[TpoOBOAN TWV agpaywywy, TWV AVATTVEUOTIKWY JUWV KAl TNG
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Peuparocidng ApBpitida-EkdNAWCEIC ATTO TO AVATIVEUOTIKO oUoThuA

* Mtropei va TrpokuTITouv atrd Tnyv idla v PA 1} va €ival TO aTTOTEAEOUA TWV AVOCO-PUBUICTIKWY

PAPMAKWY TTOU XpnoiuoTtroiouvTal yia Tn Bgpartreia tng PA
» O1 TePI00OTEPES EPPaviCovTal OTA S TTPWTA XPOVIa TG VOOOU

 Ta CUUTTTWHATA ATTO TO QAVATIVEUOTIKO MTTOPEI va Trponyouvial TWV CUMTITWHATWY OTTo TIC

apBpwoelg 1o 10-20% TWV TTEPITITWOEWV

Marigliano B, et al. Autoimmun Rev 2013; 12: 1076-1084.
O’Dwyer DN, et al. Eur J Intern Med 2013; 24: 597-603.



Peuparocidng ApBpiTida — ATTOQPOKTIKA Voo uaTa

TABLE 1 Pulmonary manifestations of rheumatoid arthritis

Parenchymal
Interstitial lung disease [i.e. usual interstitial pneumonia, nonspecific interstitial pneumonia, acute

interstitial pneumonia/diffuse alveolar damage and organising pneumonia)

Pleural disease

Pleural effusion

Pneumothorax

Bronchopleural fistula

Trapped lung svndrome
Airway obstruction

Cricoarytenoid arthritis

Bronchiectasis

Follicular bronchiolitis

Obliterative [constrictive) branchiolitis
Nodules

Rheumatoid nodules

Caplan syndrome
Vascular disease

Rheumatoid vasculitis

Pulmonary hypertension
Other

Drug toxicity

Infection

Malignancy

Thoracic cage restriction

Thromboembolic disease

Shaw M, et al. Eur Respir Rev 2015; 24: 1-16.




Peupatocidnc ApBpitida — NpocoAn KPIKOAPUTAIVOEIDWV XOVOPWYV

*AMayn xpoldg ewvng, BPAayxog QwvAg, £10poenan,
aiobnon ¢évou owuaTog

*OCcia EIKOVA JUE EKTTVEUOTIKO OUPIYUO

*AoT1aBcia AMZZ (dTAac-Ggovacg)

*ETePOTTAEUPO 1] AUQPOTEPOTTAEUPO  €pUBNUO  Kal

OI0YKWAOTN TOU APUTAIVOEIDOUG XOVOPOU

Bertolani MF, et al. Clin Exp Rheumatol 1997; 15: 115-6.




Peuparogidnc ApBpiTida — ATToppPaKTIKH POy XIOAITIOO
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*KataoTpo@n Twv BpoyXIoAiwv Kal atté@pacn Tou aulou atrd KOKKIWON I0TO
*AANOTE Bpadiwc e€eAICOONEVN, AANOTE OCgia eTTIOEIVILON

*2 UOXETION ME 2TTAaBEC ouvdpouo Sjogren oTa TTAaiola PA

*/AEITOUPYIKOG EAEYXOG: ATTOQPAKTIKO OUVOPONO




CT Bwpaka (EKTTVON): aTTOPPAKTIKI BEOYXIOAITIOO/ WO AIKO-
Tayideuon agpa o aoBevn ue PA

Shaw M, et al. Eur Respir Rev 2015; 24: 1-16.




BpoyxioAiTida o€ 28xpovn yuvaika ue PA

« Katw AoBoO¢ de€ia (e1otTvor): pwodiko (*),
TTAXUVON  TOIXWHOTOGC  Twv  BpOoyxwv,
KEVTPOAOBISIakd olidia (™) kal KUAIVOPIKES

Bpoyxektaaieg (»)

Tanaka M, et al. Radiology 2004; 232:81-91.




BpoyxIoAiTIda o€ 28xpovn yuvaika ue PA

o Kadtw AoBO¢ 0Oe€id  (ekTTvon): EKTETAMEVN

Tayideuon agpa (*)

Tanaka M, et al. Radiology 2004; 232:81-91.




Peupuatocidnc ApBpitida — QuAakiwdng BPoyXIoAITIOO

ECwTepik Tricon Kal amo@pacn Twv PpoyXIoAiwv atrd

UTTEPTTAQOTIKA AEP@PIKA BUAdKIa

2UVNBwc TuXaio eupnua o€ Bloyia

AKTIVOAOVYIKI) €IKOVA OIAXUTNG TIVEUUOVIKAG VOOOU

ATTOQPAKTIKO I TTEPIOPIOTIKO TUVOPOUO

AVTATTOKPIVETAI OTA KOPTIKOOTEPOEION (QvTiBETA ME TNV

Figure 71-15 Follicular bronchiclitis in rheumatoid arthritis G'ITO(ppGKTlKﬁ] BpOYX|O)\iT|6G)
High-resolution computed tomography demonstrating multiplg

centrilobular nodules.

*CT: KevrpoAoBidiaka ) TrepiBpoyXIKa olidla pe «BauPry UaAo» O€ BPOYXOKEVTPIKH KATAVOMN




Peuparogidnc ApBpitida — INveupovik KUKAopopia

TABLE 1 Pulmonary manifestations of rheumatoid arthritis

Parenchymal
Interstitial lung disease [i.e. usual interstitial pneumonia, nonspecific interstitial pneumonia, acute
interstitial pneumonia/diffuse alveolar damage and organising pneumonia)
Pleural disease
Pleural effusion
Pneumothorax
Bronchopleural fistula
Trapped lung syndrome
Airway obstruction
Cricoarytenoid arthritis
Bronchiectasis
Follicular bronchiolitis
Obliterative [constrictive) branchiolitis
Nodules
Rheumatoid nodules
Caplan syndrome
ascular disease
Rheumatoid vasculitis
Pulmonary hypertension
Other
Drug toxicity
Infection
Malignancy
Thoracic cage restriction
Thromboembolic disease

Shaw M, et al. Eur Respir Rev 2015; 24: 1-16.




Peuparogidng ApBpiTida — OwPaKIKO ToiXwHa

TABLE 1 Pulmonary manifestations of rheumatoid arthritis

Parenchymal
Interstitial lung disease [i.e. usual interstitial pneumonia, nonspecific interstitial pneumonia, acute

interstitial pneumonia/diffuse alveolar damage and organising pneumonia)

Pleural disease

Pleural effusion

Pneumothorax

Bronchopleural fistula

Trapped lung syndrome
Airway obstruction

Cricoarytenoid arthritis

Bronchiectasis

Follicular bronchiolitis

Obliterative [constrictive) branchiolitis
Nodules

Rheumatoid nodules

Caplan syndrome
Vascular disease

Rheumatoid vasculitis

Pulmonary hypertension
Other

Drug toxicity

Infection

Malignancy

Thoracic cage restriction ]

Thromboembolic disease Tl'pOO'BO)\r’]Q Gpep(l’.)O'Z(UV TOU thpO(ch

Auokivnoia Bwpakikou TOIXWHATOS AOYwW

Shaw M, et al. Eur Respir Rev 2015; 24: 1-16.
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2.U0TNMATIKOC EpuBnuatwdng Aukog (2EN)

MaBoyéveia

» KukAo@opouvta avOOOCUMTTAEYyUAT

EVATTOTIOEVTAI OTOUG 1I0TOUC

« Evepyotroinon TOU

OUNTTANPWHATOG
EKKPION KUTTAPOKIVWV

Tsokos G, et al. N Engl J Med 2011; 365: 2110-21.

TTOU
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2EA - Kpitipia yia tn diayvwaon (American College of Rheumatology)

Criterion

Malar rash

Discoid rash

Photosensitivity

Oral ulcers
Arthritis

Serositis

Definition Criterion Definition

A rash on the cheeks and nose, often in the shape
of a butterfly

A rash that appears as red, raised, disk-shaped Kidney disorder Persistent protein or cellular casts in the urine

patches Neurologic disorder  Seizures or psychosis

A reaction to sunlight that causes a rash to Blood disorder Anemia (low red-cell count), leukopenia (low white-
appear or get worse cell count), lymphopenia (low level of specific
Sores in the mouth white cells), or thrombocytopenia (low platelet

count)
oint pain and swelling of two or more joints
J P g J Immunologic disorder Positive test for anti—-double-stranded DNA, anti-Sm,

Inflammation of the lining around the lungs (pleuri- or antiphospholipid antibodies

tis) or inflammation of the lining around the ‘ - _ _
heart that causes chest pain, which is worse Abnormal antinuclear Positive antinuclear-antibody test

with deep breathing (pericarditis) antibodies

* Four of the 11 criteria are needed for the formal diagnosis of SLE.

Tsokos G, et al. N Engl J Med 2011; 365: 2110-21.



2 EN\ — Tveupovikn TTpooBoAN

* O 2EA 1TpooBaAAel ouxvotepa atrd OAa Ta UTTOAOITTO AUTOAVOCO VOO MATA TOUG TTVEUUOVEG

(20-90%, avaloya pe €ido¢ TTPo0BOANG-KAIVIKE, UTTOKAIVIKI)

e [1Tdvw atd 10 50% TWV acBevwyv TTAPoucIAlouV CUPTITWHPATA ATTO TO AVATIVEUCTIKO aUuoTnua

oTnV TTopEia TNG vooou

* H 1Tpo0oBOAr} TWV TIVEUUOVWY Augavel Tnv Bvntotnta

Kamen DL, et al. Clin Chest Med 2010; 31: 479-488.



2EN — veupovikn TTpO0[B0AN

Most common pulmonary manifestations of SLE

Pleural disease Pleural effusion
Pleurisy

Parenchymal disease Pulmonary infection ~ Acute lupus pneumonitis
Acute respiratory distress syndrome
Bronchiectasis Diffuse alveolar hemorrhage
Chronic interstitial pneumonitis
Diaphragmatic dysfunction/Shrinking lung syndrome

Vascular involvement Acute reversible hypoxemia
Pulmonary embolism/Thromboembolic disease
Pulmonary arterial hypertension

Airway disease Bronchiolitis obliterans  QOpstructive lung disease
Upper airway disease

Epiglottitis
Laryngitis
Crico-arytenoid arthritis

Kamen DL, et al. Clin Chest Med 2010; 31: 479-488.




Oceia trveupovitida Tou Aukou

210 4% Twv aoBevwyv pe 2EN

Brixag, OuTvoia, TTUpeTdg, OUVABWC TIVEUPOVIKA

OINBAUATA APPOTEPOTTAEUPQ
2.UvNBwc anti-SSA avticwpara (82%)

2.UVNOwg AVTOTTOKPIVETA oTa CS/euTTeIpIkn

avTIMIKPOBIaKr Bepartreia

MTtropei va armrairnouv OVOOOKOTOOTAATIKA,

TTAQOMagaipeon

Kamen DL, et al. Clin Chest Med 2010; 31: 479-488.




2EN — KuyeAIoIkn aipoppayia

2TTAVIO OAAG €TTIKIVOUVN
2EN — KuweAidikn aigoppayia: 210 20% trpwTn €KdAAWGON TNG
vOoou

2UVOUQOMOG  JE o¢eia veppimda oT1o 50-93% TWV
TTEPITTTWOEWV (TMOavVWG EKAUETAI KOl ATTO TIG UWNAEG OOOEIQ
CS 1ou AappBavouv ol acBeveic auToi)

AvoTrvola, TTUPETOG, TIVEUMOVIKA dInBrijuarta BauBrg udAou,
TITWON TOU AIUATOKPITN

O¢partreia: vwnAl ddon CS, KukAopwo@apidn (ouxva),

QAVTIMIKPOBIaKA aywyn (TTavTa akOua Kal Xwpic Aoipwen)

Torre O, et al. Presse Med 2011; 40: 41-51.




2 EA — Tveupovikn YTrépTtaon-EpBoAn

* [lveupoviky YTéptaon - uwnAn emmimmrwon (2" o€ ouxvotnta autoavoon VOOOG META TO
OoKANPOOEPUQ)
» [MTpwTtotraBnc A AsutepoTradnc (Kapdlakn aveTTtapkela, EMBOAN, TTVEUMOVIKN ivwon)

» Xelpotepn TTPOYvwaon atro 1diotraén My

* [lveupovikr) €NBoA} — oT10 50% Twv acBevwyv Pe avTIQWOPOAITTIOIKO CUVOPONO (OUVOPOUO
UTTEPTTNKTIKOTNTOG)
* AvTIQWO@OAITTIOIKG avTiowuaTa (aPL): ota 2/3 Twv acBevwy pe ZEA

* MeyaAuTepn KAIVIKA onuagia: AvTiTinkTikO Tou Aukou (LA), avriowuarta €vavti KapdIOAITTivng
(aCL)

Torre O, et al. Presse Med 2011; 40: 41-51.



2.UCTNUATIKO 2KANPOOEPHA (22K)

* [1poaBA&AAEl TOV CUVOETIKO 10T, KUPIWG TOU OEPUATOC KAl TWV ayyeiwv Kal Aiyotepo ouyva Tou [EZ,

TNG KApPOIAG, TWV TIVEUUOVWY Kal TWV VEQPWYV

* O1 0eppaTIKEC aAAolwoEIC gival OUVABWC o1 TTPWTEC EKONAWOEIC TNG VOOOU KAl avaTITUCOOVTAI

aB6puPa o€ dIACTNPA PNVWYV £WC ETWV . . .
Major forms of systemic sclerosis

Limited Diffuse Overlap
CREST syndrome (66%) (33%) with other
diseases

| 2009
Calcinosﬁs- calcium deposits in the skin L *’ - ( /D)

Raynaud‘s phenomenon- o
spasm of blood vessels in = % b
response to cold or stress \

Esophageal dysfunction- acid reflux and P E
decrease in motility of esophagus L
S

: B Name of
Ta . "
Sclerodactyly- thickening and tightening Raynaud’s” Name of symptom?

of the skin on the fingers and hands . symptom? ;
.~
\-—- Name of e.g. lupus,

Telan iectasias- dilation of g N svmptom? arthritis or
capiﬁaries causing red marks o WK Ymp : =
on surface of skin : mysositis




*H atroucia ACA f anti-scl 70 dev atrokAgiel TO OKANpO6depua

*H Trapoucia ACA cuvodeueTtal atrd atroucia anti-scl 70 ka1 avTiIoTPOPWG

(S10¢popETIKN BIOAOYIKA CUUTTEPIPOPA)

* ANA (+): 90-100 %
» AvTikevTpouEPIOIOKA avTiowpaTta (ACA):
* Anti-Scl 70 (€vavTi Totroioopepdong 1):
(+) oto 57% aoBevwv JE TTEPIOPIOUEVO
(+) oto 25-40%
okAnpo&depua
« EidikoTNTO @ 99,5%
» +E10IKOTNTA: 95 % YIa oKANPOdEpia
* AIGXUTO OKANPOOEPUQ
o 2XETiCOVTQI ME TNV EMEAVION TIVEUMOVIKAG

e 2XETICOVTAI UE TNV EUPAVION TTVEUMOVIKNG UTIEPTAONC

ivwong
 (+) omavia oe ZEA kai gaivouevo Raynaud

Diot E, etal. Chest 1999; 116: 715-20. Reveille JD, et al. Arthritis Rheum 2003; 49: 399-412.




2UOTNUATIKO 2KANpOdeppa — INveupovikn TTpooBoAN

O1 Trveupoveg TTpooaArovtal 010 40-90% TwV a0BeVWY JE 22K

H Ttrveupovikry TTPOOBOAr €¢eAicoeTal yevikd aBopufa Kar €XEl ONUAVTIKA E€COTOMIKEUMEVN

TTOIKIAOMOP®Ia

H Oidueon TtrveupovoTtabela Kal n TIVEUPOVIKA UTTEPTACN €ival Ol TTIO OUXVEG TIVEUMOVIKEG

EKONAWOEIG KAl 01 KUPIEG AITiEC BvNTOTNTAG O€ A0OEVEIC NE 22K

MTtropei va ouvuttapxel PBpoyxIoAiTida, aduvauia avatrveEUOTIKWV HUwWYV, TIVEUHMOVIO OTTo

elopopnon

Highland KB, et al. Semin Respir Crit Care Med 2007; 28: 418—429.



2U0TNUATIKO 2KANPOdeppa — Nveupovikn utreptaon (MY)

H etTitrTwon 1ToikiAAel atrd 4.9 éwe 38%

20Bapn eITTAOKN TTOU Pelwvel TNV ST eTIRiwon atmd 90% o€ 40-50%

Kupiwg oT0o TTEPIOPIOUEVO OKANPOOEPUQ

O1 aoBeveic ye 22k avatrtuooouv 1Y pyéoa arrd TToIKiAoug TTaBoPuUOIOAOYIKOUG UNXAVIOUOUG

H aveupeon Tou aitiou TnG Y €ival Kpiolun yia Tov KA0e aoBevn

Battle RW, et al. Chest 1996; 110 :1515-1519.



2UO0TNUATIKO 2KANPOdeppa — Nveupovikn utteptaon (1Y)

A. «llpwtommaBnig T1Y» TTou oO@eiAeTal O€ TTPWTOYEVI) TIPOCRBOAN TWV MIKPWV QyYEiwv TNG
TIVEUMOVIKNG KUKAOQOpPIag KAt TPOTTO avAAoyo e TV TTpwTtotradn MY ayvwoTou aAITIOAOYIaG ws

AvTikevTpopepIdiaka avTiowparta (ACA)
B. 2uvdedpevn ue didxutn didueon TTveUPoOVOTTABEIa

[. 2uvdeduevn ue dIACTOAIKNA 6qualToupyla TNG OECIAC KAl APIOTEPNS KOIAIQG

- -n:-l:? B3P 2t 60 mm Hal v
b S | * ;ﬁ Wmax 85 m 'y a o I
"¥/ TH maxPG | mmHg -

Mukerjee D, et al. Ann Rheum Dis 2003; 62: 1088—1093.



2.UVOpPOUO Sjogren

NeP@POKUTTAPIKA dINBNON £EWKPIVWV adEvwy (1ID1aiTEpa OAKPUIKOI Kal alEAOYOVOI)

MpooBaMel Kupiwg yuvaikeg nAikiag 40-50 eTwv ( 9:1)

[MpwTtoTTaB£C (Yuvaikeg >40 eTwV) s &
Uvdpopo Sjogren

AeutepottaBég (etmi PA, 2EA, 22K)

+ ®Aeypovidng 3inBnon e€wkpiviy adévwy
i + =npooToyia- EnpowBaApia
E'ITITI'O)\GO'}JOQZ 0,5-30/0 + Mn diappwrikh apBpiTida
+ ®daivopevo Raynaud

[Tveupovik TTpooBoAr ouxvi: 25% OTO TTPWTOTTABEC

2TAUPOOPOHI AUTOAVOCIOG KOl AENPOYEVOUS KOKOROEIOG



2. UvOpouo Sjogren — Mikpoi/peyalor agpaywyoi

A. Upper airways disease
a. Rhina sicca
b. Xerostomia

B. Lower airways disease

a. Xerotrachea—sicca cough  25%
b. Lymphocytic bronchitis/bronchiolitis
c. Bronchial hyperresponsiveness 40-60%

* [1poOBOA} AVWTEPOU/KATWTEPOU QAVATIVEUOTIKOU, MIKPWV/HEYAAWY QEQAYWYWY ME TN HOPPN

AEPPOKUTTAPIKWYV OINBACEWY TwV UTTORBAEVVOYOVIWV EEWKUTTAPIWY adEVWY TOU £TTIORAIOU
« 2UVvNONG kal ATTIag BapuTnTag TTPOCROAR

Papiris S, et al. Semin Respir Crit Care Med 2007; 28: 459-471.



2.UvOpOouO Sjogren — AEPPOUTTEPTTAACTIKA CUVOpPOMA

C. Lymphoproliferative disorders
a. Diffuse lymphoid hyperplasia of the lungs
1. Follicular bronchiolitis
2. Lymphoid interstitial pneumonia
b. Pseudolymphoma
c. Lymphomatoid granulomatosis
d. B cell non-Hodgkin's lymphoma (mainly extranodal
marginal zone B cell ymphomas of the
bronchus-associated lymphoid tissue)
e. High-grade malignant B cell non-Hodgkin's lymphoma

Papiris S, et al. Semin Respir Crit Care Med 2007; 28: 459-471.




ECWAEUPADEVIKOC AEPPIKOC I0TOC TWV Bpoyxwyv (BALT)

* O Aep@IKOC 10TOC Twv Bpoyxwv (BALT = bronchus associated lymphoid tissue) TrepiAaupavel
aBpoioceic B kal T Aeg@oKuTTApwYV TOTTOBETNUEVEC NEOA OTO OUVOETIKO 1I0TO TNG BACIKAC MEMBPAVNG
TOU BpoyxIKou £TTIBNAIOU Kal oTOV UTTOPAEVVOYOVIO XWPEO TwV BPOyXwvV, Tou UTTECWKOTA Kal TwV

MEoOAOBiwv dlaPpayudTwyv

* BALT = dopIkd ouoTaTIKO TOU QVATIVEUCTIKOU CUOTHHMATOC KAl BACN YIA TNV EPUNVEIQ TNG KATAVOUNAG

KAl TNG CUMTTEPIPOPAC TTOAAWYV TTVEUNOVIKWY AEPPIKWY AVATITUCEWYV, KaAONBwWV (UTTEPTTAQCIWYV) Kal

KakonBwv (VEOTTAQCIWYV)

Koss MN. Semin Diagn Pathol 1995; 12: 158-71.



ddopa kaAonBwv Aep@ikwyv uttepTTAaoIwy — BALT Acppwparta

« ATTO TNV TIOAUECTIOKN QVATITUCN, TTOU apXilel Kal TEAEIWVEI OTA TOIXWHMATA TWV AEPLAYWYWV
(BuAakiwdng utrepttAacia BALT) péxpl TN Hop@r) TNG povhpoug padac i olou (0dwdng Aeu@OEIdNG
uTTEPTTAACIO 1 WEUBOAEUPWUA) Kal TNV TToAuEoTIOKN d1dxuTn utrepTTAacia BALT, pye kataAnyn twv

KUWEAIDIKWYV d1a@PayPATwy Kal Tou eEWKUWEAIDIKOU didpeoou diaoTtripartog (LIP)

« BALT Aspyowpuata (TowTotradn non-Hodgkin’s TTVEUUOVIKO ASUQWUATA)

A. XaunAng kakorBeiag B Aep@upata K JIKPWY KUTTAPpWYV
B. YwnAn¢ kakorBciag B Asp@upata ek HEYAAWY KUTTAPWYV

« Ta BALT Aspowpata atmd T kKUTTApa gival eCAIPETIKA OTTAVIA

Fiche M, et al. Histopathology 1995; 26: 529-537.



2.UvOpouOo Sjogren - QuAakiwdnc BpoyxioAiTida/YtreptrAacia BALT

* 2UVNOBWC ouVUTTApPXEl JE AspupokuTTapIKh BpoyXiTida, BpoyXIoAiTida ) LIP o€ aoBeveic pe 0. Sjogren

 loToAoyika xapakTtnpiletalr atmd olidla AEUPOKUTTAPIKAG dINBnong ota TeEAIKA KAl QVATTVEUOTIKA
BpoyxIoAia

« KAIVIKG gp@avideTal ye dUOTIVOIQ Kal Brixa

« 2UVNOBwCG avTatrokpiveTal ota CS

Wells AU, et al.. Clin Chest Med 1993; 14 :655-66.



* WeudoAéppwpa: MTTopEi va uTtToxwproel autéuara,

QVTATTOKPIVETAI OTA KOPTIKOOTEPOEION —)

o AEPPWMATOEIONC KOKKIWHUATWON: OTIAvia, TTPOCRAAEI

TIVEUUOVEC, OEPUA, KOl VEUPIKO oUOTNUO

—)




2.UvOpouo Sjogren — AEpewpa atrd B-kuttapa (Non-Hodgkin)

CT of the chest in a patient with primary Sjogren’s
syndrome showing two peripheral masses.

Surgical biopsy disclosed marginal zone B cell
lymphoma of mucosa (bronchial) associated

lymphoid tissue type.

Papiris S, et al. Semin Respir Crit Care Med 2007; 28: 459-471.




2.UvOpouo Sjogren — AEppwpa armo B-kuttapa (Non-Hodgkin)

A RArA .,

O «kivduvog vyia avarmTugn Aspgewpuartog €ivar 44 @opEg

MEYAAUTEPOC OE OXEON UE TO YEVIKO TTANOUONO

4-8% Twv acBevwyv Pe 0. Sjogren Ba avatrTtucouv AEPPwa

oTnV TTopEia TG vOoou

2UxvoTepog TUtrtoG: B Non-Hodgkin Aépewpa oplakng dwvng
(BALT)

2TTAVIOTEPA UWNANG KOKONBEIag Asppwuara

Voulgarelis M, et al. Clin Exp Rheumatol 2008; 26: 66—71.




2.UvOpOopOo Sjogren — AAAEC eKONAWOEIC ATTO TO AVATIVEUOTIKO oUCTNMA

D. Other diffuse interstitial pneumonias
a. Nonspecific interstitial pneumonia
b. Usual interstitial pneumonia
c. Cryptogenic organizing pneumonia

(Diffuse panbronchiolitis N
| Multiple lung cysts or bullae

Vasculitis and primary pulmonary hypertension

\Pulmonary amyloidosis Y

. Pleural disease (mainly in the secondary Sjogren’s syndrome)

Papiris S, et al. Semin Respir Crit Care Med 2007; 28: 459-471.




[ToAupuooiTida/ AcpuaTopuoaiTida

» EmmroAacudédc: 2-10/100.000 - 2,51

* [loAupuoaiTida: Kupiwg o€ nAIKieg 45-60 Twv Kal aTTavia o€ TTaIdId

» AgppatopuoaiTida: Kupiwg o€ eVNAIKEG Kal o€ TTaIdIA NAIKIag 5-14 €Twv

» |CK = 1m0 €MBOETIKI) VOOOG

* [NoAupuoaoiTida/AgpuaTtopuoaitida - KoiveG KAIVIKEC EKONAWOEIC:

» Eival kal o1 2 AeyuovWOEIC HUOTTABEIEC

* MNapouaciddovTal uE CUPMPETPIKA MUIKR aduvapia o€ diIaoTnua €OOUAdwWY £WC HNVWVY
* AVTATTOKPIVOVTAI OTO KOPTIKOOTEPOEION)

« 2XETICOVTAI YUE KAKONON VOO UuaTa (TTAPAVEOTTAACHATIKEC EKONAWOEIC)

Fathi M, et al. Semin Respir Crit Care Med 2007; 28: 451-4358.



TOTTOI PAEYHOVWOWV HUOTTABEIWY __

Aepuatopnocitidou:

[ToAvpositido:
CD8 T cell emaydpevn

BLaPn emayopevn and to
, cupumAnpope (MAC) —CD4+
Prapn Me mpoofoin tov ayysiov oty
TMEPUPEPELD TOV PUTKOD depaTion

[MpwTOoTTaBNC 1I010TTABAC TTOAUMUOCITIOO

[MpwTOTTOONAC 1010TTABNAC dEPUATOHUOTITION

[ToAupuoaiTida i} depuaTouUOaiTIOO cuvOESUEVN YE KOKONON voorjuarta
Neavikr] TToOAUpUOGCiTIOA 1) dEPUATONUOTITION

[ToAupuoaiTida i} depuaTOUUOCITIOO CUVOESEVN UE AAAD VOOIUATA TOU CUVOETIKOU I0TOU
Muogitida atrd £yKAEIOTa CWPATIA

Aldpopa (NWOIVOPIAIKI) HUOCITION, OCTEOTTOIOC MUOCITION, €OTIAKI MUOCITION, YIYOVTOKUTTAPIKN

MUOGITION)

Fathi M, et al. Semin Respir Crit Care Med 2007; 28: 451-458.




Myositis-specific antibodies

Myositis-associated | Target antigen Prevalence in Clinical features'’+27-37-39.42,54-57.59

antibodies “M1?—1 9,27,37-39,44,48,93

Anti-Ro52 Extractable nuclear 13-26% Associated with more severe ILD
antigen Ro52

Anti-MDA-5 MDA-5 RNA helicase 20-25%2 Skin ulceration; CADM; rapidly progressing/
acute interstitial pneumonitis

Anti-155/140 155/140-kDa polypeptides | 7-16% Highest risk of malignancy, lower risk of ILD

Anti-SRP Cytoplasmic signal 5-6% Severe myopathy and weakness; risk of ILD is
recognition particle not increased

Anti-Mi-2 Nuclear helicase protein 14% Milder myopathy and classic DM findings;
risk of ILD is not increased

Abbreviations: CADM, clinically amyopathic dermatomyositis; DM, dermatomyaositis; 1IM, idiopathic inflammatory myopathy; ILD, interstitial lung
disease; MDA-5, melanoma differentiation-associated gene 5; SRP, signal recognition particle.
“Prevalence is reported in patients with DM/CADM only, as anti-MDA-5 antibodies are rarely found in PM.

Hallowell RW, et al. Semin Respir Crit Care Med 2014; 35: 239-248.




Antisynthetase
antibodies (ARS)

Target antigen

Prevalence in
11V 18:31.:48,78,93

% of ARS antibodies
detected!4-20.23,26,31,50,79,93

Clinical features>%77:79

Anti-Jo-1 Histidyl-tRNA synthetase 8-18% ]I 36-88% Classic DM, ILD
Anti-E| Glycyl-tRNA synthetase 5-10% 7-23% Classic DM and
CADM, ILD
Anti-PL-7 Threonyl-tRNA synthetase 5% 9-25% Classic DM, ILD
Anti-O] Isoleucyl-tRNA synthetase 3% 5-8% Isolated ILD
Anti-PL-12 Alanyl-tRNA synthetase 1% 2-11% Isolated ILD, CADM
Anti-KS Asparaginyl-tRNA synthetase | 1% 4-8% Isolated ILD
Anti-Zo Phenylalanyl-tRNA synthetase | < 1% < 1%
Anti-YRS Tyrosyl-tRNA synthetase < 1% < 1%

Abbreviations: ARS, antiaminoacyl-tRNA synthetase; CADM, clinically amyopathic dermatomyositis; DM

matory myopathy; ILD, interstitial lung disease.

, dermatomyositis; [IM, idiopathic inflam-



Aepuatopuoaitida/lToAupuoaiTida — INvEUPOVIKEC EKONAWOEIC

O1 TTveupoVIKEG EKONAWOEIG aTToTEAOUV ooBapn aiTia voonpdtnTag Kal BvntotnTag

[MpwToTraBeic 1} deuTePOTTABEIC WS ATTOTEAEOMA TNG MUIKAG aduvapiag

1n ekdNAWaON atrd TO AVATIVEUCTIKO cuoTnua: 25%

ZUNTITWHOTA OTTO TO AVATIVEUOTIKO OUOTNHA WG Kal 64%

3 £EXWPIOTOI TUTTOI TTIVEUPOVIKAG TTPOCROAAG:
a. [Nveupovia atrd elopoenon
B. YTTO00EPIONOS

Y. Aidueon TrveupovoTtadela

Fathi M, et al. Semin Respir Crit Care Med 2007; 28: 451-458.



Aeppatopuoaoitida/lToAupuoaitidoa — Nveupovia aTtro eiI0popnon

2.UXVN ETTITTAOKI)

Eugaviletal Kupiwg o€ aoBeveic he EKTETAPEVN VOOO

O@eileTal o€ TTPOOROAN TWV YPAUNWTWY HUWY TOU CTONATOPAPUYYIKOU TOIXWHOATOC KAl TOU Avw

olocopAyou

To 50% acBevwv etTiong epgavifel duoayia/duokatatroaia (Kpikopapuyyikr axaAaoia)

Fathi M, et al. Semin Respir Crit Care Med 2007; 28: 451-4358.



Table 2. Infections in PM/DM patients (n = 156)*

Patients,

n (%)

Aspiration pneumonia

Septicemia
Xanthomonas
Klebsiella pneumoniae

Staphylococcus aureus
Pneumonia
Pseudomonas aeruginosa
Staphylococcus aureus
Meningitis due to Streptococcus
pneumoniae
Opportunistic infections

Marie |, et al. Arthritis & Rheumatism 2005; 53: 155-165.




Aepuatopuoaitida/l[ToAupuoaiTida — YTTOaEPIOUOGC

H uttepKavIK] AvaTTVEUOTIKI QVETTAPKEIA BewpeiTo otravia €mITTAOKN (5% Twv acBevwyv), av Kal o€

TTPOOPATEG JEAETEC TA TTOOOOTA AVEUPIOKOVTAI UPNnASTEPQ

« 2UvnBeoTepn o€ aoBeveic ye ooapr YEVIKEUPEVN aduvauia Kal QAEYUOVH TwV EICTIVEUOTIKWY KAl

EKTTVEUOTIKWYV JUWV (UTTOAEPIOUAG)
 [leplopIOTIKO OUVOPOUO
« CXR: |1Tveupovikoi ykol, avuywaon d1appAyuaTog, MIKPOATEAEKTATIEC

« |AvTavakAaoTIKO TOu BAXa: n OTEAEKTACIO KOl N TIVEUMOVIA JTTOPEI va gival OTTOTEAECOUA [N

dlaxEipnoNng EKKPioEwv

Fathi M, et al. Semin Respir Crit Care Med 2007; 28: 451-4358.



Table 1. General characteristics of the patient
population (n = 156)

Patient characteristics

Raynaud’s phenomenon

Arthralgias, arthritis

Esophageal involvement

Pulmonary involvement
ILD*

Aspiration pneumonia
Ventilatory insufficiency due to
respiratory muscle weakness
Cardiac impairment
Malignancy
Naifold capillaroscopic microangiopathy
Antinuclear antibodies

Marie |, et al. Arthritis & Rheumatism 2005; 53: 155-165.




Aeppatopuoaoitida/lToAupuoaoiTidoa — NveupoviK KUKAo@opia

* 'Eva TT0000TO a00evwV eu@aviel TTIVEUNOVIKNA UTTEPTAOT
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MIKT ) VOOOGC GUVOETIKOU I0TOU
(Mixed Connective Tissue Disease, MCTD)

« H MCTD e¢ivar €éva &exwplioTd QuTOAVOOO VOONUa, XapoaktnpEi{Opevo atrd  eKONAWOEIQ
TTPOOJEUTIKAG  OUOTNMATIKAG  OKANPodEpUiag, ouoTnUATIKOU  €pubnuaTtwdoug AUKOU  Kal
depuaTopuoaiTidag, o€ ouvduaopud de uywnAoug TiTAoug avt-ENA  avriowudatwy  (U1-

piBovoukAcoTTpwreivn; RNP)

* Ta avtI-RNP avTicwpata putropei va trponyouvTal Twv KAIVIKwyY ekdnAwoewv Tng MCTD

* O1 ekdnNAWOoEIC TNG VOOOU YeVIKA TTapoucidlovTal o€ dIACTNHA VOGS £TOUGC ATTO TNG ENPAVIONG TWV

avTI-RNP avTiowpartwy

Sharp GC, et al. Am J Med 1972; 52: 148-59.

Zandman-Goddard G, et al. Harefuah 2011; 150: 593-5.



MCTD: KAIVIKEC KAl EpPYAOTNPIOKEC EKONAWOEIC

daivoueva Raynaud
Qidnua Twv Xeplwv
ApBpiTida/apBpaAyia
AKpOOKANpuvan
YT1ToKIVNTIKOTATA OI00PAYOU

MuoaiTida

Ewxdva 14, Meaxr] vioog 1o ovvienkod woteh, A: ESfvinue oto tpicnno
non poidm pE exdvo oo onomuenken epubnpoaddoog ko, B: Hlwtpo-
mkd sbivbnue ore fAEgape now pouide je exevo g deppoaropnooindos.
I': “Aldmrond]s” Guuycoo) oy Smcrdioy, 6mwg Tepampelm oo
oxlnpddeppe

[TveupovIKA UTTEPTAON

YynAa emritreda avti—U1-RNP avticwpartwy

AvtiowpaTta évavTi Tng U1-70 kd pikprig TTupnVviKAS pIBOVOUKAEOTTPWTEIVNG
(small nuclear ribonucleoprotein; snRNP)
Cappelli S, et al. Semin Arthritis Rheum 2012; 41:589-98.




MCTD: 2upueTtoxr Tou TTveupova

Japanese patients
(Miyawaki et al. 1988)
284 cases

Raynaud's phenomenon 97.9%
Swollen fingers or hands 73.9
Anti-U1snRNP antibody positive 96.6
Arthritis 69.!
Sclerodactyly
Reduced diffusion capacity
Pulmonary fibrosis
Restrictive changes of lung
Pulmonary hypertension
uscle weakness
Myogenic pattern on EMG
Elevated muscle enzymes
Leukocytopenia
Thrombocytopenia
Lymphoadenopathy
Esophageal hypomotility or dilatation
Facial erythema
Pleuritis
Pericarditis
Anti-Sm antibody
Diffuse sclerosis
Proteinuria
Urinary casts

* Cumulative findings

US patients
(Burdt et al. 1999)
47 cases

96% *

66

100

96 (arthralgia)
49

66 (pulmona

lysfunction

(myositis)

53 (leukopenia/
lymphopenia)
66

53 (skin rash)

43 (pericarditis)

27

9

1
11 (renal disease)




MCTD - lNveuuovikn TTPO0OAN

» Eival ouxvr] Kal ouxvA QOUPTITWUATIKY, AV KOl UTTOPEI va 0dNYNOoEl 0€ TTIVEUUOVIKN UTTEPTACT KAl

oofapn avaTTveEUOTIKN AVETTAPKEIQ

Rosenberg AM, et al. J Rheumatol 1979; 6: 700-4.

* Meiwpévn didxuon Kal TTEPIOPIOTIKO oUvOpouo £xouv avapepBei oto 70% Twv aocBevwyv

Prakash UB, et al. Mayo Clin Proc 1985; 60: 813-21.

* MTTOpEi va ouvUTTAPXEl BPoyXIoAiITIOO

Prakash UB, et al. Mayo Clin Proc 1985; 60: 813-21.




MCTD — lNveupoviKn KUKAO®pOpIa

* AYYEIOKEC OAANOIWOEIC ME ONUAVTIKA UTTEPTTAACIO TOU €0W XITWvVA TWV HIKPWV KAl PEYAAWV

TIVEUMOVIKWY ayYEiwv, Xwpic ooBapEC IVWTIKEC AAAOIWOEIC, O€ QvTiBEon HPE TNV CUOTNUATIKA

OKANpoOdEpia

e 2TTAVIa KUWEAIDIKNA aigoppayia

Singsen BH, et al. Am J Med 1980; 68: 710-7.



AYKUAOTTOINTIKN OTTOVOUAITIOO

PAeyuovwoelg i/kal auTodvooeg OIadIKaaoieg UTTEUOUVEC yia Tnv TTaBoyEvela TNG

To 90-95% Twv Kaukdoiwv acBevwyv gival BeTiKoi yia To avtiyovo HLA-B27

21ravia vooog (0.1% Tou yevikou TTAnBucuou)

2.UXVOTEPN OTOUG AVTPEG

Gupta SM, Johnston WH. N Z Med J 1978; 88: 186-8.

[TVEUUOVIKI) CUMMETOXN YIa TTPWTN @opa TTepIypapnke 10 1941 ammd Toug Dunham and Kautz

Dunham CL, Kautz FG. Am J Med Sci 1941; 201: 232-50.



AyYKUAOTTOINTIKA OTTOVOUAITIOA-ITvEUOVIKA TTPOCGROAN

Extra-articular manifestations of ankylosing
spondylitis

Ocular

Nongranulomatous anterior uveitis

Pulmonary

/ Bronchiolitis obliterans )

Bronchocentric granulomatosis

Bronchogenic carcinoma

Chest wall restriction
\_Cricoarytenoid arthritis )
Pneumothorax

Upper lobe fibrocystic changes Figure 71-22  Ankylosing spondylitis. Chest radiograph demon

ktrating bilateral upper-zone fibronodular infiltrates.
Obstructive Sleep Apnea Syndrome
Kanathur N, et al. Clinics in Chest Medicine 2010; 3: 547-54.




AyKUAOTTOINTIKA OTTOVOUAITIOA - [EPIOPICUOC BWPAKIKOU TOIXWHATOG

Ankylosing Spondylitis

[MeploploTIKO OUVOPOUO AOYW

A. AYyKUAWGONG TWV TTAEUPOCTIOVOUAIKWYV apBpwoewv _Endplate

edema,
B. AykUAwaonNG oTTovOUAIKNG OTNANG enhancement
-Esp. anteriorly
| at ligament

[. EputTAoknic TTpdoBiou pecobwpakiou
attacments

Gd

Wiedemann HP, et al. Clin Chest Med 1989; 10: 677-722.



Noooc¢ IgG4

O 6poc¢ IgG4-RD (related disease) trepiAappavel éva eupU QACHA IVWTIKWV KAl QAEYHOVWOWV

dlepyaciwyv TTou oxeTidovTal he augnuéva etTitreda oTo aipa IgG4 avoooogaipivng

Kamisawa T, et al. Journal of Gastroenterology 2003; 38 :982-4.

2UXVOTEPN OTOUG AVTPEC JE MEON NAIKIa Ta 58 £1n

KAIVIKR} €IKOVQ €CAIPETIKA ETEPOYEVAC

MovoeoTiakr | TTOAUECTIOKN) VOOOC TToUu AauBavel TNV €IKOva oyKouopepng i diaxutng dinBnTIKAG

BAGBNG
10-20% 1wV aoBevwyv eu@aviflouv CUUPETOXN EVOS JOVO OpyAvou

Okazaki K, et al. Clinical Reviews in Allergy & Immunology 2011; 41: 126-38.



AlayvwaoTika kpithpia yia IgG4-RD

Awayvwon Zuppatd KAvika IgG4 opov Zuppata iotomadoloyikd evprpata
KOl AITEIKOVIOTIKA EVprjpata >135mg/dl (IgG4+ AepgomAaopatoKuTTapikr dinénon,
(dtaxuto 1) evromiopévo oibnua, pala) ivwon, amo@PakTIKy @AePLTda. )

OploTikn
MBavn

Atyétepo mbavn)

Bioyia amd pala pecobwpakiou. AEUQOTTAACOUATOKUTTAPIKN

oINBnon, oTPOoBIAWONG iVwon Kal ATTOPPOKTIKA QAERITIOO

(Xxpwaon algaro¢uAivng-nwaoivng, ueyéBuvon x100).




IgG4 - MecoBwpakio

« H mmo koivry evdoBwpakiky ekdNAwon T1nc 1gG4-RD cival n pecoBwpakik) Kal  TTuAaia
Aep@adevottadbela (01o 40% £wg 90% Twv aobevwv)
Hamano H, et al. Journal of Gastroenterology 2006;41:1197-205.
« O ouvduaouog Ivwwdoug, 1 aANwg okKANPuvTIKAG pecoBwpakiTidag kal 1gG4-RD civalr apketa

OTTAVIOG, O€ aVTiBEon PE TOV TTOAU OUXVOTEPO CUVOUACHO TNG UE TNV OTTIOBOTTEPITOVAIKY ivwon
Rossi SE, et al. Radiographics 2001;21:737-57.

Madla poAakwv Popiwv TTapd To AopPTIKO TOCO aTTo Ivwdn

MEcOBwpakiTIdOa oPeIAduevn o€ IgG4-RD.




[Tveupovikn IgG4-RD - KAIvIKG XapakTnploTIKG

* Brjxag, duoTtrvola TTpooTrabciag Kar AAyog oT1o 0THBO0C, £XOUV TTEPIYPAPE TTEPITTOU 0TO 50% TWV

aoBevwyv ue Trveupovikn 1gG4-RD

» Agv UTTAPYXOUV HEAETEC yIa TNV agloAOynon Twv TTapayoviwyv KIVOUVOU YIa TNV TIVEUUOVIKI)
ouppeToxn oTig 1IgG4-RD: dev cival yvwoTo av Kal Katd 1600 To KATIVIOUA ) N €kBeon o€ AAAEC

EIOTTVEOUEVEG OUTIEC ITTOPOUV VA AUENOOUV TOV KivOUVO TTVEUUOVIKAG CUMMETOXNAG

Tsushima K, et al. European Journal of Clinical Investigation 2009; 39: 714-22.



[Tveupovikn 1IgG4-RD — NO6oo¢ agpaywywv

* YTTApXOUV OTTAVIEC AVAPOPEC VOOOU TWV agpaywywyv 1Tou ouvdéetal e IgG4-RD
* TpaxeloBpoyXIkn oTEVvwon

« ECWTEPIKA TTIEON TWV KEVTPIKWY AEPAYWYWV £CAITIOC IVWOOUG PECOBWPAKITIOAG Kal TTapouaia

BPOYXEKTATIWV

« O1I Bpoyxektaoie¢ oTO TAQiIOI0 QUTO @aiveTal va oxeTilovral ME ivwon UTTOUTTECWKOTIKA

(BpOyXIEKTAOIEC €€ EAEEWC)

ZenY, et al. The American Journal of Surgical Pathology 2009; 33: 1886-93.



[Tveupovikn 1IgG4-RD — Ayyeia

 TOOO Ol TIVEUMOVIKEC apTnPieC 000 Kal Ol PAEBEC CUMMPETEXOUV ME TOIXWMATIKN QAEYPOVH, O€
avTiOeon ME T €UPAMATA TTOU CUVAVTWVTIAI OTO TTAYKPEAG, OTTOU TIAPATNPEITAI ATTOQEAKTIKN

PAEBITIOO XWPIC CUPMETOXH TWV apTNPIWV

* NeKpWTIKA ayyelTida dev TTaparnpEiTal

Shrestha B, et al. The American Journal of Surgical Pathology 2009; 33: 1450-62.



63-XPOVN YUVAiKa JE auToavoon TTAYKPEATITIOO TTOU TTAPOUCIACTNKE PME BAXO

Ito M, et al. ERJ 2009; 33: 680-3.

» Bpoyxookotnon: TpaxeloBpoyxIkn oTéEVWaOn. O
BpoyxIkOG PAevvoyovog ATav  oidnNuatwdng Kol JE

au¢nuévn ayyeiwon, Bupilovtag €IKOVA oapKoEidwong.
e 2TTIPOMETPNON: ATTOPPAKTIKO TTPOTUTIO

« CT OBwpoka: evdoBwpakIk AeppadevortdBeia  Kal
TTAXUVON TwV Bpoyxoayyeliokwy douwY, TTou éuolalav MeE

OapKOoEidwarn.




63-XpOoVN Yuvaika JE auToavoon TTAYKPEQTITIOA TTOU TTAPOUCIACTNKE PE BAXa

An immunohistochemical examination of bronchial biopsy specimen shows dense infiltration

of immunoglobulin G4-positive plasma cells in submucosal area. Scale bar 550 mm.
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