dwTioc ApakoTTavayiwTakng
B KAIvIK) EvTaTIKNC ©gpaTreiag
ATTIKON T1I'NA



* [INEYMONIKEZ EKAHAQ2EI> 2TA
AYTOANOZ2A PEYMATIKA NO2HMATA

* [INEYMONIKE2Z EKAHAQ2EI> 2TI2
AITEITIAEX



Pulmonary Complications of the Collagen Vascular Diseases

Manifestation

Respiratory muscle
dysfunction

Aspiration preumania

Primary pulmonary

hypertension
Waseuliris
[nrerstivial lung disease
Capillarits + DAH
Bland DnAH
Diffuse alveolar damage

Monsperific interstitial
preumatitis

Lymphocytic interstitial
preumatitis

Trsnal intarsoiial
preumatitis

Honeyeomb lung

Bronchialitis obliterans
organizing ponewntania

Bronchialitis
Obliterative bronchiolitis
Fleural effusion

Parenchymal nodules
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2 KANpooEpua

Meilov kprtnp1lo

¢ KANPLVGT] TOV OEPUOTOC TV
YELPDV

ig. 1. dclerodactyly, digital ulcerations, gangren
nd amputation in a patient with systemic sclerosis.

EAdccova kpitnpla

— diaxurtn deppariki okAnpuvon (diffuse cutaneous Systemic

Sclerosis- dcSSc) :
35% TWwv aoBevwy.
2KAApuvOoN eyyuTEPA TWV BAKTUAWY TWV XEIPWYV (METOKAPTTIA,

4 |4 1 ( A o &
PS ( KOPTTOi KOl AyKWVEG) Kal TTPOCBOAA KOPUOU Kal TIPOCWTTOU,
ZK}\‘T] p OSGK’CD;\‘KX’ EVTOTILO I"I’SVTI OUXVOTEPN TTVEUUOVIKN TTPOCLOAN (ivwon) Kail XEIpOTEPN
’ TTPOYVWOn
oTa S(XKTUX(X) — Tmeplopiopévn deppartikn okAfpuvon (limited cutaneous

Systemic Sclerosis- 1cSSc):

55% Twv acBevwv.
MpoaBdaAlovtal Ta aTTw AKEQ,
TIVEUHOVIKN iVion oTTavioTEPA KAl OYIKOTEPQ,

|4 /4 14
.OU}LSQ' (Xﬂ:(&)}\ﬁla ’YS(D”YPG(PI(IQ TXETICETQI YE TTVEULOVIKA UTTEPTAON Kai To oUvdpouo CREST
(clalcinosis, raglnaud, esophageall3 dysmoglci)tg;, sclerodactyly,
2 Z telangiectasia) kai éxel 5-e1) emBiwon >80%
p G'V(DV 80’](1:07\’0‘)\/ —  OUOTNMOATIKA OKARPUVON XWPig OKANPOSeppa (Systemic

Sclerosis sine scleroderma-SScss):

10% TWV 00BeVWV.

Aev ouvodeueTal atTo SEPPATIKEG AAANOIWOTEIG

MpooBoAn éow opydvwy (TTveupoveg. Kapdid, FEZ, veppoi).

.’IVCOGTI au(pétepmv TWV BETIKOG aVOTOAOYIKOG EAEYXOG.
, Empiwon Tng IcSSc.
TIVELUOVV




2. UCTNUATIKA OKANPOOEPUIa

. ANA (+): 90-100 %

* Anti-Scl 70 (évavri
TOTTOIoOMEPAONG I):
OeTIKA 01O 25-40%

EidikéTnNTa : 99,5%
AlaxuTto okAnpodepua

2 XETICOVTAI JE TNV
gEQPAvION

Chest. 1999 Sep;116(3):715-20

AVTIKEVTPOUEPIOIOKA
avTicwparta (ACA):

* (+)0T10 57% 0a0Bevwyv pE
TTEPIOPIOUEVO OKANPOOEPUO

« EI1dIkOTNTA: 95 % VIO
oKkAnpodepuia

e 2 XETICOVTAI JE TNV EMPAVION

(+) ordvia oe ZEA kai
¢gaivouevo Raynaud

Arthritis Rheum 2003 Jun 15;49(3):399-412.



2.UOTNUATIKN OKANPOOEPUIa

 H atmmoucia ACA 1y anti-scl 70 dev attokAciel To oKANpOdepua

*  AOYw TNG OUOXETIONG WE DIAPOPETIKNA BIOAOYIKN) CUUTIEPIPOPA, N TTapouaia
ACA ouvodeuetal atro arroucia anti-scl 70 kal avTioTpopwg

Anti-TH/TO: TpwTteivikd ouuttAeypa RNAdong
(+) o€ 10-15% OKANpPOdEPUATOC
2 XETICOVTAI UE TTEPIOPITUEVO OKANPODEPUa (>90%)
2 XETICOVTAI PE TTVEUMOVIKN ivwon (48%)

 anti-RNA polymerase 1,1lI;
20% Twv acBevwyv
EidikétnTa > 95%
H Il oxeTiCeTtal pe OpOUPWTIKN MIKPOAYYEIOTTABEIO («VEPPIKN Kpion» ).

« anti-USRNP:
< 5% Twv aoBevwy, dIAXUTO OKANPOdEPHA, KAKNA TTPOYVWON.




Box 1
Manifestations of 55c in the respiratory system

1. ILD

Nonspecific interstitial pneumonia (NSIF)

Usual interstitial pneumonia (UIP)
Diffuse alveclar damage (DAD)

Cryptogenic organizing pneumonia (COP)

Pulmonary hypertension
Pleural involvement

. Aspiration pneumonia

. Alveolar hemorrhage

. Small airways disease
. Malignancy

Respiratory muscle weakness
Drug-induced toxicity

H] Spnntanecnus pneumuthurau
11. Pneumoconiosis (silicosis)




AIAXYTH NMNEYMONIKH NO2O2-
KAINIKH EIKONA

AuoTvola = 55%

=NPOG, YN TTaPaywyIKog Brxag
AilpoTrtuon moAu otravia (INMPO2ZOXH-Ca)
AetrToi TpiCovTtec Velcro

2.XEOOV TTOTE TTANKTPOOAKTUAIQ

2TT00NG TTVEUUOVIKA UTTEPTACN KAl TTVEUUOVIKI)
Kapdia o€ TEAIKO oTADIO

[TveupOVIKN TTPOCOAN UTTOPEI Va gival N TTPWTN
eKONAWON OKANPOOEPHATOC

2.€ VEKPOTOMIKO UAIKO, TTVEUUOVIKN TTPOG[0AN OTO
80%, TTpooBOAN TTVEUPOVIKWYV ayyeiwv oTto 30%

EvioTe, eikdva DAD



AIAXYTH INMNEYMONIKH NO20O2-
AKTINOAOI'IKA EYPHMATA

[TaBoAoyikn a/a o€ 25-67% aobevwyv

YT: MNepi@epikr), UTTOUTTECWKOTIKI TTPOC[S0AN,
OTA KATWTEPO TUAUATA, ETTEKTEIVETA
KEVTPIKOTEPA KAl OTA AVW TPUAMATO

«Oaupn UaAog» N IVWTIKO OIKTUWTO TTPOTUTTO

«MeAIknpuBpa» ewc 10 1/3 acBevwy,
OUVNOWC TTEPIOPIOPEVNG EKTAONC
AiaTaon oicopayou

ApIOTN OCUCXETION £EKTOONG VOOoU o€ Y T Kal
DLCO

«MeAiknpuBpa» og YT- Aucnuéva
oudETEPOPIAQ O0TO BAL



Figure T1-18  A. Marmal chest radiograph in 8 dyspreic patient with selersderma. B, High-resalution somputes
amography of the same patient dermonsireting reticular interstitial infiltranes.



Figure 71-1%  Mild periphercal, linsar, groums-gLats sgacities ir
poth lungs with marked thickening of the ssophageal wall and
feyare dilanation :-rest-a--agea! arar with extessive debri fill
ra the lumen in & satient with liriees Svitemic selarpsis,

e

Figure 56-8 HRCT of the chest of a patient with
systemic sclerosis showing extensive interstitial
fibrosis with traction bronchiectasis and ectatic

(dilated) esophagus.



NSIP: To ouxvOTEPO IOTOAOYIKO TTPOTUTIO OTN
OIAXUTN TTVEUUOVIKI VOOO OTO OKANPOOEPUa

»



UIP 010 okANpOooepua: AlyOTEPO CUXVI)




[1epIOPIOTIKO
ouvOpPOuO
Mepovwpuevn
ueiwon t1ng DLCO

MPOMNQsH

HRCT extent

* Y
:E[!“H: | IndelerminateJ

=20%

Meiwpévn FVC,
DLCO,
ExteTapévn
vooog otnv YT=
XelpoTepn
TTPOYVWOoN
[Mveupovikn
VOOOG: OUXVOTEPN
aitia Bavarou
(21%)
AugnuéEvog
Kivduvog Ca
TTveUpova

Limited

Extensive

HR = 3.46; p <0.0005

N Jovn ekONAwOnN
TaxUTtepn EKTITWON ; }
T 2 TTPWTA XPOVIa |FvC 270%| | FvC <70%
NG vOOoOou
AGgnon
KUWeAIOOOPTNPIOKN
G Ol1aQOopPAGg Y ¢
(,)F’UVOVOU oty Limited Extensive
GO'Kr]OT] disease disease
1004 100+ 100+
Disease ext =30%
a? 75 FVC =70% ;;; 75 a’}_‘ 75
% 50 % 50 % 50
2 FVC <70% A B
Dizease ext =20%
254 25 254
HR =2.11; p = 0.001 HR = 2.48; p <0.0005
0 - . - - . 0 T - : . , 0
0 20 40 G0 80 100 120 1] 20 40 60 80 100 120 0
Ba Duration of follow-up (months) Bb Duration of follow-up (months) Bc

20 40 &0 &0
Duration of follow-up (months)

100 120



OEPATIIEIA

Scleroderma Lung Study: Meiwon Tng ekmtwong FVC,
BeATiwon depuaTikwy BAaBwyv, ToidTNTAG (WNG,
OUOTIVOIAC JE KUKAOPWapauidn per os 2mg/kg/day pe
TpedviCovn 10 mg/day

lowg aTToTEAETUATIKOTEPN N i.V. KUKAOQWOPapion
750-1000 mg/m2 kaBe 2-4 £fOouAdEC yia 6-12 urveg
[Tpoooxn YEVIKN QigaTog, YEVIKN 0UPWV (QIOPPaYIKN
KUOTITIOQ), NTTATIKOG EAEYXOG

KopTIKOEION OXETICOVTAI UE «VEPPIKEC KPIOEIC» KAl O€
XaunA£C 00O¢€IC (€TTEION XOpNnyouvTal o€ BapuTtepa
TTAOXOVTEG;)

[TpoguAacn yia Pneumocystis jirovecii

MeTauooyxeuon Trveuuova



[INEYMONIKH YTEPTAZH

Table 16 Suggested assessments and timing for the follow-up of patients with PAH

Box 2
. . . . 3—4 months after
Vworld Health Organization Diagnaostic At bazseline Everr e In case of clinical
Classification of PH . a initiation or changes s
{prior to therapy) 3-& months’ . WOorsening
1. PAH in therapy

Idiopathic .
Familia Clinical assessment ?
WHO-FC ¥ v I v

Associated weithe:

- CTD ECG
-« Congenital systemic-to-pulmonar W | T
shumnts Wk ¥ -
= Portal hypertensiocon 6M N ¥ & ¥
-« Humamn mmumnodeficiency wirus | T T T
nfecticn Cardig-pulmonary exerclse 7 ¥
= Drugsftoxins G Et' v
- Other testin
2. PH as a result of left heart disease | -
3. PH as a result of hypoxemia or pulmonary BNP/NT-proBMP ¥ v W v
disease
4. PH associated wwith chronic thromboerm- ,
Dolism Echocardiography v ¥ v
5. PH caused by multifactorial mechanisms
Dats frorm Simonneau G, Robbins 1, Beghetti M, et al. RHC S _fd ,‘.-"d
Updated clinical classification of pulmonary hyperteamn-
sion. J Aam Caoll Cardiol Z009:54:545_
"imtenals should te be adjusted to individual patients needs
B s ally dne af tha bwd sxsrs ie bty § |:-=-":-— ed.

s recommended (Tobis 114)
“Shauld be perfarmed (Tabie 114).
BMP = bran ratrivretic peptide; BECG= electrocardiogram; RHE = right heart catheterization; 8MWT = E=minute walking test; WHOFC =WHO functional class.

2 UYKEVTPIKI iVWON TWV MIKPWY apTnpIoAiwy, Xwpeic TIC «plexiformy» aAAoIWCEIC TTOU
TTapaTtnpouvTal otnv 1d1o1Taln MY

2TO TTEPIOPICPEVO OKANPODEPUA- OETIKA AVTIKEVTPONEPIOIOKA AVTIOWPATA
duoioloyiknh a/a Bwpakog, YT Bwpakog, BAL

Mepovwuévn TrTwon NG DLCO (TrTwon>50%= | mBavotnta 1.Y.)

U/S kapdidc: Evaiobnoia 47-88%

Stress echo: o euaicBnNTo 0€ OPIAKES TTEPITITWOEIG

NT-pro BNP: INpoBAétTel TV epgavion IN.Y., avriotpogn oxéon pue 1n DLCO

Ae€16c Kapolakoc kaBeTnplaouoc: Gold standard



European Heart jowemal (2009 30, 15931537 ESC/ERS GUIDELIMNES

" Guidelines for the diagnosis and treatment

of pulmonaryvy hypertension

Awaid pregnancy (1-1C)

Inflsenza and pnewmocoocal
imrrimication (1-C)

Supervised rehabilitation {Ila-B}
Psycho-social support (Ha-C)

Awaid excessive physical activity (18.C)

Digaxin (11b-C)

l | YASOREACTIVE

[ "
WHO-FC -1l

CCH (1-C) I ] _I- ;

ik env: Aumbrisentan, Bosentan,
Sitaxemtan, Sil-:li-na

Sustalmed response

(WHO-FC 1-10) Tadalafitt Tadalafits
Tr'-1-n:shml L. mln.1e1:l1'

ERA

N,

BAS (I-C) andior
I_ung transplantation '/ \

(1-C} Pros@anoids — # POE-5 |

General measures and Diwretics {1-C)
supportive therapy Crcygen® (I-C)

Crral anticoagulanis:

Sequential combination therapy (lla-B} &

IPFAH, heritable PAH and PAH
ditie o amorexigens (11T}
APAH (IIb=C)

o Arnbrisentan, Bosentan,
Setaxentan, Sikdenafil, T.n».-.IaJa.Fi‘-
llaprast inhabed, and L.
Treprostinil 5.c., b, Imhabed}
Imitial Combination Therapy

Figure I Evdercesbated meamment aligorichm for pulmonary arcerial hyperosrmeon patents (for group 1
O preszure =8 kFa "-E... ——-—|g_ —'Jr:le regulamiry review in the European Linion. § :-C fienr -"-'-—|D-'C

patie=nts only). *To mainain arceral blood
. APAH = amcocared "Lll—ﬂraq :r:rn]



Kpitnpia oiayvwaonc P.A

ApOBpiTiIda AKpwV XeEIpwV (METakapTtTrio@aiayyikwy MP 1) eyyug
alayyopalayyikwyv PP)

[MoAuapBpiTIda 3 TOUAAXIOTOV TTEPIOXWV

2 UMMETPIKN TTPOCROAN apBpwoewV (KATA TTEPIOXES, ATTOAUTN
OUMMETPIA YN atrapaitnTn)

[Mpwivn duokapyia yia TouAaxiotov 1 wpa

PeupaTocidng mapaywyv opou

YT1T000pI01 pEUpPATIKOi OOl

AKTIVOAOYIKEG AAAOIWTEIG XEIPWV

EmimroAaouog: 0,5-2% T1ou TTAnBuo o,
Avdpec/yuvaikec= Va
OvnroTtnTa 2mmAdoIa o€ aocBeveic pe P.A.
HLA-DRB1 aAAnAio




[INEYMONIKE2Z EKAHAQZEI>2 P.A

Redpiratary involvemeant in rh&umateid arthritia I Solitay and meltiple kune nordes

Interstitial lung diszane Rheumatoid nodules
marisgecific interstitial preumonia (NP Caplan syndrome
Uzual interstitial prewmenia Jua) Lung canoer

Follicular bronchiolitis Orugere ated |ung o sesce

Lymphoid interstitial poeumonitis {LIF) Eald
Diffuse alvealar damage (Da0) pePenicillamine

Qrganizing priewmaonia (0F) Antisinflammatory drugs

Fleura oisEase Antimetabolites

FT—— _ _
eurits Siniagics
Pleural effusicn Infection
Empyema )
Uppartunistic
Priewmothorax
Eacieria

Branchooleural fistula

. Myrobacterial {fuoerculos
Alrways disease ¥ i

Pulmaonary vascular disease
Lioper ainaays -
Wasultis
Cricoarytenoid arthritis

, Fulmanary eEmaorrnage
Ahewmatolo rodules

Pulmonary hypertension
Loweer ainaays

) ) Miscellaneous
tmall airway obstruction

, Respiratory musclE vwWeasiness
dronchiectasis :

Sronchialisis obliterans Flbrabulous

. amyloidosis
o llcular oronchioligis




[INEYMONIKH INQ2H

2UXvOoTeEPN 0€ avopecg 3/1

2 XeTiCeTal pe: uynAa emimeda RF, peupatika odioia, KATvioua,
EVEPYO VOO O aTro TIC apBpwaoEIg

KAIVIKN eikova TTapouola pe 1T (+TTANKTpodaKTUAIQ)

Hma mpooBoAn (Ewc ka1 60% o€ avolkTA Bloyia)

40% aobBevwyv pe P.A. £€xouv peiwpévn DLCO

DLCO<55% loxupn mmoavoTtnTta £mdeiviong

1-5% o1nv a/a Bwpakog, 19% o YT

‘EkTaon vooou otnv YT oxetideTtal e TN AEITOUPYIKN dlaTapaxn
[1€PIOPIOTIKO TTPOTUTTO OTO AEITOUPYIKO EAEYXO

[Mpwiun AeppokuTTapIKA dINBNOoN Kal TTapouadia TTEPIBPEOYXIOAIKWY
BuAakiwv

Tvwaon pe yeAiknpubpa og TeAIKG oT1ddia
AyvwoTn n akpipnig maBoAoyoavatouikn eikova: NSIP e€ioou pe UIP

UIP: IMpdyvwon Aiyo kaAutepn n) idia e 1T, NSIP kaAUTtepn
TTPOYVWOoN



3. Higheresolution (1.25mm thick sections} T images obtained through the midslower thorax {4 and 8) i
Byear-nld woman with reumatoid arthritis who presented with shortness of breath. Images show bilateras
= of groundeglass opacity with & 5 opleural and |:-Er|I:|r|:-"||:|'|I:|l.'u-:u|.:|r distribution. Also s=en are "e..-:ul o
rwings znd trpctign cronchiecizs e . Burgical lugg ; d p 'J!I:'-EI:II:II: s itinl :

r. L] I:-..b.. .- ..:. = ..l ..l- ... l‘f - :. = " d ...... = .-..-..i
Tiewpar-agld man with wsual int=rstital oreumonia sescondary o rheumatond arthriae



OPI'ANOYMENH INNEYMONIA
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e resbd wommn wirh mEnTinn nnsmanis sernreiare S rnenmened achete A

e 2uxvotepn otn P.A (kai oTnv TTOAUPUOCITION)
* [1epIOPIOTIKO OUVOPOUO

* [1OAUEOTIOKEC TTUKVWOEIC TTOU
QVTOTTOKPIVOVTAI OTN BEPATTEIQ UE KOPTIKOEION

o KAIVIKN KAl aKTIVOAOYIKN €IKOVA TTAPOUOIO JE
COP



AMNOPPAKTIKH BPOFXIO/\ITIAA

KataoTtpo@r} Twv BpoyxioAiwv kal atro@pagn Tou auhou atrd
KOKKIWON 10TO

HLA B40, HLA DR1
AANOTE Bpadéwc eceAlooduevn, AANOTE OCeia TTIOEIVILON
2UOXETION PE 2TTaB€C ouvdpouo Sjogren oTta TTAaioia P.A

2UOXETION PE TN Xoprynon TTeVIKIAAAMiVNG (iow¢ attoKaAUTITEl TNV
TTP0odIABEON VIO ATTOPPEAKTIKH BPOYXIOAITIOO

ATTOQPAKTIKO OUVOPOUO OTO AEITOUPYIKO EAEYXO
YT O€ €I0TTVON-EKTTVON



OYAAKIQAHZ BPOI XIOAITIAA

Figure 71-15 Follicular bronchiclitis in rheumatoid arthritis
High-resolution computed tomography demonstrating multiple
centrilobular nodules.

ECwTepIKA TTiEON Kal atTO@pacn Twv BPOYXIOAIWY atrd UTTEPTTAACTIKA
AEPPIKA BUAGKIO

2.UVABWC Tuxaio eupnua o€ Ployia

AKTIVOAOYIKN €IKOVA OIAXUTNG TTVEUNOVIKAG VOOOU

ATTOQPOAKTIKO N TTEPIOPIOTIKO OUVOPOUO

YT: KevipoAoBIdiaka n mrepiBpoyxika odidia pe «Bappr vako» ot
BPOYXOKEVTPIKA KATAVOUI)

AVTATTOKPIVETAI OTA KOPTIKOEION (AVTIOETA YE TNV ATTOPPAKTIKN
BpoyxIoAITION)



[INEYMONIKA PEYMATOEIAH

OZIAIA

Movrpn 1 TTOAAQTTAG

1% a/a Bwpakocg oe P.A.
Peupartika olidia oTo ocwua
ACUUTITWUATIKA

Movrpn pipouvTal Ca

EvioTe KoIAOTTOINON HE
QIJOTITUCN

2.UvOpopo Caplan: Olidia +
TTVEUJOVOKOViwaon (avTidopaon
UTTEPEUQIOONTIAC;) E




[Tp0CG[BOAN KPIKOAPUTAIVOEIDWV
XOVOPWV

50-75% pe YT kai
AdpuyyookoTTnon

AAAQYT XPOIAG VNG,
Bpayxog wvng, elopognon,
aiobnon ¢cévou owpaTog
Occia eikéva e stridor

AUOKOAN dlacwANvwaon
(MIKPOTEPOI TPAXEIOOWANVEG,
dlaoWANvVwon Ue
BPOYXOOKOTTIO)

AoTdBeia0 AMZ2 (GTAac-
acovacg)

Figure 19.3. Laringoscopy showing larynge

al rheumatoid nodule that caused



YTeCWKOTIKN OUAAOYN

H ouxvoTtepn TTPO0BOAN TOU AVATIVEUOTIKOU,
ETTETAI TWV EKONAWOEWYV ATTO TIC APOBPWOEIC
OUXVOTEPQ OE AVOPEC

2UUTITWHATIKA HOVO OTO 5% (BwpakaAyia 20%,
OUOTIVOIQ, TTUPETOC), ACUUTITWHATIKI 0TO 35%

NAEUPOKUTTAPIKO £Cidpwpa pe XapnAn Glu kal pH
RF uypou dgv BonBa

Aldyvwon pe aveupeon «KUTTApwvV P.A.» (UTTOpEI
kai o TBC, Ca)

‘Ew¢ 50% epuevouoca cuAAoyn

Bioyia (+1rAseupookotrnon) e uttowiag TBC, Ca
M2A®D- ETTi avOeKTIKWV KOPTIKOEION

Eutrunua

[TveupoBwpakacg



£

The patient, a 33-year-old woman with rheumatoid arthritis (RA), had a right pleural effusion. Cytologic examination of the pleural
fluid with Papanicolaou staining revealed amorphous, granular background material and elongated cells, with oval nucled and a long,
tadpole-like, cytoplasmic tail, called “comet cells™ (1), These cytologic features are specific to and pathognomonic of RA (2-5).
Pleural disease is common in patients with RA; cyiologic findings of elongaied, often multinucleated, fusiform, comel-like
macrophages are typical, but rarely encountered. Recognition of this distinctive cytopathologic picture may be useful in selected

difficult cases (2,3).

Table 2

Fleural effusion characteristics in rheumatoid arthritis

Appearance Comment
Greenish yvellows Typical
Clear Typical
Straww colored Typical

Milky with opalescent sheen

Suggests pseudochylothorax with elevated cholestercl levels

Bloody

Uncommon; malignancy or tuberculosis should be suspected

Purulemnt

Empyema should be suspected; rarely may be sterile

Laboratory values

LDH High, often =700 UJL
Total protein High, often »>3.5 g/dL
pH Low, usually <7.2
Glucose Lowe, usually <50 mg/dL
Cholesterol High, often =1000 mg/dL
RF titer High

Cell count

High, often =10,000/ul {polymorphonuclear or lymphocytic)




[INEYMONIKH NO2O2 NPOKAANOYMENH
AlNO ®APMAKATIA TH P.A.

« AAaTa Xpuoou:

[MveupoviTida pe oceia Evapen BAXa, TTUPETOU, OUCTIVOIAC, EVTOC BUIVOU aTTO
Evapen Beparreiac.

NSIP, OP, nwoivo@IAikr) Trveupovia. AIoKOTI aywyng, KOPTIKOEION

» D-mrevikiAAapivn:

ATTOQPAKTIKN BPOYXIOAITIOA, KUWEAIDIKN Qloppayia, TIVEUMOVIKN iviwon
 MeBotpecarn:

2uxvornta 3-18%

AuvnTika Bavarn@opa TrveupoviTida (15-25%)

Brixag, duaTtrvola, TTUpeTOq, TPICovTEC, KUWEAIDIKA dINBrpaTa

YT1ro&eia ropeia- 50% evrog 4urjvou atro Evapcn NEBOTPEEATNS

NeU@OKUTTApPIKA dINONoN

Mn €101k} €eikOva- Na tnv utrowialouaoTe TTavta

Aueon diakoTri-KopTikoEIdn

M2AD:

Hwaoivo@iAikd dindripara, duoTrvola, TTUPETOGS, BAXag

2 0UuApaoaiadivn

Opyavouuevn TTveUpovia
MPO2ZOXH 2TIZ AOIMQ=EIZ (EYKAIPIAKEZ KAI KOINEZ KAI EIAIKEZ)




[

A B2-year-old man with rheumatoid arthritis who developed shortness of breath and nonpr
vhile being treated with methotrexate. Axial CT images through the upper (A) and mid (£
ateral, patchy ground-glass opacities. 5urgical lung biopsy revealed organizing pneumonia, p
ry to methotrexate toxicity. Arrows in (D) denote surgical staples. The organizing pneumonia
3 with discontinuation of methotrexate.



[INEYMONIKH NO2O2 NPOKAAOYMENH
ANO ®APMAKATIA TH P.A.- ANAXTOAEIX
TNF-a

[1EPIOTACIAKES AVAPOPEC YIA
eppavion N emoegivwon AAIT pe
TN Xpnon Toug

Nolpwceelc: MNveupovia X2
AugnuEVOC KivOUVOG AOINWEEWY

Yia AIOTEPIA, QOTTEPYIAAO,
vokapdia

OYMATIQ2H: O TNF-a
ATTOPAITNTOG YIA TO OXNUATIOUO
Kal TN O1aTAPNGCN TOU
KOKKIWMATOG

looviadion yia 9 pRveg oe
AavBavouoa TB (Mantoux > 5
mm)

2.TEVN TTapakoAoubnon

Evaluation and management of latent
tuberculosis infection prior to anti-TNF-x«
therapy

Full Medical History
Risk factors

Long-term residence in country with high
TB prevalence

Close contact with a patient with active
TB

Health care worker
History of incarceration
History of homelessness
Prior positive T5T

History of substance abuse

Screening Tests
T5T
Interferon=y release assay
Chest radiograph for patients with sugges-
tive history or positive screening test
Treatment with @ Menths of Iscniazid

> 5 mm induration on T5T

< 5 mm induration on T5T if risk factors or
apical fibrobullous changes on chest
radiograph

Positive interferon-v release assay



‘0-year-old man with rheumatoid arthritis being treated with infliximab who devel
ough and fever. Chest radiograph (4) shows consolidation in the right apex as well as :



2.UOTNUATIKOC £puBNuUATWONG AUKOC

Table 54.6 - Systemic Lupus Erythematosus

Criteria for Diagnosis *

Malar rash

Discoid rash

Photosensitivity skin rash

Oral or nasopharyngeal ulceration

Nonerosive arthritis involving two or more peripheral joints

Serositis (pleuritis or pericarditis)

Renal disorder (persistent proteinuria or cellular casts)

Neurologic disorder (unexplained seizures or psychosis)

Hematelogic disorder (hemalytic anemia, leukopenia, lymphopenia, or thrombocytopenia)

Immunologic disorder (posifive LE cell, anti-DNA antibody, anti-Sm antibody, false-positive syphilis serology)

Elavated antinuclear antibodies

Lung Manifestations

Acute lupus pneumonitis

Interstitial pulmonary fibrosis

Pulmanary vasculitis

Diffuse alveolar hemorrhage

Pulmanary hypertension

Shrinking lung syndrome

Antiphospholipid antibody syndrame

Organizing pneumania

Pleural disease

* Minimum of four eritena reguired.

EmtroAacpog: 12-50 /100000
Avdpec/yuvaikec=1/8

5eTNC emBiwon>90%
OvnTtoTnTa X3

HLA DR2,DR3, C4A



AIAXYTH NMNEYMONIKH NO2O2-
[INEYMONIKH INQ2H

2uxvoTnTa 4-70% O€ VEKPOTOUIKO UAIKO
KAIVIKG ekONAWVETAI OTO 5%

[MapayovTeg Kivouvou: HAIia, anti-RNP
QVTIOWMATA, HAKPOXPOVIO VOOOC

AuoTrvola, BRxac, TTEPIOPIOTIKO aUVOPOUO
O@auRn vaioc n ivwon o YT

Bioywia yia &/0 atro Aoipwen: UIP, NSIP,
eviote LIP —trepiBpoyxIoAIKa AeupoEeIidn
SINe (([o

KOPTIKOEION: MEPIKN UPEDN



O=EIA TINEYMONITIAA TOY AYKOY

<2% aoBevwv pe 2EA

Ovnrotnta 50%

Au@oTepOTTAEUpPO KUYPEAIDIKG dINBAuaTa
MTTOpEI VO UTTOTPOTTIACEI KOl VO 00NYNOEl O€
ivwaon

BAL: ammOKAEIONOG AOIPWENG, KUWEAIDIKNG
aIopPayiag, XEIPOTEPN TTPOYVWGCN AV
NWOIVOPIAIKO ] TTOAUPMOPPOTTUPNVIKO

AiaxuTtn KuweAidikn kataoTpopr) (DAD)
KOPTIKOEION, AVOOOKATAOTAATIKA, TTAAOMO@AipEDN

OMNQ2AHMNOTE EMIIEIPIKH ANTIBIOTIKH
AlrQrH



AIAXYTH KYWEAIAIKH AIMOPPAT IA
>Tavia, Bvnrétnta 50% WQZ’ F

O¢cia duaoTvola, -
KupeAidikG dinbrjuara, -

TTITWOoN AIJATOKPITN,

QIMOTTTUON (aTToUCIAlEl / .
010 40%) )
BAL: 8/0 atrd Aoipwén ¥ U B S TR
KopTikoeidn, et SCA LA T
OVOOOKOTAGTOATIK, i Al R S R
TTAQCUOQAipEDN, i W TR oy
avTIBIOTIKA EUTTEIPIKA S S



[INEYMONIKH YINEPTAZH-
OPOMBOEMBOAIKH NO2Ox

[1.Y.

2etN¢ emiBiwon 50%

4% kAVIKA onuavTikh, 10% UTTOKAIVIKA eupripaTa o€
U/S kapdidag

AucnueEvn ouxvoTtnTta @aivopevou Raynaud
AyyeiooTraopog, ayyelTida (plexiform lesions)
OPOMBOEMBOAIKH NO2O2

[Tveupovikn euBOAR, xpovia 6pouoeuBoAikr) vOOOC
30% o€ aoBeveic ye avTiIpWOPOAITTIOIKA AVTICWUATA,
10% o€ Aoittouc aoBeveic ue 2EA

AyYYEIODIOOTAATIKA, AQVTITINKTIKA, KOPTIKOEION,
OVOOOKOTAOTOATIKA




YMNEZOKOTIKH 2YAAOI'H

2 UXVOTEPN ETTITTAOKI aTTO TO avaTTveuoTIkO (20% oTtnv évapen,
950% oTnVv TTOPEIa TNG VOOOU)

2Travia 1" ekdrAwon TG vooou (5%)

2.UVNOWC acuuTTTwPaTIKA- MTTopEi uttoTpoTTialouca i)
EUMEVOUO O BwpakaAyia

AUQOTEPOTTAEUPEG, UIKPEC

Opoaiyatnpo uypo

[ToAupOpP@OTTUPNVIKO ECiIOPWHA

NAEUPOKUTTAPIKO ECIOpWHA OE XPOVvIia CUAAoyN

ANA oTo uypo Xxpnoiua diayvwaoTika (>1/160)
«KutTapa Aukouy: Meiwpuévn euaiobnaoia

2UXVQA TTEPIKAPDITION

Noipwen, K.A., N.A., IN.E.: dA\Aec TIBaveEC aiTieg



2.UVOPOUO CUPPIKVWHEVOU TTVEUUOVOCG

t

AUOTIVOIO OTNV KOTTWON, TTEPIOPIOTIKO CUVOPOO,
onuavTtikn TTTwon DLCO

1% aoBevwyv pe 2EA

Etreioddia BwpakaAyiac ouxva (65%)
Aduvapuia dlappAyUaATOC;
AuTtoTTepiopI{OuEVN, EVioTE oOBapn

KopTIKoOoTEPOEION, BE0PUAAIVN, NAEKTPIKNA
BnuatodoTnon dlIappPAYUATOC



Diagnosis of PM-DM

Criteria

[TOAYOMYOZITIAA-
AEPMATOMYOITIAA

Features

Diagnaosis

Bohan and Peter (1975)"2

1.

2.

Symmetric proximal muscle
weakness

Elevated serum muscle
enzymes

. EMG consistent with

myopathy

1-4 criteria present: definite
PM

Any 3 of 1-4 present: probable
PM

Any 2 of 1-4 present: possible
PM

4. Muscle biopsy with Rash + any 3 of 1-4: definite
characteristic features DM
5. Typical rash

Dalakas and Hohlfeld®:
emphasis on histology and
immunopathology

[

. Subacute proximal muscle

weakness

. Elevated serum muscle

ENZYMes

. Musdle biopsy

4. Typical rash

Criteria 1,2 with muscle biopsy
showing inflammation with
CD8/MHC-l complex and no
vacuoles: definite PM

Criteria 1 and 2 with muscle
biopsy showing MHC-I
expression without T cells or
vacuoles: probable PM

Rash + muscle biopsy: definite
DM

Mo rash + typical biopsy:
probable DM

Rash without muscle
weakness: ADM

EmimroAacpudc:2-10/100.000
Avdpec/yuvaikec=1/2,5

Peak: INaidikn nAikia, 41-3" deKaETIO
2UUTTITWHATA ATTO TO AVATIVEUOTIKO
£€w¢ Kal 64%

11 ekdNAWaON atro 10

AvVaTTIVEUOTIKG: 25%

[MpooBOA avaATIVEUOTIKOU UTTOPEI
va KOAUTTITETAI ATTO TN XPOVIO

Table 2
Lung in myositis

Lung Disease in Myuositis

Diagnusis

Parenchymal disease

Aspiration pneumonia

Infectious pneumaonia

ILD
Drug-induced ILD
PAH

Diffuse alveclar hemarrhage
Pneumomediastinum

Pneumothorax

Monparenchymal disease

Ventilatory failure

KOTTWON
Prevalence (40-65%)
17%
2% =b5%
<5%




AIAXYTH AIAME2H NNEYMONOIMAGEIA

2xeTiCetal ye HLA DRB1*1302DQA1, HLADRB1*0405DQA1
[MpooBAaAAel £wc Kal To 32% aoBevwv

X3-X5 o€ yuvaikeg

Mipeital Tnv 1M1

AvoTrvola, ¢npoc Brxacg, opbotrvola

Mn ocuoXETion e TN BapuTnTa PMUTKAG TTPOCBOAAGS

Eviote Taxéwg eCeAlcoduevn

XaunAa etritreda CK= o emBeTIKA vOOOC

Anti-Jo1 avriowuata (EvavTt tRNA cuvBetaonc) : loxupry cuoxETIoN
ue AAIM, 30% aoBevwv

2uxvoTtepa NSIP aAAd kai DAD,OP
Augnuévn BvnToTnTa
KopTIKOOTEPOEION, MUKOPAIVOAIKO
[MPO2OXHTIA Ca






>YNAPOMO SJOGREN (SS)

=nNpPoO ocuvOpouo (Sicca syndrome) TTou
TTPOCOBAAAEI TOUC DAKPUIKOUC Kal OIEAOYOVOUC
aésvsg (keratoconjunctivitis sicca) kai
xapaktnpiletal atro AEUPOKUTTAPIKI OINONonN.

1mmaBeg.yuvaikec>40 £1n

21a0ec: emmi P.A., okAnpodéppaTog, 2EAN
Anti-Ro, anti-La avTicwuara

EmrirroAaopoc: 0,5-3%

[Tveupovikr TTpooBoAn ouxvh: 25% oT1o 1TTaBEC

NAEUPOKUTTAPIKA dINBNON TOu TTveEUpova (OTTWC KAl
TWV EKKPITIKWY AdEVWV)



NOOOC TwWV agpaywywyv

Meiwon Twv EKKPICEWYV TOU BPOYXIKOU OEVOPOU HE
cnNPEO Pnxa (cnpotpaxeia): 25% aocbevwy Pe 1TTABEC
Sjogren

AOYW aTPOPIac TWV BAEVVOYOVWY AOEVWV KAl
AEUQPOKUTTAPIKNC dINBNoNG

BpoyxiTida

40-60% 0B¢eTIKr) dOoKIUATia UTTEPAVTIOPACTIKOTNTAC
AeuTepoTTaBEIC AOINWEEIC KAl TTVEUPOVIA

VOO OC UIKPWV agpaywywy (BpoyxIoAITION):
ouvNBwWCS UTTOKAIVIKN



AIAXYTH INMNEYMONIKH NO2O2

2UXVA QOUUTTITWHPATIKNA
A)lveupovikn ivwon: ‘Ewg
10% aocBevwyv, ouvnBwg
fibrotic NSIP

B) Aep@okutTtapikn didueon
TTVEUOVIQ

[) WeudoAéupwua: MTTopei va
UTTOXWPNOEI QUTOPATA Kal

QVTATTOKPIVETAI OTA
KOPTIKOEION

A) MNveupovikd Aéppwua: X40
o€ aoBeveic pe Sjogren
[Mpoooxn o€
AeppadevoTTadela

MECOBWPAKIOU Kal TTAEUPITIKI
ouAAoyn

E) Opyavoupuevn Trveupovia

Figure 71-21 Multiple cysts of varying sizes scattered through-

out both lungs in a patient with Sjogren’s syndrome and lymphao-
cytic interstitial preumonia.

Fgure 71-2 Lymphocytic interstitial pneumonitis in a pa
tient with primary 5jogren’s syndrame. There is a dense lym-

phocytic infiltrate, broadening the interstitium and lymphoic
£ llirmla e



AI'KYAONOIHTIKH ZIMTONAYAITIAA

- s
/" )
1 . b N
= -\'
. & 3

HLA-B27
Avdpec/yuvaikec=10/1
Tvwon Twv kopuPwv: 2%

KolAoTroinon, aTroIKIoOPOG UE

Aspergillus (60%), aipotrTuon

* Augnuevog Kivouvog
LMETEYXEIPNTIKOU
BpoyxoTrAeupikou cuplyyiou
KAl EUTTUNMATOC ETTI EKTONNG

 NOOOG TWV HIKPWV
aEPAYWYWV

« Paraseptal eypuonua

Figure 71-22 Ankylosing spondylitis. Chest radiograph demon- ° nvguuoewpaKag

strating bilateral upper-zone fibronodular infiltrates.




AITEINTIAEZ

KUTTaPIKN QAEYPOVN TWV AYYEIWY TTOU KATAANYEl OTNV
KATAOTPOPI TOUG Kal OE IOTIKN VEKPWON

Ta CUPTITWHATA ECAPTWVTAI ATTO TOV TUTTO, TO MEYEDOC Kal TOV
apPIOUO TWV aAyyEiwvY TTOU TTPOCRAAAOVTAI

Tagivounon avaAoya

HE TO peyeBOG TTPOCBAAAOUEVWY aYYEIWV: PeyaAou, peaaiou,
UIKPOU

OETIKOTNTA ) YN VIO AVTI-OUOETEPOPIAIKA KUTTAPOTTAQCUATIKA
avTicwpara (ANCA)

2TTavieg Tradnoeic: 90-260/ekaTtoupuplo

EmimmoAacpog Wegener: 24-157/ekatoupupio

EmimroAacpdc Churg-Strauss: 7-38/ekatoupupio

ETITTOAQONOC NIKPOOKOTTIKAG TTOAUayYEITIOOC: 0-66/
EKATOUMUpPIO



TABLE 124.2: Classification of tha vasculitidas

Primary ldiopathic Vasculitis

SEmall Vessel

* Waganer's granulomatosis

» Churg-Straugs syndroma

* Microscopic polyangiits

» |dicpathic pauci-immune rapidly progressive glomerulonaphritis
* |zolated pauci-immune pulmonary capillaritis.

tModium Vasgsal

* Polyartarntis nodosa
+ Kawasaki disoasze.

Large Vassel

= Giant call anarits

» Takayaszu's artaritis

* Primary immuna complex—madiated vasculitis
« Goodpastura's syndromea

* Henoch-Schinlain purpura

* Bahcat dizeaze

* |gA maphropathy.

Secondary Vasculitis

» Clagsic autoimmune dizease

+ Systemic lupus arythematosus

* Rheumatoid arthritis

* Polymyositis/dermatomyositis

+ Scleroderma

« Antiphospholipid antibody syndrome

* Eszantial cryoglobulinamia

» |nflammatory bowel dizeaze

* Hypocomplamantamic urticanal vasculitis
* Drug-induced {s.g. propylthiouracil, diphanylhydantoin)
* Paraneoplastic.

Chapel Hill Consensus Nomenclature of the
Primary Systemic Vasculitides

MName

Large vessel vasculitis
Giant cell arteritis
Takayasu's arteritis

Medium-sized vessel vasculitis

Classic polyarteritis
nodosa
Kawasaki's disease

Small vessel vasculitis
Wegener's
granulomatosis
Microscopic polyangiitis
Churg-5trauss syndrome
Henoch-5chénlein

purpura
Essential
cryoglobuinemic
vasculitis

Respiratory

Presence

Manifestations of ANCA

Rare
Frequent
Rare

No

Frequent
Frequent
Frequent

Rare

No

MNo
No

=80%

=80%
=50%
IgA-ANCA

reported
No

Large vessel vasculitis

\_Y,_/

Medium vessel vasculitis

Small vessel vasculitis

Y

¥

Immune complex disease AMCA associated disease
| I
Y Y 14 Y h ] Y Y
SLE/RA H-S Cryoglobulin Others NGV MPA Capillaritis
purpura vasculitis

FIGURE 53-2 = Relationship between vessel size and mechanism. {See for abbreviations.



KAIVIKG ggvapla TTou BETOuV TNV
uTToYia ayyelTioag

e 'Hma cuutrtwuata
UTTOPOUV VA ATToTEAOUV
OTOIXEIa AyYEITIOAG

e AITOPAXEC AVWTEPWYV
agpaAywywv: Apou
aTTOKAEIOB0UV Ol
AOIMWCEEIC Kal Ol
aAAEPYiIEC, N Xpovia
QTTO@PPOKTIKI)
TTAPAPPIVOKOATTITION, N
KOTOOTPO®Pr HOAOKWY
IOTWV ) OOTWV PTTOPEI
va gival ekdNAwaon
ayYenTIdag




KAIVIKG ogvapia TTou BETouv TNV
UTTOWia AyYENTIOOC

ATTEIKOVIOTIKQ
gupnuata olIdiwv N
KOINOTTOINONC OTOV
TTVEUUOVO

ATTOKAEIONOC
TTPWTIOTWG TNG
Aoipwe¢n¢ Kal TG
kKakon0eiag, aAAd unv
cexvape 1ic ANCA (+)
QAYYENTIOEG

Ocidia: 55-70% ue
KOKKIWPATWON
Wegener
Kolhotroinon: 35-50%
ME KOKKIWKATWON
Wegener




KAIVIKG ggvapla TTou BETOuV TNV
uTToYia ayyelTioag

e AlGdyutn KUWeAIOIKN
aloppavia

AldyuTta KUWYEAIOIKA
oINdnuara, TTwaon Tou
QIUATOKPITN, AIMOTITUCN
(atrovuoca oT1o 1/3)

BAL: diayvwoTIKO
Bioyia (ouvnBwcg dev
QATTAITEITAI):
Algoppayia arro Ta
KUWEAIDIKQA TPIXOEION
TPIXOEIOITION, ATTAN

algoppayia f diaxuTn
KUWEAIOIKI) KOTAOTPOPN




Figs 124.2A and B: Computad tomography appearance of alveolar hemarrhage . (A) and (B) Two representative images obtained
from a patiant with known Weganer's granulomatagie. Figure [A) shows how subtle tha infiltrates can be



TABLE 124.1: Causas of Diffuse Alveoclar Hamorrhage

Histological Findings of Capillaritis

» Prnimary idiopathic small vassal vasculitis

» ‘Waganar's granulomatosis

» Churg-Strauss syndroma

» Microscopic polyangiits

» lzolated pauci-immunea pulmonary capillaritis
» Primary immune complax—madiatad vasculitis
» Goodpastura’'s syndrone

» Henoch-Schanlain purpura

» Secondary vasculiis

» Classic autoimmune disease

» Systamic lupus eryibematosus

» Rhaumatoid arthritis FIGURE 53-3 = Capillaritis showing disruption of the alve
» Antiphosphalipid antibody syndrome indicating wall damage.

» Mixed connective tissue disaasa
» Paolymyositis/darmatomiyositis

» Essantial cryoglobulinamia

» Behget's disaasea

» Lung transplantation

» Bona-marmow transplantation

» Drug-induced (a.g. chamotharapautic agants, propylthiourdg

Ab=zance of Capillaritis= (Bland Hamorrhagea)
» |dicpathic pulmonary hamosiderosis

» Coagulopathy

» Mitral stenosis

» Inhalation imjury

s p-a_sture ) Sy FIGURE 536 « A, Outline (doffed fine) of a destroyed vessel in Churg-Strauss vascultis. Motz the marked easinaphiic infitrates. B, A smal vein
* Systemic lupus erythematosus showing destruction of ts wall by eosinaphils. There is an accompanying eosinophiic pneumania charactenzed by numerous clusters of eosinophils
 Bone marrow transplantation (associated with diffuse alviiinthe i spaces. Hemonhage is also present.

damaga)
» Drug-as=sociated disease (a.g. cheamothaerapautic aganis).




KAIVIKG ogvapia TTou BETouv TNV

UTTOYIa ayYEITIONG

Oceia
OTTEIPAUATOVEPQITIOA:
Evepyo i(nua oupwv
(aipaToupia, KUAIVOPOI
EPUBPWV,
TTPWTEIVOUPIQ),
augnon oupiag,
KPEATIVIVNC
[TVEUUOVOVEQPPIKO
oUVOpPOUO

AlaxuTn KUWPEAIOIKN
algoppayia + TaxEwg
eceNlooopevn
OTTEIPAUATOVEPPITION

Fiei. 1. Photamicraaranh of a red call caet in a natisnt

Review
Bench-to-bedside review: Pulmonary-renal syndromes -
an update for the intensivist

Spyros A Papiris!, Effrosyni D Manalil, loannis Kalomenidis!, Giorgios E Kapotsis!,
Anna Karakatsani' and Charis Roussos?

Critical Care 2007, 11:213

Pulmonary-renal syndromes

Clinical entities classified according to the pathogenetic mechanism involved

Pulmonary-renal syndrome associated with anti-GBM antibodies: Goodpasture's syndrome
Pulmonary=renal syndrome in ANCA-positive systemic vasculitis
Woegener's granulomatosis
Microscopic polyangiitis
Churg-Strauss syndrome
Other vasculitis
Pulmonary-renal syndrome in ANCA-negative systemic vasculitis
Henoch-Schdnlein purpura
Mixed cryoglobulinaemia
Behcet's disease
IgA nephropathy
ANCA-positive pulmonary-renal syndrome without systemic vasculitis: idiopathic pulmonary-renal syndrome
Pauci-immune necrotic glomerulonephntis and pulmonary capillaritis



KAIVIKG ggvapla TTou BETOuV TNV
UTTOWia AYYENTIOOC

* YnAapntn moppupa

A/O: ANEPYIKN
avTidopaon
(@appakeuTikn), ANCA
QVVEITIOEC,
Kpuoogaipivaiuia,
QUTOAVOOQ PEUMATIKA,

Fig. 3. A palpable purpura in a patient with Wegener

)\O”J(l’)gglg aranulomatosis.
* [loAAaTTAN povoveupiTida

e [MloAuouoTnuaTikn
TTPOCBOAN




ANCA (antineutrophil cytoplasmic
antibodies)

e AvTIOWUATA EVAVTI AVTIVOVWY TOU KUTTAPOTTAACATOC
TWV OUOETEPOPIAWV.

« Avixveuon ue éuueoo avooo@Bopiouo (IFA):
-KUTTOPOTTAaOUaTIKOG pBopIiopoc (C-ANCA)
-TTEPITTUPNVIKOC pBopIouos (P-ANCA).

Euaiobntn pyEBodog, UTTOKEIUEVIKT).

« ELISA 1TEPICOOTEPO EIDIKNA:

-AvTiowuara Evavt NG TpwTteivaong 3 (anti-PR3).
AvTioTolxouv kaTta kavova ota C-ANCA

-AvTiowuara Evavtl TNG hjueAoTtrepoeidaonc (anti-
MPO).

AvTioToixouv ota P-ANCA.



Houra 775 Indirect mmurofluonescent
stars damorsirating two disinct fypes
of antireurrophil antbodies. On the left
panal, mote tha pernuckear pattem of
mmurofluorescence charactenstc of
AMNCE imyalopsrordase apitops) Cn |:|I'I::
ri-?ht panel & coarsa granular pattem
af immunofluonescence within the oyto-
plazrn is evidenit, charactaristic of c-ANCA
[protesinase-3 apitopal.



ANCA (antineutrophil cytoplasmic
antibodies)

Ala@opodiayvwaon TwWV AYYEITIOWY TWV UIKPWYV
AYVEIWV.

Table 2
Chapel Hill consensus definitions and ACR classification criteria

ACR Criteria Chapel Hill Definition

WG MNasal or oral inflammation Granulomatous inflammation involving the
Abnormal chest radiograph respiratory tract, and necrotizing vasculitis
Active urinary sediment affecting small- to medium-sized vessels
Granulomatous inflammation on biopsy {eq, capillaries, venules, arterioles, and
=2 of 4 criteria to meet classification as WG arteries)

SV Asthma Eosinophil-rich and granulomatous
Eosinophilia inflammation involving the respiratory
Mono- or polyneuropathy tract, necrotizing vasculitis affecting small
Pulmonary infiltrates to medium sized vessels, and associated
Paranasal sinus abnormality with asthma and eosinophilia

Extravascular eosinophils
=4 criteria to meet classification as C5W

MPA  No separate classification from classic MNecrotizing vasculitis with few or no immune

polyarteritis nodosa deposits, affecting small vessels (eg,
capillaries, venules, or arterioles)




Kokkiwpatwaon Wegener

OcTikG (C-ANCA/PR3) 80-95%, aT0 5-20% ( P- ANCA/MPO).

H eidikotnta Twv ANCA ecaptdaTal atmrd Tnv EKTaon, Tn Baputnta,&
EVEPYOTNTA TNG VOOOU.

XWwpPIig VEQPIKN OCUPMETOXN e10IKOTNTA 75%
[TpoOBOAR HOVOV TWV TTAPAPPIVIWY KOATTWY  €1I0IKOTNTA 7-16%
[MARpnN Upeon eidoikoTnTa 30%
EmiTuxr¢ avoookaTaoTaATIk aywyn apvntikotrolei Ta ANCA.

Avadlntnon Twv ANCA povo e1Ti oa@oug KAIVIKNG uTToyiag.



MIKPOGKOTTIKI TTOAUQYYEITIOO
« 50-80% 6emkd P-ANCA/MPO
e Oi1 utréroitrol mBavov C-ANCA/PR3 BeTikG

2Uvopouo Churg Strauss
 40-60% 6¢eTmikd ANCA

. Kupiwg P-ANCA .

 YuwnAn IgE
« Karaotdoeig e (+) ANCA
« EvdokapdiTida, AoIWEEIC avaTTVEUOTIKOU (TTVEUMOVIA, QUUATIWON), 2AWN

« Apoifadwoaon, EAovoaoia, HIV Aoipwén

*  @dpuaka (udpaAlalivn avTIBUPEOEIDIKA, TTEVIKIAAQUIVN, MIVOKUKAIVN, dAAOTTOUPIVOAN K
a).

« ANTI-GBM o€ ouvdpouo Goodpasture:

* ‘EvavTti a3 aAuoou koAAayovou TutTou IV TN Bacikng uepBpavng
* EuaioBnoia 63-100% (egaptartal ammo pEBodo)

« Ei1dIkéTnTa 90-100%



EpyaoTnplakocg é)\ayxog

Ala kai YT ouxva TaBoAoyikEG Kal
O€ ATTOUCIA CUNTITWHATWV:
Mukvwaozeig, Bappn taiog, odol,
KOIAOTNTEG, OTEVWON AEPAYWYWV

Bpoyxookotrnon: ATTOKAEIOUOG
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Fig. 124 1: Flow-volume tracings in a patiant with significant
midtracheal stenosis (inset) show typical featuras of a fixed major
airwvay obstruction with flattening of both the inspiratory and axpiratory
flaw-valumea curves. Interruptad lines show predicted normal tracing™

Polychronopoulos V5, Prakash UB. Golbin M., et al. Airway
involvement in Wegener's granulomatosis. Rheum Dis Clin
Blmrtl A D0 3354-TRE.TS



TABLE 124.3:Clinkcal Charaoieristios of the AMCA-Asssolatod VasoulidesS

FEnabes wWE LEis] o]

Pulmonany Vary comman, TO=58% Moderaigly common with ARTIMa & EssEniElly universs;
o patients; symgloms may 10=30% o patisnts patienis may @lso have infiraes’
inchade oowgh, ol pain, ENariancing irreoivamant, eosincphiic pnaumania
dyspria, o hamophysis maost of which demonsimaie
Trachackteonchial and akmoiar hameorhagae
srcdoteonchial dsaacs alkc
radvaly frequen? {10=E0%)

Ranal RPGN ooours In SR-30% RPCEN & sssardaly universal RPGN occowrs in 10<EC% of paiants
o pationes

Uppar Alnaay Vary comman, TO=58% ‘ariahig Sinusis cocurs in 20=T0%

o palieets; Woeraling and cf padanis bul ofen Bcke
deginuciive lasions arn ihe desirictive rRatane Sean
sigasive RLc)

Censinuicnal Commor: Syrmplorms may Wary comman and cflen Commen

inciude fatigus, malaiss
forvnrs, and waight lss

precedss RPGH

Musculzsxeaal

Arinraigias, arfrEs and myaigias
ocow In @pprodimaiely ora halt

Arinmigias ard myaigias
in alisasi cne ki of

Arinraigias @ Myaigias raportad
A up %o one hall of patients.

o patinnts oafants
Cicular Common, Coourming I 28<E0% Less commen, D=30% Uncomman
o patients; sighisthreamning o patients
dseass nchadng wvalis,
acular wWoers, alongwith @ host
o cthar complications may cocur
Cardac 5=1E% 10=20% Comman (303-50%) and & majr
Daia of morally in padams with
CSE; may presant with conducticn
dulay, oinar ECG abnormaity,
Eysiiic or diasioiic dysharcton
o COFQnary anery invohamant
Gasiroinmstina Uinoomimion Common, 38=48% comploadons Comman {30<80% ) anathar majer
usually resembis those of the othar  cease of morbidiy and Forality
AMCA pztooaied vasoulRdes May prEsen wilh herorrhage,
[sm@ CSS), athcugh it is poseibise abhdominal pain, infarct, or pecicraied
10 SEE T VISCERE STEUTYETE iEDOLE.
mast commonly asscciaied wit
dassic polparantis nodosa
Camatcicgiml Commor: may indude dlassic Commen Commen
nalpahie purpura, bul may alss
raLen Wi uloens, nodules
o WS
Meurcicgical Moy prasent wih CHE dsecta Monorertic mulplen ooours Mononerrs mukple ino> 5%
o peripharal nervous Sysm N 10=E0%
nyokemant
Chast imaging abnormal chest imaging fircings Pulmanary infiirates ccouwr Pulmcnary infilrafes. am commen
W WRry commaon i IR may n 10=30% [40= TERYL may aso 5&@ changes
oragen with alveclar, imersital oSt with astma (e arway
or mied iMimaies, or nodular wall thickening ard hyparinfiation)
¥ cavitary dseasa
AMNCA ANCA=poxiiive in #30% and ANCAspouiiive In S0=TER AMEA nosiive In 28<T 3% with most

o=AMCARNE-FR3 ELISA positive
in >85% wih generaized acive
dspase

with mast of Tesa bsing
peANCAENtWFD posthve

of thase baing p=ANCA anSMFPD
positve
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TABLE 534. -- European Vasculitis Study Group Disease Severity and First-Line Treatment Options for Induction Therapy

D'SEE.E'E . Constitutional Renal Function Threa_tened Organ Treatment Options for Induction
Classification Symptoms Function
_ Serum creatinine < : : L
Limited Mo 120 mmol/L (1.4 mg/dL) Mo Corticosteroids or methotrexate or azathioprine
Cyclophosphamide + corticosteroids
Early generalized |Yes Serum creatinine < Mo or
120 mmaol/L (1.4 mg/dL)
Methotrexate + corticosteroids
. : Serum creatinine = . : :
Active generalized |Yes 500 mmaliL (5.7 ma/dL) Yes Cyclophosphamide + corticosteroids
Serum creatinine = Cyclophosphamide + corticosteroids + plasma
Severs Yes 500 mmaliL (5.7 mg/dL) Yes exchange
Consider investigational or compassionate-use
Refractory Yes Any Yes agents (see text).

MeBoTpe€arn r alaBeloTrpivn PETA ATTO TTANPN UPECN WE TNV APXIKN BepaTreia 3-6 PVeC
(A METG aT1TO 12 PNVEQ)

Aidpkela Bepartreiag TTePITTOU 2 €N

[Mpo@UAACN yIO TTVEUPOKUOTN

[MapakoAouBnaon yia eMITTAOKEG: AOiMwWEN, PAPUOKEUTIKA avTidpaon

Ytrotpoteég: Wegener 40-65%, Churg-Strauss 15-25%
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