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Ig64 Iliskili Hastalik

= Sistemik, immin aracih fibroinflamatuar hastalik

= Yiksek serum IgG4 seviyeleri ve IgG4 (+) plazma
hiicrelerinin tutulan organlarda infiltrasyonu sonucu
olusan storiform fibrozis ve obliteratif flebit ile
karakterizedir

= Ayni patogenezde gelisen, ayni histopatolojik ve
laboratuar degisikliklere neden olan, sadece etkiledigi
organa gore radyolojik ve klinik yansimasi degisen
multiorgan hastalik olarak yorumlanmalidir
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Adlandirma

i hastalik

i sistemik hastalik

i sklerozan hastalik

IgG4 iliskili sistemik sklerozan hastalik

IgG4 iliskili otoimmin hastalik

Multifokal fibroskleroz

Hiper-IgG4 hastalig

IgG4 pozitif multiorgan lenfoproliferatif sendrom
Sistemik IgG4 iliskili plazmositik sendrom

IgG4 sendromu

IgG4 iliski
IgG4 iliski
IgG4 iligki




Table 1 Conditions once considered unrelated that are now recognized as part of the IgG4-RD
spectrum

Condition Affected organ(s) or tissue(s)
Eosinophilic angiocentric fibrosis Orbits, upper respiratory tract

Fibrosing mediastinitis Mediastinum

Hypertrophic pachymeningitis Dura mater

Idiopathic hypocomplementemic tubulointerstitial Kidney
nephritis with extensive tubulointerstitial deposits

Inflammatory aortic aneurysm Aorta

Inflammatory pseudotumor Orbits, lungs, kidneys, and other organs

Kiittner's tumor Submandibular glands

Mikulicz’s syndrome Salivary and lacrimal glands

Multifocal fibrosclerosis Orbits, thyroid gland, retroperitoneum,
mediastinum, and other tissues and organs

Periaortitis and periarteritis Aorta and large blood vessels

Retroperitoneal fibrosis (Ormond’s disease) Retroperitoneum

Riedel's thyroiditis Thyroid

Sclerosing mesenteritis Mesentery

Sclerosing pancreatitis Pancreas




* Epidemiyoloji
Orta ve ileri yas erkek hastaligi (Tip 1 otoimmiin

pankreatit, retroperitoneal fibrozis, IgG4 iliskili
TIN) (Erkek/kadin orani:3.7-5.7/1)

s GoOzyasi ve tikrik bezi tutulumu kadinlarda daha sik
= Bag-boyun tutulumunda cinsiyet farki yok

= Bas boyun tutulumu disinda erkek dominansi

= Insidans ve prevalansina iligkin veriler yetersiz

= Japonya'da otoimmin pankreatit prevalansi
—~0.8/100.000 insidans -> 0.28-1.08/100.000 ve
yilda 336-1300 yeni hasta

Guma M, et al. Best Pract Res Clin Rheumato 2012;26:425-38
Palazzo E, at al. Joint Bone Spine 2014;81:27-31.
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Etyopatogenez

= Etyopatogenez net bilinmiyor

= Uygun genetik zeminde gesitli uyaranlarin etkisi
sonucu, dogal ve kazanilmis immin sisteminin ve
allerjik hastaliklarin etkilegimi

s Genetik faktorler:

- HLA polimorfizmleri (HLA-DRB1*0401 ve
0405, HLA-DQB1)

- Non-HLA polimorfizmleri (CTLA-4, FcR-3,
TNF-a promotor 863A)

= Enfeksiyonlar: Helikobakter pilori, gram (-) mo ve
myobacterium Tbc
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Etyopatogenez

Otoimmunite: Otoimmdinite bulgularinin
prototipi=> Tip 1 otoimmin pankreatit

MHC II genotipi ile iliski, anti-laktoferrin ve anti-
karbonik anhidraz antikorlar: (+)

Dakriyoadenit ve siyaladenitli olgularda > ANA,
RF (+)

Pankreas, bobrek gibi ¢esitli dokularda immdin
kompleks depozitleri (+)

Umehara H,et al. Int Immunol 2014;26:585-95.

Haldar Ma, et al. CMAJ 2016;188(13): 953-62.
Oprita R, et al. J Med Life 2017;10(4): 203-7.



Etyopatogenez

Allerji yaniti kanitlari: Dokularda Th2
seviyelerinde artis > IL-4, IL-13
indiiklenmesi > IgE T

IgG64-IH'li olgularda allerjik rinit ve astim
prevalansinin T

Treg hiicrelerin etkisiyle>IL-10, TGF-p T

Th2 sitokinler,Treg hiicreler ve IL-10;
I9G64 yapimini T
IgG64-IH'li olgularda periferik eozinofili

Mattoo H, et al. Allergy 2014;69:399-405.
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IgG4

IgG1 [{cy] IgG3 IgG4

Biological target Protein Carbohydrate Protein Protein
Functional form Monomeric, Dimeric, bivalent Monomeric, Bispecific, monovalent for

bivalent or tetravalent bivalent each antigen
Serum levels (mg/dl) 5-11 15-6
Proportion of total IgG (%) 43- 75 16- 48
Complement fixation +ht +
Binding to FC gamma receptors
FC gamma RI ++
FC gamma Rl 4
FC gamma RIll ++
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Iq64

IgG 'nin 4 alt grubundan en az olani

Monovalan antikor

Immiin kompleks olugumuna yol agmaz
Kompleman fiksasyonu yapmaz

Direk mast hiicre ve bazofil siipresyonu yapabilir
Allerjenlere toleransta gorevli

Spesifik otoantijenik hedef yok

Igs4 antikorlarinin patojenik olduguna dair elimizde veri
Yo

IgG4 yiiksekligi nonspesifik

= Romatolojik hastaliklar

= Allerjik hastaliklar

= Malignite

= Vaskilitlerde yiikselebilir



Histopatolojik Bulgular

Major

Yogun lenfoplazmositer
infiltrasyon

Storiform fibrozis
Obliteratif flebit
Dokuda eozinofili

IgG4 (+) plazma hiicreleri
oraninda artis

Minor

Germinal merkez
Lenfoid folikiil
Non-obliteratif flebit
Obliteratif arterit



Kronik sklerozan siyaloadenit

Yogun lenfoplazmosit infitrasyonu
ve storiform fibrozis bantlar

(Kittner timérd) Yogun IgG4 (+)

plazma hiicreleri (IgG4

ksidaz boyama)

Immunopero



Obliteratif flebi



Klinik Bulgular

P. Brito-Zeron et al. /| Autoimmunity Reviews 13 (2014) 1203-1210
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Klinik Bulgular

En sik tutulan organlar-> Pankreas, hepatobiliyer
sistem, tiikrik bezleri, orbita ve lenf nodlari

Tipik bulgular-> En az bir organda sisme, blyiime
ve yer kaplayan kitle

Kitlesel lezyonlar (psodotiimor) siklikla malignite
ile karisabilir

Hastalik Kklinik belirti olmaksizin tesadiifen
radyolojik ve patolojik bulgularla ortaya ¢ikabilir

Genelde subakut seyirli, konstitisyonel
semptomlar gézlenmez

Allerjik rinit ve astim hastalarda gériilebilir

Khosroshahi A, et al. Curr Opin Rheumatol 2011;23(1):57-66



Pituitary gland
ieadache, visual field
deficit, lactation,
diabetes insipidus

Lacrimal gland
Swollen upper eyelids, dry eyes
(IgG4-related dacryoadenitis)

(IgG4-related
hypophysitis) Salivary gland
Swollen submandibular portions, dry mouth
Thyroid (lgG4-related sialadenitis)
Neck tightness, )
nalaise, oedema Respiratory tract _
(IgG4-related Cough; similar to bronchial asthma

thyroid disease)

Kidney

Often asymptomatic;
hydronephrosis in renal
hilum involvement
(IgG4-related kidney disease)

Lung

Cough, often
asymptomatic
(IgG4-related

Retroperitoneal cavit
lung disease) P 4

Fever, malaise, aneurysm
in cases with periaortitis

Bilary tract (IlgG4-related retroperitoneal
Obstructive fibrosis)
jaundice
(IgG4-related Pancreas

sclerosing

Upper abdominal
cholangitis)

discomfort,
obstructive jaundice,

impaired glucose
Prostate gland

tolerance
Frequent (type | autoimmune
urination, \_pancreatitis)
feelings of
residual urine

Lymph nodes

(lgG4-related Swolleh

muAmdadidia)






i Ig64-IH Acisindan Kimler Arastiriimalidir?

= Etyolojisi bilinmeyen pankreatit

= Sklerozan kolanjit

= Bilateral tikrik bezi veya lakrimal bez blyimesi

= Retroperitoneal fibrozis

= Orbital psodotimor veya proptozis

= Inflamatuar aort anevrizmasi

= Interstisyel nefrit

= Hipertrofik pakimenenjit

= Hipofizit

s IgG4 yiksekligi ile birlikte allerjik semptomlarin
veya fibrozis bulgularinin birlikte bulunmasi



Ig64-IH Klinik ve Histopatolojik Olarak
Taklit Edebilen Durumlar

ANCA iliskili vaskiilitler
Erdheim-Chester hastaligi
Inflamatuar barsak hastaligi
Perforan kollajenozis
Primer sklerozan kolanjit
Rinosinuzit

Rosai-Dorfman hastaligi
Sarkoidoz

Sjogren sendromu

Adenokarsinom ve yassi hiicreli
karsinom , peritiméral infiltrat
Kutandz plazmositoz

Castleman hastaligi (multisentrik veya
lokalize)

Inflamatuar miyofibroblastik timér
Lenfoproliferatif hastaliklar



Tetkikler

= IgG4 dizeyi (ilk degerlendirme ve takip igin 6nemli)
= Poliklonal hipergamaglobulinemi
IgG4/IgG orani
IgE yiiksekligi ve eozinofili
Hipokomplementemi
Diger laboratuvar bulgulari (ESR ve CRP T, ANA, RF (+)
= Biyopsi
= IgG4(+) lenfoplazmositer hiicre infiltrasyonu
=« Storiform fibrozis
= Obliteratif flebit
= Eozinofili
s Goriintileme Yontemleri
= BT, MR, ERCP, endosonografi, endoskopi, kolonoskopi, PET




Goriintileme

a ]




- Gegmis medikal problemlerin ayrintili olarak gézden
gegirilmesi

IgG64-IHa ait bulgular?

- Tam bir fizik muayene ile biyopsi ile ulagilabilir organ

futalumlari (Orn., major tikrik bezi sismesi)

1

Ig64-IH klinik ve patolojik taklitgilerin klinikopatolojik
korelasyon ife diglanmasi sart
-Arsivlenmis biyopsi orneklerinin Ig64 (+) plazma
hiicreleri igin immiin boyama yapilarak yeniden
incelenmesi

!

Dogru tani igin klinikopatolojik
korelasyon
*Bazen klinisyen-patoloji-radyoloji
gorismesi yeterli olmayabiliyor >
Ikinci bir goris alinmall



Ig64-IH Igin Tani Kriterleri

1. Tek veya multipl organda diffiiz/fokal sislik veya kitle (Klinik,
fizik muayene, goriintileme)

= 2. Serum IgG4 diizeyleri (2135 mg/dL)
= 3. Histopatolojik incelemede;
- Lenfosit ve plazmosit infiltrasyonu ve fibrozis

- Ig-G4 (+) plazma hiicre infiltrasyonu (IgG4(+)/IgG(+Z
lazma hiicre orani >40 % ve her biyiik biiyutme alaninda >10
g64(+) plazma hiicresi

= Kesin tani: 1 +2 +3
=  Mimkin (Probable): 1+3
= Muhtemel (Possible) 1 +2

= *Malignite ve diger hastaliklar diglanmal
s *Gerektiginde spesifik hastaliklara ait kriterler kullaniimal

J. Gonzdalez-Moreno et al. , Med Clin (Barc).2015;145(12):539-44
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(3) Histopathology
1gG4+/IgG+ cells > 40%
34 cells/HPF >10 and IgG4 cells/HPF >10

(3) Histopathology
IgG4+/IgG+ cells > 40%

None

Organ-specific criteria for

Yes

- IgG4-related autoimmune pancreatitis

lgG4-related Mikulicz's disease

None




i Tedavi

Asemptomatik

Multiorgan
hastalik

tutulum




Tedavi
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1. Tani:Anamnez-FM-
Lab-Radyoloji

2. Ayirici tani: Biyopsi
(Malignite diglanmali)

3.Tium semptomatik ve
bazi asemptomatik
olgular tedavi edilmeli

4. Glukortikoidler (GK)

ilk tercih olarak
kullaniimali

Evidence

i level/grade
Statement agreement  of recommendation
I. The most accurate assessment of IoG4-RD are % 4

based on a full cinical history, physical
examination, selected laboratory investigations,
and appropriate radiology studies,
2. Diagnostic confirmation by biopsy is strongly 04 5D
recommended for the exclusion of malignancies
and other 1eG4-RD mimics,
3. All patients with symptomatic, active lsG4-RD §7 4c
require treatment, some urgently. A subset of
patients with asymptomatic IgG4-RD require
freatment,
4, Glucocorticoids are the first-ine agent for 04 /B
remission induction in all patients with active,
untreated IgG4-RD unless contraindications to
such treatment are present.

ARTHRITIS & RHEUMATOLOGY
Vol. 67, No. 7, July 2015, pp 1688-16%9



. Bazi hastalara
baslangi¢ta GK ile
birlikte diger IS
tedaviler verilebilir

6. Remisyon saglandiktan

sonra hastalara idame
tedavisi verilebilir

7. Relapsta tekrar GK
tedavisi verilebilir, o
zaman ek IS tedavi
gereklidir

3. Some but not all patients require the combination 46
of glucocorticoids and a steroid-sparing
immunosuppressive agent from the start of
treatment, This i because ghucocorticoid
monotherapy will ltimately fail to control the
disease and long-term gl ucocorticoid toxicities
Ose 4 hlgh risk to patiens.
6. Following a successful course of induction therapy, %4
certain patients benefit from maintenance therapy.
7. Re-treatment with ghucocorticoids is indicated in 8l
patents who relapse offoftreatment folloving
successful remission induction. Following relapse,
the tntroduction of a steroid-sparing agent for
continuation in the remission maintenance period
should be considered.



Asemptomatik Olup Tedavi Edilmesi
i Gereken Hastalar

= Lakrimal bez biyimesi
= Proptozis olan orbital psodotimor

= Submandibular veya parotis bezi blyimesi
veya agrisi

= Renal tutulum, bobrek yetmezligi,
tibdlointerstisyel nefrit

= Tip I otoimmin pankreatit veya
retroperitoneal fibrozis

= Hafif LAP veya asemptomatik akciger nodiilleri
izlenebilir



Acil Tedavi Gereken Durumlar

Aortit

Retroperitoneal
fibrozis

Biliyer tutulum

Tibilointerstisyel
nefrit

Pakimenenjit
Pankreatit

Perikardit
Psodotiimor orbita

Inflamatuar aortik anevrizma ve
disseksiyon riski

Progresif hastalik irreversibl sinir
hasari/agri ve/veya lreter obstriiksiyonu
/renal yetmezlik

Superimpoze enfeksiyoz kolanjit,
irreversibl fibrozis ve siroz

Irreversibl kronik bobrek hastaligi

Nérolojik defisit ve/veya nobet

Irreversibl ekzokrin ve endokrin pankreas
yetmezligi

Tamponad veya konstriktif perikardit
Gormede azalma/kayip



i Acil Tedavi

= Acil tedavi 0.5-0.6/kg/giin orta/yiiksek doz
glukokortikoidler

= Spesifik organlardaki diger mekanik girigimler
(Ornegin iireter veya biliyer kanal stentleri)

= Pulse steroid

s Rituksimab (RTX) 6zellikle glukokortikoidler igin
kontrendikasyonu olan hastalarda uygun

Kubo K., et al. Int J Rheum Dis 2016;19:747-62
Haldar MA, et al. CMAJ 2016;188(13):953-62



Kilavuz Disi Tedavi Onerileri

aslangi¢c tedavisi: KS: 40 mg/giin veya 0.6 mg/kg/giin
Yanit: 2-4 hafta

Takip: Klinik iyilesme gorildikten sonra KS dozu azaltilir,
yaklasik 3-6 aylik sireigcinde azaltilarak kesilmeye ¢alisilir

Idame: KS kesilemeyen hastalarda 2.5- 5 mg/giin dozunda 3 yil
sure ile idame tedavisi verilebilir

Relaps: Azatiopiirin 2 mg/kg/g veya mikofenolat mofetil 2.5 gr/g

Ikincil tedavi: KS kontrendike ve direncli hastalarda rituksimab
verilebilir (2 haftada bir 1 gr)

Sitgrsimab tedavide faydali ancak sire ve sikligi tam olarak net
egi

Bortezomib: Proteozom inhibitéri, multipl myelom tedavisinde
kullanilan ajan. Kisa ve uzun émdrlu plazma hucrelerini azaltir
Japonlar---7%80--- Tek KS verilsin

Amerika, Avrupa, Kore, Cin---%76---Erken dénemde ek IS
verilsin

Wallece Zs, et al. Ann Rheum Dis 2015;74:190-203




Relapse
Reinduction:
prednisolonet
AMD
maintenanca
treatmentt

Probable or definite
diagnosis of IgG4-RD*

!

Induction treatment
Prednisolone 40 mg/dt

l

Treatment response
(clinical, radiologic and
biochemical markers)

!

Tapering treatment
Duration 3-6 mo

!

Maintenance treatment
Low-dose prednisolone
(2.5-5 mgy/d)
or
azathioprine
(2-2.5 mg/kg/d)
or
other agentt

Assessment at 2-4 wk:

» Taper treatment if
responsa is good; otherwise,
consider alternative diagnosis
or burnt-out disease

Consider maintenance if the
following are present:

» Multiorgan disease

» Substantially elevated serum IgG4
* History of relapse

» System-specific markerss



i Malignite Riski

= Yeni malignite?---Artmis risk? Tartismali
= Akciger, kolon, mide, pankreas, prostat, NHL
= Malignitesi olanlarda IgG, Ig64 ve sIL2R T
= Hastalikla ile iliskisiz organlarda
= Kanser dokusunda IgG4 birikimi gordlebilir

= Kanser tedavisi sonrasi relaps olmamis, IgG4-iH,
bazi hastalarda paraneoplastik sendrom gibi mi
davraniyor?

= Ilk1yiliginde malignite goriiliyor
s Gegirilmis malignite ile iligkili olabilir

Shikawa M et al. Am J Gastroenterol 2013;108-610-5
Della-Torre E, et al. Clin Exp Immunol 2015;181:191-8




Prognoz

Dogal seyir iyi bilinmiyor

Kigik bir grup tedavisiz iyilesirken, biiyik bir grupta
relapslar (+)

¢Cogu hastada > kronik ve farkli oranlarda ilerleyici seyir

Mortalite ve morbidite nedeni : Siroz, portal HT,
retroperitoneal fibrozis, biliyer obstriiksiyon, aort
anevrizmasi ve disseksiyonu

Rituksimab ile bile tedavi edilen olgularin 1/3'linde relaps
Bazal IgG4, IgE ve eozinofil diizeyleri=> relaps prediktorleri
Uzun dénem prognoz hakkinda bilgiler yetersiz

Khorosroshahi A, et al. Medicine (Baltimore 2012;91:57-66
Wallece ZS, et al. Rheumatology (Oxford) 2016;55:1000-12



+

Literatiirde Son II Yilda Neler Var?

IgG4-iliskili periaortit/periarteritin klinik,
radyolojik bulgular: ve tedavi yaklagimlari

IgG4-iligkili periaortit/periarteritte, FDG-PET
BT'nin ayirici tani ve takipteki roli

Retroperitoneal fibrozis ve malignite ayiriminda
FDG-PET/BTin kullanimi

IgG64 IH'da annexin All ve galectin-3 'in roli
IgG4 IH'In etyopatogenezinde IL-32'in rolii




Ig64-IH'da Kardiyovaskiiler Tutulum

Retroperitoneal Fibrosis

4 N

Idiopathic l Secondary

Inflammatory Aortic Aneurysm Inflammatory Small Vessel | | Chronic Pericarditis/Pleuritis
/Inflammatory Aortitis Periarteritis /Mediastinal Fibrosis
4 N ¥
Abdominal Thoracic RescHeneenronary
Artery

3J34 3 3 3

Chronic Periaortitis

Chronic Periarteritis Chronic Serositis

'd

| IgG4-related Vasculitis/Serositis |

| Non-lgG4-related |




IgG4-iliskili Periaortit/Periarterit

= Tidm inflamatuar aortitlerin %10-50'si IgG4 ile iligkili

= Abdominal aorta ve iliak arter ¢evresinde retroperitoneal
kitle olarak cikar

= En sik semptom sirt ve karin agrisi

= ESRve CRP T, ANA %50 olguda (+)

= Diger periaortitlerden farkli olarak; ileri yas, erkek cinsiyet,
biyiik-orta ¢capl arter, ekstravaskiiler tutulumlar T

- Adventisya ve perivaskiiler doku tutulumu fazla, adventisyal
kalinlasma

= Steroid ve immiinsiipresif tedavi (Azatiopiirin, mikofenolat
mofetil, siklofosfamid, rituksimab vs) klinik ve radyolojik
gerileme gozlenebilir

Yin MD, et al. Chin Med J 2010;123:1255-8
Kermani TA, et al. Mayo Clin Proc 2011;86:297-203



IgG4-iliskili Aorta Anevrizmalari

Kronik periaortitin anevrizma formu

Abdominal, torasik, koroner arter ve diger
arterlerde anevrizma formasyonu gordlir

IgG4 iligkili inflamatuar abdominal aort
anevrizmasi (LIAAA), total IAAA'larin %50'si,
cerrahi tedavi gerektiren 7%5' ini igerir

Aort anevrizmalarinda ¢ap > 5.5 cm veya
genigleme hizi 0.5 cm/yil > riiptiir riski T

Dizenli steroid tedavisine ragmen , IgG4 iliskili
anevrizmalarda tedavi esnhasinda ve sonrasinda
riptir gordlebilir

Yusuf K., et al. Surgery 2007,141:83-9
Corradi D, et al. Kidney Int 2007;72:742-53
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Materyal-metod: 179 Ig64-IH olan olgular (131
erkek, ort hastalik baglama yasi 67) ¢alismaya
alinmistir

Periaortit/periarteritin degerlendirilmesi—>
Kontrastl BT ile damar duvar kalinligr ve duvar
genislemesi seklinde tanimlanmistir

Bulgular: Periaortit/periarteritli 65 hastada
(7%636.3) (+) 5 tip dagilimi olan periaortit en sik

Tip 2 (7%44.6)> Abd aortanin infra-renal bélimi+
iliak arter tutulumu

Ileri yas, serum IgG, IgG4, dolasan IK, solubl IL-
2 res T > Periaortit/periarterit igin risk
faktorleri

Tum hastalarda steroid tedavisi sonrasi duvar
kalinhginda azalma goriiliirken, %20.9 hastada
damar limeninde genisleme gorilmistir



Type 1 Type 2 Type 3 Type 4

ﬁﬂ& ;QJ"“CQ;E ﬁlj/\::/"& &mﬁi

=3 5 5 &

AN }\g }\g ;\g
16(24.6%) 29 (44.6%) 8(12.3%) 6(9.2%)

Fig. 1 Classification of IgG4-related periaortitis/periarteritis distribution into five types Type 1 localized at the infratenal artery portion of the
abdominal aorta (16 cases;, 24.6%); Type 2 added continuation to medium-sized arteries, mainly the iliac arteries (29 cases; 44.5%); Type 3 added
separate localization to the ascending aoma (eight cases; 12.3%); Type 4 affected medium-sized arteries only (5ix cases; 9.2%); and Type 5 was

other involwement
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i = Materyal-metod: 37 Ig64-IH olan olgu (Ort. yas
68, 24 erkek) FDG-PET BT ve kontrasth BT ile
damar duvar inflamasyonu ve yayilimi agisindan
degerlendirilmistir

= Bulgular: Ig64-aortitli 15 hastada (7%41) (+)

780 hastada multipl bolge tutulumu, en sik iliak
arter tutulumu (7%35)

s IgG4-aortitli olgularda damar duvarinda
kalinlagma,SUVmax(standardize uptake volim) T

= Ileri yas ve erkek cinsiyet = Periaortit
gelisiminde risk faktorleri



First branches of
thoracic aorta

2N\ _wmen

Thoracic aorta
3/37 (8%)

Supra-renal abdominal aorta

First branches of | 2/36 (6%)

abdominal aorta a R

2/37 (5%) Infra-renal abdominal aorta
- [N 12/36 (33%)

A lliac arteries

/\ 13/37 (35%)







SUVmax

p<0.0001
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Negative (n=185) Positive (n=35)
IgG4-Aortitis region
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Assessed for Eligibility (lgG4-RD patients, n=333)

-‘ Excluded Due to Absence of Periaortic/Periarterial Radiological Findings (n=293)

L

| Enrolled as IgG4-related Aortitis/Periaortitis and Periarteritis for the Analysis of Clinical Characteristics (n=40)

—= Observation without Tx and No Follow-up Data Available (n=2)

—= CS Tx and Inadequate Follow-up Data Available (n=5)

L

Clinical Course was Analyzed (n=33)

l !

With Luminal Dilatation Without Luminal Dilatation
bafore Tx (n=5) before Tx (n=28)

- i T

Endovascular Aortic CS Tx CS Tx Observation without Tx Anti-The Tx

Repair before CS Tx (n=1) (n=4) (n=26) Follow-up Data Available (n=1) (n=1)
Exacerbation of Luminal Mo New Appearance of Luminal

Dilatation after CS Tx (n=2) Dilatation after CS Tx

Figure 1 Flowchart of participants through the study. (5, corticosteroid; lgG4-RD, lgGd-related disease; The, tuberculosis; Tx, treatment.
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Cyclophosphamide is a highly
effective and safe induction therapy
In chronic periaortitis: a long-

term follow-up of 35 patients With‘
chronic periaortitis

404

Ann Rheum Dis 2012;71(2)311-12
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The value of ™F-FDG PET/CT in the distinction between
retroperitoneal fibrosis and its malignant mimics
Yiwen Wang, MD™', Zhiwei Guan, MD™', Dai Gao, MD?, Gui Luo, MD?, Kunpeng Li, MD?,

Yurong Zhao, MD?, Xiuru Wang, MD?, Jie Zhang, MD®, Jingyu Jin, MD®, Zheng Zhao, MD?,
Chunhua Yang, MD", Jianglin Zhang, MD", Jian Zhu, MD**, Feng Huang, MD**

* Department of Fhewnatolagy, Thinese PLA General Haspital, Beijing, Ching
B Department of Nuclear Medicing Chinese FLA Ceneml Hospital, Bajing Thina




+

= Materyal-metod: Retroperitoneal fibrozis (RPF) ile
RP malignite ayiriminda FDG PET/BT kullanilarak
lenf nodlarinin morfolojik bulgular: ve FDG uptake
ozellikleri degerlendirilmistir

= Bulgular: 71 RPF hastasi , kontrol grubu olarak 15
lenfoma, 6 RP metastatik lenfoma hastasi
alinmistir

= RPF'da diger malignitelere oranla FDG uptake,
SUVmax'da {
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Annexin A11 is targeted by lgG4 and IgG1
autoantibodies in lgG4-related disease
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Amag: IgG4 iliskili kolanjit ve otoimmiin
pankreatitli olgularda IgG4 (+) B hiicrelerinde
klonal yayilimdan sorumlu olan otoantijenleri
tanimlamak

Bulgular: Annexin All; kalsiyum bagimli fosfolipid
baglayici protein

Epitop analizlerinde IgG4 iliskili kolanjit ve
pankreatitli olgularin serumlarinda bulunan IgG4
ve Ig61 antikorlari hedef alan yeni bir otoantijen

Annexin All; primer sklerozan kolanjit ve
pankreobiliyer Ca'larda (-)
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High Expression of Galectin-3 in Patients with IgG4-Related
Disease: A Proteomic Approach
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Amag: IgG4 iligkili pankreatitli olgularda liquid
krotomografi kitle spektrometri (LC-MS)
kullanarak protein ekspresyon profilini arastirmak

Bulgular: IgG4 iliskili pankreatitli olgularda
kontrol grubuna kiyasla 17 adet protein diizeyinde
yiikseklik saptanmig, galectin-3 seviyesi 13 kat T

Galectin-3 seviyesi, ayrica Ig64 IH'larin tikrik
bezi, akc ve lenf nodlarinda kontrollere gére
ylksek bulunmustur

Galectin-3 seviyesi, indirekt olarak klinik
aktivasyonla korele (+)
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Role of interleukin-32 in the mechanism of chronic inflammation in

lgG4-related disease and as a predictive biomarker for drug-free
remission

Yui Shimizu', Motohisa Yamamoto', Hidetaka Yajima', Chisako Suzuki', Yasuyoshi Naishiro', Hiroki Takahashi’,
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Bazi ¢alismalarda, IgG4 hastaligr TBc ile iligkili bulunmus

IL-32 - Kronik inflamasyon olan M. Tbc'a karsi protektif
immin yanitin biyomarker!

IL-32 proteaz-3 'e baglanir>PAR2 (proteaz-aktivator
reseptar 2) yoluyla TNF-a dretimini T

Amag: IgG4 iH'in Tbc ile iligkisini ve kronik
inflamasyonda IL-32'in roliini arastirmak
Materyal-metod: 126 IgG4 iliskili siyaloadenit olgusunda
Quantiferon testi (QFT) (+)ligi arastiriimis

IgG4-IH'in tedavi grubu, ilagsiz grup ve Sjogren
sendromlu (SS) hastalarda submandibuler dokudaki anti-
IL 32 anti-PAR2 antikorlar:i ve pozitif hiicre sayilari
tetkik edilmistir



+

= Bulgular: Ig64-IH'da QFT testi (+) > %19.8 (genel
popilasyondan yiiksek)

= Submandibuler dokudaki anti-IL 32 anti-PARZ2
antikorlari ve pozitif hicre sayilari; Ig64 tedavi
grubundaki hastalarda, ilagsiz grup ve SS'lu
hastalara oranla yiiksek oranda saptanmistir

= Sonug: IL-32'nin, IgG4-IH'daki kronik
inflamasyonda rold oldugunu, ilagsiz remisyonda
olan Ig-G4-IH'li olgularda prediktif faktor
olabilecegi disundlmistir
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