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Behcet hastaligi, prevalans 1/100.000

France Germany
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Italy
* Northern Italy 3.8
» Southern ltaly 15.9

Israel

* Overall 15.2

* Druze descent 146.4
Egypt = Arabic descent 26.2
7.6 * Jewish descent 8.6



Klinik bulgular ayni anda veya sirec icerisinde gorulebilir
Cinsiyet predominansi yok

ANCAK erkeklerde daha ciddi seyir
Genelde 3.-4.dekatta baslangic

Pediatrik& Juvenil baslangic olabilir






Follow-up, yil, medyan (IQR)
Oral iilser,
Genital lilser,
Eritema nodozum,

Papulopustuler lezyonlar

Vaskiiler,
Norolojik,

Arteriyel,
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BEHCET Hastalik fenotipleri

Organ tutulumu olmadan mukokutanoz

tutulum

GOz tutulumu

Seronegatif spondilartopati benzeri

hastalik (artrit, entezoopati ve folikilit)

Crohn-benzeri tutulum
Vaskuler tutulum



71 Yasam kalitesini
etkiler; kalici hasar
olusturmaz

Cilt, mukoza ve

eklem tutulumu

71 Tedavi edilmezse ciddi
hasar ve olimle
sonuclanabilir

GOz, vaskuler,
norolojik ve
gastrointestinal
tutulum






GOz tutulumu

Goz tutulumu baslangici ve en fazla hasar; siklikla
hastaligin ilk yillarinda

Karakteristik oktiler bulgu, tekrarlayici
uveit

On segment, posterior segment veya ikisi birden
tutulabilir, oklGzif retinal vaskulit olabilir




Anterior uveitis Anterior segment:
* |ris and/or ciliary body

Intermediate uveitis * Vitreous humour
* Posterior ciliary body (pars plana)
 Peripheral retina

Posterior uveitis Choroid and/or retina
Panuveitis * Retina
* Vitreous

* Anterior segment

Anterior Intermediate Posterior Panuveitis

~ Ciliary body

Vitreous
humour

civary body

\\, (pars plana)

Anterior (Anterior chambaer) Intermediate (Vitreous humour) Postarior (Retina/Choroid)



71 Behcet konusunda deneyimli oftalmologlar,
diger klinik bulgulari bilmeden de

DIAGNOSTIK kabul edilen okiler bulgulari
taniyabilir

* Hipopyon
* Retinal hemorajilerin  esglik  edebildigi

superfiyal retinal infiltrat
* Vitroz haze ile birlikte retinal ven oklizyonu

* FFA'da Egreltiotu gérinimu




BD, Degisken damar tutulumu

Veno6z tutulum (%3-41)

=  Superfisyal tromboflebit (%25)

=  Varis

=  \enodz tromboz

DVT (Ust, alt)

VCSS, VCIS

Budd-Chiari S.

Kraniyal sintiz trombozu

Intrakardiyak trombds

Arteriyel tutulum (%1-4)

Anevrizma
= Abdominal aorta
= Femoral arter
= Popliteal arter
= Cikan aorta
= Pulmoner arter
= Diger
Tromboz
= Subklaviyan, radial, ulnar
= |liac, femoral, tibial
= Pulmoner



Vaskiuler kiime

Anlamli oranda birliktelik
serebral vaskiler tromboz
pulmoner arter tutulumu
intrakardiyak trombdus
pulmoner arter tutulumu
Budd—Chiari sendromu
Inferior vena kava sendromu

Alt ekstremite trombozu ile iliski; dncesinde gorulebilir



2 %75 vaskuler olay hastaligin ilk
5 yilinda gorular

7 istisna non-pulmoner arter
tutulumlari
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Gastrointestinal tutulum

Karin agrisi, diare veya konstipasyon veya ulser alaninda
perforasyna bagli akut batin tablosu

2 Tum GIS boyunca ulser gorulebilir

2 Klasik formu ileocekal bolge

R/O: NSAl ilaca bagl ulser, inflamatuvar barsak hastaliklari,
tuberkiloz

IBD’den ayrim bazen yapilamayabilir



Gastrointestinal | Crohn hastaligi, %
Behcet, %
Oral llser [ 92-100 {10-21 |
Genital lilser l 42-85 l 0.9 l
Papulopustuler lezyonlar l 43-70 l 17- 24 l
Nodduler lezyonlar l 48 l 2 l
Paterji testi l 49 l 11 l
Artrit/artralji | 30-32 | 19 |
Venoz tromboz l 18 l 0 l
Goz tutulumu [20-28 [0-8 |
Norolojik tutulum l 5 l 0 l

Hatemi |, Hatemi G, Celik AF. Rheum Dis Clin of North America 2018



Norolojik belirti ve bulgular

= Ensik basagrisi, kraniyal sinir bulgulari, ataksi ve duyusal
defisitler

= Stroke-benzeri sendrom ve nobet

= Beyin sapi tutulumu

Izole beyin sapi atrofisi ve beyin sapindan bazal
gangliyonlara uzanim gosteren lezyonlar BH dusiindiirmekte



Norolojik tutulum

=  Merkezi sinir sistemi tutulumu : %5-13

=  Primer parankimal lezyonllar (%80)




Venoz sinus trombozuna bagli (%20)

Basagrisi ve ko-insidental non-spesifik beyaz cevher lezyonlari CNS tutulumu degil>
Norolog-radyolog gorisu



No6ro-BD &Multipl sklerozis

MR bulgulari yardimci
?2 CNS tutulumu, BD: genis ekstensif lezyonlar
72 MS: beyin sapinda daha keskin sinirli ve kiiclk lezyonlar

Beyaz cevher lezyonlari farkl

2 MS: Supratentoriyal ve periventrikileri korpus kallozumu
tutan lezyonlar

? BD: kugiik, bihemisferik ve subkortikal

2 Optik norit, duyusal semptomlar ve spinal tutulum MS’da
daha sik (BD da olabilir)

Noroloji&Radyoloji&Romatoloji Is birligi



Diagnostik/ Klasifikasyon Kriterleri

Toplam 17 kriter seti mevcut

7 Buna ragmen bazi olgular bu kriter setlerini
karsilayamayabilir

Bazi hastalarda stireg icerisinde gorilen bulgularla
tani kriterleri karsilanabilir (aylar-yillar)

Ilk semptomlarin baslamasi ve taniya kadar gecen
sire 4.67 £ 5.9 vyl



Curth (1946), Hewitt (1969), Mason (1971), Japan (1972), Hubault (1974), O'Duffy
(1974), Cheng (1980), Dilsen (1986), Japan revised criteria (1988), International

Study Group on Behcet's disease (ISG criteria, 1990), iran traditional

criteria (1993), Iran Classification Tree (1993), Dilsen revised criteria (2000), Korea
Criteria (2003), International Criteria for Behcet's Disease (ICBD, 2006) and the revised
ICBD (2010)

ISG criteria has very good specificity, but lacks good
sensitivity and accuracy.

In contrast, ICBD has much better sensitivity, a little less
specificity and better accuracy.

Davatchi F et al. Int ] Rheum Dis. 2015;18(6):594-605




International Study Group Diagnostic Criteria

Recurrent oral Observed by the physician or patient recurring at least 3
ulceration times in one 12-month period

Recurrent genital

ulceration

Eye lesions Anterior uveitis, posterior uveitis, cell in the vitreous by
slit-lamp examination or retinal vasculitis observed by
an ophthalmologist

Skin lesions Ertyhema nodosum, pseudofolliculitis, papullopustuler
lesions or akneiform nodules in postadolesent patients
not on corticosteroids

Pathergy test Read by a physician at 24-48 hours

Recurrent oral ulceration + 2 other sets of organ involvement-> Complete BD
Recurrent oral ulceration+ 1 other sets of organ involvement ->Incomplete BD

International study group for Behget's disease Lancet 1990;335:1078-80



International Criteria for Behcet's Disease

Symptoms Points
Oral aphthosis 2
Genital aphthosis 2
Ocular lesion 2
Skin lesion 1
Neurological manifestation 1
Vascular manifestation 1
Positive pathergy test 1b

(a) Point score system: scoring 24 indicates Behcet's diagnosis
(b) Pathergy test is optional and the primary scoring system does not

include pathergy testing. However, where pathergy testing is conducted,
one extra point may be assigned for a positive result



Kalici organ
hasarinin ve
relapslarin
onlenmesi

Yasam
kalitesinde
iyilesme

Semptomatik tedavi

Behc¢et Hastaligi Yonetimi




.
Multidisipliner yaklasim

Dermatoloji

GOgus
hastaliklari/ Oftalmoloji
Infeksiyon

Dis Romatoloji/ Damar
hekimligi Vaskdlit Klinigi Cerrahisi

Radyoloji/
Girisimsel
Radyoloji

Sosyal
destek

Hemsirelik

+Gereklilik halinde diger departmanlar



Akilda tutulmasi gerekenler

Tedavi hastaya gore bireysellestirilmeli
Tutulan doku/organ sistemleri ve siddeti

Hastalik stresi

Hastanin
2 Yas Relapsing remitting
72 Cinsiyet

72 Tedavi konusundaki gorusleri Self limited course



Kirmizi bayrak!

Erkek cinsiyet
Geng yasta hastalik gelisimi

Ilk tani sirasinda fazla sayida organ tutulumu



The Long-Term Mortality and Morbidity of Behcet Syndrome

A 2-Decade Outcome Survey of 387 Patients Followed at a Dedicated Center

“Disease burden” is usually confined to the early years
of its course

In many patients the syndrome “burns out” by the time

CNS involvement and major vessel disease can be seen at
late phase (5—-10 yr) during the disease course.

Pulmonary artery involvement and Budd-Chiari Syndrome
are main cause of death

Kural-Seyahi, E et al. Medicine 2003;82 (1):66-76



S B BEHGET'S DISEASE CURRENT
Ryt 1l ACTIVITY FORM 2006

(Piease UuckK one pox per iine)

not at all |forup to 4

Headache

Mouth Ulceration

Genital Ulceration

Erythema

Skin Pustules

Joints - Arthralgia

Joints - Arthritis
Nausea/vomiting/abdominal pain
Diarrhoea+altered/frank blood per rectum

EYE INVOLVEMENT
(Ask questions below)
(please circle)
Right Eye Left Eye

"Over the last 4 weeks have you
had?" ared eye No Yes No Yes

a painful eye No Yes No Yes

blurred or reduced vision No Yes No Yes
If any of the above is present: "Is this new"? No | Yes

(circle the correct answer)



@ Hacettepe Universitesi Vaski' X +

C A Giivenli Degil | vaskulit.nacettepe.edu.tr/saglikprofesyonelleriicin.shtml
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HACETTEPE UNIVERSITESI

Vaskdulit Tanive Tedavi Uygulama

Ana Sayfa

Hakkimizda

Yonetim

Yonetmelik

Amaglar

Ydratulen Galismalar

Saglik Profesyonelleri igin

Hastalar igin
Baglantilar
Etkinlikler

iletisim

Saglik Profesyonelleri i

1. Birmingham Vaskdlit Aktivite Skorl
2. Bes Faktor Skoru (Five Factor Sci
3. Hastalik Yayginlik Indeksi (Diseas
4. Vaskillit Hasar Indeksi (Vasculitis

5. Takayasu Arteriti: Kerr Kriterleri ve
6. Takayasu Arteritinin Radyolojik Ol
7. Dev Hiuicreli Arterit'te Klinik Degerl
8. 1gG4 lligkili Hastalik Yanit Indeksi

9. Behget Sendromu Igin Sik Kullani

10. Pediatrik Vaskuilit Aktivite Skoru |

Saglik Profesyonelleri i

Olgu 1: Granillomatdz Polianjiitis (Gl

Olgu 1: GPA skorlamasi

Hacettepe Universitesi Vas

Tablo 12. Behcet Hastalig) Guncel aktivite formu-2006'

Tarin Isim Cinslyet: E | K
Merkez Telefon Dogum tarinl

Ulke Adres

Kiinisyen

HASTANIN HASTALIK AKTIVITESINI DEGERLENDIRMES!
Soru: Son 4 haftadir hangi yiiz ifadesiyle hastaliginz tanimlayabilirsiniz (Bir yizii seciniz)

SIOISIOIDIDI Y

BAS AGRIS!I, ORAL ULSERLER, GENITAL ULSERLER, DERI LEZYONLAR, EKLEM TUTULUMU VE GASTROINTESTINAL BELIRTILER
Soru: Son 4 haftadir asagidaki belirtilerden birine sahipseniz iliskili kutuyu doldurun.
Bellrt Yok

Bagajrs:

Oral ulserasyon

Genital Ulserasyon

Eritem

Deri pustiilleri

Eklemlerde-artralji
Eklemlerde-artrit
Bulantykusma/kann agns
Diyare/rektumdan belirgin kanama

Son 4 hafta Iinde var

GOZ TUTULUMU (Asagidaki sorulan sorunuz.)
Son 4 haftadir asagidaki bellrtiler oldu mu?

Kirmaz gaz Evet Hayir Evet Hayir

| Agnh gz Evet Hayir Evet Hayir

Gormede bulamkiik ve azalma Evet Hayir Evet Hayir
Yukardaki belirtilerden biri yeni mi? Evet Hayr

SiNiR SiSTEMi TUTULUMU (intrakraniyal damar hastaligini iceren) (Daha énce hasta tarafindan bildiriimemis veya not edilmemis
sinir sistemi ve major intrakraniyal damarlarla iskili yeni bir belirti seklinde asagidaki sorulan sorunuz.)

Son 4 hafta Icinde asagidaki bellrtiierden birin gecirdiniz mi?

Bayilma ve goz k
Konusma gicligu
Isitme giiciigi
Bulanik veya cift gorme
Yizde his kaybi ve gucsizlisk
Kolda his kaybi ve glicsizluk
Bacakta his kaybs ve glicsiziuk
Hafza kaybi
Denge kaybi
Yeni bir aktif sinir sistemi tutulumu kanrt: var mi? Evet Hayr

BUYUK DAMAR TUTULUMU (Intrakranlyal Vaskuler Hastalik Harlcl) (Asagidaki sorulan sorunuz.)
Son 4 hata Iginde asagidaki bellrtilerden birinl gecirdiniz mi?
Hayir Yenilselsaretieyin |

Gogus agnst

Nefessizlik

Kanl Sksirik

Yizde agry sislik/renk degisikligi

Kolda agiry/siglik/renk degisikiigi

Bacakta agn/sishk/renk degisikligi
Yeni bir aktif buyiik damar iltihabi kaniti var mi? Evet Hayr

KLINISYENIN HASTALIK AKTIVITESI HAKKINDA GOZLEMI
Son 4 haftadir hastanzin hastaligini tanimlayabileceginiz bir ylzu seginiz.

SIOIOISIDI] Y

BEHCET HASTALIGI AKTIVITE INDEKSI
Koyu renkii alanlardaki tim skorlar toplayiniz. ilk bastaki bir evet skoru 1yaparken, diger belirtilerdeki en son evet skoru 1 olarak hesaplanir ve toplam hastalik
aktivite indeks skoru 12 (zerinden degerlendirilir.
Hastanin Indeks skoru 012 3 4
8

6 7
Donsgtirilmizs indeks skoru 0 357 1

5 8 9 101112
9 10 1

112 1315 1720



e Hasta kaynakh dlc¢ek

[
Tablo 13. BEHCET SENDROMU AKTIVITE SKALASI

isim-Soy Isim: e e Cinstyet | K | E

1) Gectigimiz 4 hafta boyunca agzinzdakl aftiar (yaralar) size ne kadar rahatsz ettl? Lutfen asagida gosteriniz.

YARA OO O OO O O O OO O OO O OO0 O O O O VYARALARBUYUK
YOKTU 0 05 1 15 2 25 3 35 4 45 5 55 6 65 7 75 8 85 9 95 10 SORUNOLDU

2) Gectigimiz 4 hafta boyunca agzinizda kac tane antyanl yara (yenl veya eskl) vardi?
0 L]
1-3 ]

3'ten fazla ]

3) Gectigimiz 4 hafta boyunca genital (etek)boigenizdekl yaralar size ne kadar rahatsiz ettl? Lotfen asagida gosteriniz.

YARA O OO OO OO O OO O OO O OO0OO O O O O VYARALARBUYUK
YOKTU 0 05 1 15 2 25 3 35 4 45 5 55 6 65 7 75 8 85 9 95 10 SORUNOLDU

4) Gectlélmlz - ‘nam boyunca genital (_etek)boige&de Kag tane yali (yenlveya ésld) var;a?‘
0 []
1-3 ]

3'ten fazla ]

5) Gectigimiz 4 hafta boyunca siviice (akne) ya da siviice benzeri clit lezyonlan (yaralan) size ne kadar rahatsiz ettl? LOotren asagida
gosteriniz.

ciLr OO0 0 OO0 OO0 O OO0 O 00 O OO0OOO O O O YARALARBUYUK




Tablo 14. Behcet Sendromu Calismalan icin Cekirdek Set OMERACT
Mukok(Otandz | Exlem G Vask(ier Sinir sistemi Gastroentorolojl
Tum ¢ahgmalar E Genel hastalik I Genel hastalik E Genel hastalik B Genel hastalk B Genel hastahk E Genel hastalik
Kinzorunlu aktivitesi aktivitesi aktivitesi aktivitesi aktivitesi aktwitesi
» Yeni organ » Yeni organ « Yeni organ » Yeni organ » Yeni organ
tutulumu tutulumu tutulumu tutulumu tutulumu
» Yasam kalitesi | - Yasam kalitesi | - Yasam kalitesi | - Yasam kalitesi | - Yasam kalitesi
» Adversolaylar | - Adversolaylar | - Adversolaylar | - Adversolaylar | - Advers olaylar
- Olum « Olim « Olim « Oliim « Oliim
Zoruniu
parametreler ]
llgili sistemin » Lezyonlann » Hassaseklem |+ GGrme *» Damar « SSS lezyonu » Klinik GIS aktivitesi
calismalan icin sayisi sayisi keskinligi lezyonlan « Kognitif « Endoskopik GIS
zorunlu * Lezyonlara = Sis eklem sayis1 | - Okiler siddet | - Yizeyel fonksiyon aktwitesi
bagh agn - Atak sikhip tromboflebit | - Nérolojik
« Vaskiiler kacak | - Posttrombotik fonksiyon
sendrom
» Mukokutanoz » Okiler hasar » Rekanalizasyon
fonksiyon « Kistoid makuler
= " ihe bagh . I;zr:;nlann odem
parametreler
« Genel « Genel « Genel - Genel - Genel = Genel fonksiyon
fonksiyon fonksiyon fonksiyon fonksiyon fonksiyon « Genel hasar
« Genel hasar « Genel hasar » Genel hasar » Genel hasar » Genel hasar « Inflamatuar
- Eklem agns - Vaskiiler yasam gostergeler
- Entezit kalitesi
Aday parametreler « Inflamatuar
gostergeler
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Mutluluk arttirici, huzur verici ve asik edici

4 Tablet
Her tablet 500 mg
Ask icerir.



Table 2 Distribution of the prescribed agents ever used in patients and for each clinical manifestation

| Drugs | % Involvement (%)

© Mucocutaneous ~ Ocular ~ Arthritis ~ “Venous  Arterial  Neurological  Gastron

Corticosteroids
Azathioprine
yclosporine
Interferon alpha

ulphasalazine

Methotrexate 21 - 50 - - - -
Mycophenolate mofetil 12 2pts 3 pts - 3 pts - - -
Infliximab 06 - 3 pts 1 pt - - 1 pt -
Thalidomide 04 Ipt - - - - -
Warfarin - - - 334 - 26.7 -
Aspirin - - - 403 6.7 533 -

Yilmaz S, Karadag O, Cinar M et al Rheumatol Int (2013) 33:3025-3030



TasLe 1 Table summarizing drugs (dose, indication, side effects. ..) that are useful in managing Behcet's syndrome

Possble side effects and precautions

Fatigue, weight gain, abdominal pain, hypertrichosis, other
possible steroid side effects (cataract, osteoporosis etc.)

Diarrhea, nausea / vomiting, headache, hemolysis, methemo-

Increase in erythema nodosum [6], skin rash, dizziness, sed-
ation, fatigue, thrombo-embolism, peripheral neuropathy,

Nausea / vomiting, skin rash, cytopenia, drug interaction with
Occuring NBS [22, 23], hypertension, kidney failure, cosmetic
Headache, nausea, vomiting, abdominal pain, rash, itching,

Blevated transaminases, cytopenia, thyroid dysfunction, flu-

Injection side effects (for s.c.), infections, Viral hepatitis and

Injection side effects (for s.c.), infections, Precautions for

Drugs Clinical Route of Recommended dose Indications
trial ref. administration range
Corticosteroids [3) Topical T..D Oral ulcers —
{0.1% tdamcinolone
acetonide)
[4] Systemic Depot 40 mg methylpred- Erythema nodosum
nisolone acetate
1] Systemic Low to high dose Oral ukcers, genital ukcers, erythema nodo-
p.o.oriv.) AND /OR sum, arthritis, vascular, neurological,
Pulse corticosteroids gastrointestinal
Intravitreal (for uveitis) and intra-articular (for arthritis) corticosteroids may be used for selected cases depending on clinicians experience and indications.
Dapsone [5] p.o. 100 mgdaily Oral ulcers, genital ukcers
globinemia, cholestatic hepatitis
Thalidomide [6,7] p.o. 100-300 mg/day Oral ulcers, genital ukcers, arthritis,
gastrointestinal
H teratogenicity (phocomelia)
Apremilast [8,9] p.o. 30 mgB.I.D Oral ulcers Diarrhea, nausea / vomiting, headache
Pentoxifylline [10) 5% gel (topical) Q.L.D Oral ulcers® —
Benzathine Penicillin [11,12] iLm. 1.2 million units/3 weeks Oral ulcers®, genital ulcers®, arthritis® Allergy
Colchicine [13-15) p.o. 1-2 mg/day Oral ulcers (?), genital ukcers, erythema Diarrhea, hepatotoxicity, cytopenia, myopathy
nodosum, arthritis
AZA [16,17] p.o. 2 mg/kg/day Oral ulcers, genital ukcers, arthritis, uveitis,
gastrointestinal, uveitis allopurinol
Cyclosporine-A [18-21] p.o. 5 mg/kg/day Uveitis
side effects
Sulfasalazine [24] p.o. 2-4 g/day Gastrointestinal
azoospemia
IFN-a [25-30) s.C. 6 million units, 3/week Oral ukcers, genital ukcers, erythema nodo-
(3-9 million units) sum, Papuopustular, uveitis, NBS®, like symptoms,
vascular®, gastrointestinal®
Infliximab (TNF) [21,31-39] iw. 5 mg/kg Arthritis, uveitis, NBS, vascular,
0-2-6 weeks gastrointestinal TBC reactivation
Continue with every Precautions for cancer
6-8 weeks
Adalimumab (TNFi) [35, 38, s.C. 40 mg/ 2 weeks Uveitis, NBS®, vascular”, gastrointestinar®
40-42)
Etanercept (TNFi) [43] s.C. 50 mg/week Oral ulcers (?), genital ulcers, erythema
nodosum, papulopustular
Tocilizumab (IL-6}) [44-51) iv. 8 mgkg/4 weeks Uveitis, NBS®, amyloidosis® Infections, viral hepatitis and TBC reactivation
Blevated lipid parameters and transaminases
Secukinumab (IL-17i) [52) s.C. 150-300 mg/4 weeks Oral ulcers®, arthritis®
Ustekinumab (IL12/23)  [53-55) s.c. 45-90 mg Oral ulcers® inflammatory bowel disease (for secukinumab)
0-4-12 weeks
Continue with every
12 weeks
Anakinra (IL-1i) [56-59) s.C. 100 mg/daily Oral ulcers®, genital ulcers®, uveitis® Injection side effects (for s.c.), infections
Canakinumab (IL-1i) [59] s.C. 150 mg /6 weeks Oral uicers®, genital ulcers®, uveitis®

*These drugs need to be experienced more and have more clinical studies for recommendation in these indications. They may be considered for selected refractory cases de-
pending on clinicians' experiences. B.1.D: bis in die (two times each day); NBS: Neuro-Behcet's syndrome; Q.1.D: quater in die (four times each day); Ref.: References; T.I.D: ter

in die (three times each day); TBC: tuberculosis.

Karadag O, Bolek EC Rheumatology (Oxford) 2020;59

(Supplement 3):iii108-iii117.



Goz tutulumu

Okdler tutulum irreversibl gorme kaybina yol

acabilir, bu nedenle ilk tani Behget hastalari goz
tutulumu ac¢isindan kontrol edilmeli

Imminsupresif ilaglar orta-yliksek doz kortikosteroidle
birlikte baslanmali (posterior lGveit olanlarin hepsinde)

Ik asamada Azatiyopurin +- siklosporin-A



Management of Uveitis in Behcet’s Disease

Isolated Anterior Uveitis Posterior and Pa_n'uv‘eitlﬂ'?
J Acute sight-threatening uveitis at presentation
Male
3 Yes
No Yes
: : - Pulse Infliximab
To.pnc.al FontcosterOIds Azathioprine+Cyclosporine | [OT2 ‘ methylprednisolone OR
Midriatics corticosteroid
; 1000 mg/day for 3 Interferon
0.5-1mg/kg/day
days followed by alpha
Refractory and/or recurrent cases oral 1mg/kg/day
with slow tapering

Infliximab/Adalimumab
OR
Interferon alpha

Refractory and/or recurrent cases

’* Absolute indication for immunosuppressive treatment

Alternative biologics: Tocilizumab,
Golimumab, Anakinra,
Canakinumab

Should never be used alone

tIntravitreal corticosteroid
injections as an adjuvant therapy
in unilateral excacerbations

Karadag O, Bolek EC Rheumatology (Oxford) 2020;59
(Supplement 3):iii108-iii117.



Interferon-alfa ve Infliksimab

IFN (%) IFX (%)
Hizli etki baslangici 2-4 hafta 24 saat
Gorme keskinliginde iyilesme 133/291 (%46) 71/94 (%76)
(Heterojen degerlendirme) (g62) (hasta)
Tam remisyon 149/233 (%64) 123/216 (%57)
Parsiyel veya tam remisyon 280/310 (%90) 120/126 (%95)
Uzun siireli remisyon 90/127 (%71) 24/54 (%43)
Kortikosteroid kesilebilme 95/144 (%66) 28/84 (%33)
Advers olaylar nedeniyle kesilme 17/310 (%5.5) 18/332 (%5)

Ozgiiler et al. Systematic review for updating the EULAR Recommendations



IFN-a vs. Anti-TNFI

Hasta kaynakl
72 Latent tuberklloz reaktivasyonu

? IFN-a tolerabilitesi (flu-like sendrom, tiroidit,
depresyon)

Hekimin deneyimi

Geri 6deme uygulamalari



Intravitreal triamsinolon

Secilmis hastalarda sistemik tedaviye ek olarak
2 GoOrme keskinliginde diizelme (%54)
?2 Sik komplikasyonlar (%49)

Katarakt (%36)

Artmis intraokiler basing (%43)
Glokom (9%)



VENOUS INVOLVEMENT

CENTRAL VENOUS THROMBOSIS

Anticoagulants +/-

immunosuppressants and steroids
[Saadoun, 2009; Shi, 2018; Uluduz, 2018

INTRACARDIAC THROMBUS

Anticoagulants + immunosuppressants

fAZA, CYC) + steroids
Ben Ghorbel, 2016, Wang, 2016]

BUDD-CHIARI SYNDROME

Immunosuppressants + steroids
[Seyahi, 2007; Seyahi, 2015]

VENA CAVA THROMBOSIS

Anticoagulants +/-immunosuppressants

fCYC) and steroids
Hamzaoul, 2014]

DEEP OR SUPERFICIAL VENOUS
THROMBOSIS

Immunosuppressants (ADA, AZA, CYC)
+ steroids +/- anticoagulants

[Ahn, 2008, Alibaz-Oner, 2015, Desbois, 2012,
Emmi, 2018

/'

?(

ARTERIAL INVOLVEMENT

PULMONARY ARTERY INVOLVEMENT

Immunosuppressants (CYC, AZA) +/-
steroids

[Hamuryudan 1994, Hamuryudan, 2004; Seyahi,
2012; Uzun, 2008; Zhang, 2014)

In refractory cases, anti-TNF agents
(infliximab)
[Hamuryudan, 2015]

PSEUDOANEURYSM

Surgical procedure
Pre-surgery: Steroids +/-

{ immunosuppressants (AZA, CYC)
‘ Post-surgery: Steroids +
/ \ 40 immunosuppressants (CYC

[Kwon Koo, 2003; Balcioghy, 2015

Emmi G et al, Int Emerg Med 2019;14:645-652



VENOUS INVOLVEMENT 21 Akut DVT: Glukokortikoid ve
‘ immunsupresif (AZA, CYC,
Siklosporin A, IFN-a)

CENTRAL VENOUS THROMBOSIS

Anticoagulants +/-

immunosuppressants and steroids
[Saadoun, 2009; Shi, 2018; Uluduz, 2018]

INTRACARDIAC THROMBUS

Anticoagulants + immunosuppressants

FAZA, CYC) + steroids
Ben Ghorbel, 2016; Wang, 2016

71 Refrakter ven0z trombozda
Monoklonal TNFi ve IFN-o

BUDD-CHIARI SYNDROME

Immunosuppressants + steroids
[Seyahi, 2007; Seyahi, 2015]

VENA CAVA THROMBOSIS

Anticoagulants +/-immunosuppressants

§CYC) and steroids A
Hamzaoul, 2014]

DEEP OR SUPERFICIAL VENOUS
THROMBOSIS

Immunosuppressants (ADA, AZA, CYC)
7.5

+ steroids +/- anticoagulants
[Ahn, 2008, Alibaz-Oner, 2015; Desbois, 2012;
Emmi, 2018]

Emmi G et al, Int Emerg Med 2019;14:645-652



Relaps prediktorleri—=
Tek anlamli faktor: Kotu rekanalizasyon

Relaps orani Rekanalizasyon
orani

AZA (n=29) %45 %45
IFN-a(n=17) %12 %86

AZA altinda relaps yuksek

IFN-a ile daha az relaps ve daha iyi rekanalizasyon

Ozguler Y, et al Rheumatology (Oxford). 2019 Aug 29. pii: kez352.



To anticoagulate or not?

HAYIR EVET
Post-trombotik sendrom
Derin ven trombozu major bir sorundur

hiperkoagulabiliteden . )

vade infl 9 Antikoagulasyon

Zlyade Intlamasyondan kullanilmamasi bu sikligi
kaynaklanmaktadir arttirabilir




To anticoagulate or not?

Antikoagulanlar eklenebilir; Kanama riski distk hastalarda
pulmoner arter anevrizmasi dislandiktan sonra

lyi dizayn edilmis randomize kontrollu calismaya gerek var



Pulmoner arter tutulumu en ARTERIAL INVOLVEMENT

mortal bulgu; anevrizma,
tromboz veya ikisi beraber olabilir

\

ap"

,

" g
/

\

PULMONARY ARTERY INVOLVEMENT

Immunosuppressants (CYC, AZA) +/-
steroids

[Hamuryudan 1994, Hamuryudan, 2004; Seyahi,
2012; Uzun, 2008; Zhang, 2014

Yiksek doz glukokortikoid +CYC EN AZ
6 AY

7 [FN-o —

In refractory cases, anti-TNF agents
(infliximab)

7  Remisyon sonrasi AZA idame [Hamuryudan, 2015)

Refrakter hastalarda IFX

¢ Surgical procedure
\/ 7 Pre-surgery: Steroids +/-
’ ‘ 1' immunosuppressants (AZA, CYC)
| Post-surgery: Steroids +
1D ) immunosuppressants (CYC
| : [Kwon Koo, 2003; Balciogy, 2015

) PSEUDOANEURYSM

Major kanama varliginda girisimsel tedavi
(embolizasyon)






Aort ve/veya periferik arter anevrizmalar

Medikal tedavi pulmoner arter tutulumuna benzer

Cerrahi/Girisimsel radyoloji anevrizmanin yeri ve tipine gére) (Or:
Abdominal anevrizmalarda 3cm)

72 Immunsupresiflerle birlikte hastalik aktivititesi kontrol altina
alindiktan sonra

Semptomatik hastalarda (kanama/kompresyon)
cerrahi/stentleme geciktirilmemeli



? Akut parankimal tutulum = yiksek doz glukokortikoid+CYC/AZA

2 NO Cyclosporine

Monoklonal



72 Ik epizotsa=>

#” vyuksek doz steroid azaltma +
AZA.

# Ekstrakraniyal tromboz ARA

72 Antikoaglle edilecekse
pulmoner anevrizmayi ekarte
et




Gastrointestinal tutulum

Gastroenterolog goriusune gore tedavi dizenlemesi

7 Gastrointestinal tutulum endoskopi/goriintileme ile
konfirme

Tedavi inflamatuvar barsak hastaligindan devsirme
Tutulumun siddetine gore
Dislik/orta doz steroid, 5-ASA, AZA, direnclilerde TNFi

Yiksek doz steroid perforasyon riski



Diger biyolojikler

Adalimumab Uveit randomize ¢alisma var
Diger romatolojik endikasyonlara gore daha yuksek doz

IL-1 inhibitorleri, IL-6 inhibitoru

CAMPATH
Mohammad AJ et al. Alemtuzumab as Remission Induction in Behcet
Disease: A 20-year experience. J Rheumatol. 2015 Oct;42(10):1906-13



Follow-up

1-6 ayda bir takip; tutulumlar ve siddetleri
Mukokutanoz lezyonlarin sayi, siresi gibi nimerik

Multisistemik degerlendirme

Akut faz yiiksekligi ve/veya ates—> Tipik bulgular yoksa da
Vaskiler tutulum akla gelmeli ve arastiriimali



Tedavi kesilebilir mi?

Standart protokol ve azaltma rejimi mumkin degil

Major tutulumlarda 2-5 yil remisyondan sonra doz azaltimi



Table 2 Research agenda

Eye involvement { Head-to-head trial comparing mterferorralpha to TNFis

Vascular involvement Controlled trials to assess the efficacy and safety of antlcoagulatlon for preventing relapses of venous thrombosis, post-
thrombotic syndrome and recurrent arterial occlusive events

aneurysm repair)
Determining the optimal management of intracardiac thrombosis

Nervous system involvement Controlled studies for determining the optimal management of initial, refractory and recurrent parenchymal nervous system
involvement and cerebral venous thrombosis

Determining the role of MRI and other laboratory tests in making treatment decisions and follow-up of patients with nervous

Gastrointestinal system involveme

perforation
Determining whether a control colonoscopy is needed in patients with clinical remission and the optimal timing for control
colonoscopy
Overall Controlled trials to assess the benefit of concomitant immunosuppressive use with TNFis
Controlled trials assessing the efficacy of treatment modalities for patient important outcomes such as fatique



I 4
Bizim evden sizin eve iyi uykular mesajlar!

Behcet hastaligl, ipek yolu disinda da daha sik gortlmeye
baslandi

Klinik kimeler fenotipler
Geng, erkek hasta, hastaligin ilk yillari dikkat

Ge¢ donemde CNS ve arteriyel tutulum olabilir

Diger departmanlarla isbirligi

Cok sayida karsilanmamis ihtiya¢ ve arastirma alani



MULTIDISIPLINER YAKLASIM COK ONEMLI

Soru/Cevap/Katki

Hacettepe

drokaradag@gmail.com
omerkaradag@ymail.com

From clothes that tell you when they need
cleaning to pillows that wake you up in the H l l ‘ M

morning, the future developments of textlles

are only limited by your imagination!


mailto:drokaradag@gmail.com
mailto:omerkaradag@ymail.com

I .
Mucocutaneous involvement

How many? | How Pain VAS
frequent?

Oral ulcers
Genital ulcers The frequency, number, and duration

Papulopustular lesion

Erythema nodosum

For an oral or genital ulcer, use a topical agent, such as a
local steroid.

Try colchicine first to prevent recurrent mucocutaneous

lesions, especially when the dominant lesion is erythema
nodosum or a genital ulcer.

2 Short-term low dose oral glucocorticoids can be used



Mucocutaneous involvement

Treat papulopustular or acnelike lesions with topical
or systemic agents, as when treating acne vulgaris.

For refractory patients

Drugs such as azathioprine,
A Apremilast

72 IFN-a, anti-TNF

2 thalidomide,

7 Benzatin penicilline helpful for mucocutaneous
lesions



Joint involvement

Colchicine should be the initial treatment in BS patients with
acute arthritis.

Acute monoarticular disease can be treated with intra-articular
glucocorticoids (R/O septic arthritis)

For refractory patients
Azathioprine
Sulphasalasine, MTX

IFN-a or TNF-alpha inhibitors should be considered in recurrent
and chronic cases



