda diatapaxwy:

1. AidyKwon Twv TTPooBeBANUEVWV Ivwdng pecobwpakitida
opyavwy (tumor like)

3/15 MepioTaTika Ivwdoug
2. Aep@QOTTAAOUATOKUTTAPIKA OINBNON , . .
am6 IgG4 TAAOPATOKUTTAPA, VWoN MECOBWPAKITIOAS IGTOAOYIKA TTAnPOUCAV

ME XApAKTNPIOTIKA OIATAEN TWV Ta KPITAPIa TNG 1gG4 oxeTiI{duevnNG vOOoOoU
KUTTAPWV(OTTEIPOEIDN), EIKOVA
ATTOPPAKTIKAG QAERiTIOAG/apTNPITIOAC

) ) Int J Rheumatol. 2012; 2012: 207056
3. Augnueveg TiéEG 1gG4

Systemic IgG4-related plasmacytic syndrome i i
OepatTeUTIKES ETTIAOYEG
Hypophysitis

Mikulicz® disease
Katiner's tumor

KopTIkooTEPOEIDN

Interstitial pneumonia

i i Riedel's thyroiditis : ;
Retroperitoneal fibrosis ™ yr RItUXI mab
b‘ w
Tubulointerstitial nephritis Auteimmune pancreatitis

Glomerulonephritis
Prostatitis




ANCA ayyelitide¢  £UvVOpopo
Sjogren

(GPA, MPA)

MTTOpEi va uTTAPCEl ayyENTIOIKN
TTPOCBOAN TNG TIVEUHIOVIKNG pTNRIOG [TY otravia oToug VNAIKEG
Mepovwpeves TepITTWOEIS Movo 1 TTEpIOTATIKO £XEI
TTEPIypayEi o€ TTaIdIaTpIiko

2.€ 010V BAon KaTaypaPrg dev EXEI
aoBevn

KOTOYPAPEI N TTVEUPOVIKNA UTTEPTAON
OTO CUMTITWMATA TWV TTAIDIATPIKWY

0G0V MpwTn ekdAAWON TNG

vOoou

Comparing Presenting Clinical Features in 48 Children With
Microscopic Polyangiitis to 183 Children Who Have
Granulomatosis With Polyangiitis (Wegener’s)

An ARChiVe Cohort Study

N J Clin Rheumatol 2007; 13: 276 - 277
Arthritis Rheum 2016 Oct ; 68 (10): 2514 - 26
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