CHAPTER 4

BEHCET’S DISEASE (M35.2)

Nazl CAF
Defne OZKOCA?

REMEMBER

Behget’s disease (BD) is a chronic, recurrent, autoinflammatory and multisystemic disease. In
fact, patients have a systemic vasculitis.

Because BD is more common in countries on the Silk Road, it was formerly known as “Silk Road
Disease”.

The prevalence of BD disease varies between countries and races. The prevalence ranges from 1
per 100,000 to 70 per 100,000.

HLA-B51 and HLA-B5 genes are predisposing for the disease.

It is known that molecules such as interleukin (IL)-1, IL-2, IL-38, IL-10, IL-18, IL-23R, IL12-RB2
play a role in the pathogenesis of BD.

Behget’s disease is a neutrophilic disease and other neutrophilic dermatoses may accompany this
disease (e.g., Sweets syndrome)

Recurrent oral aphthae (painful) is an indispensable parameter in the diagnostic criteria. Minor,
major and/or herpetiform aphthae can be observed, but major aphthae are the most common.
Oral ulcers are most commonly appear on the lips, buccal mucosa and gingiva.
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Dermatology Remember-Consult

» Deep vein thrombosis and thrombophlebi-
tis are the most common forms of vascular

involvement.

» Pulmonary artery involvement can be seen
and usually presents with hemoptysis.

» Superior and inferior vena cava syndromes
and Budd-Chiari syndrome may develop.

Urology

> Recurrent epididymo-orchitis attacks can
be observed in male patients.

> Mucosal ulcerations may also occur in the
bladder causing hematuria.

» Neurogenic bladder and related micturition
disorders (such as residual urine, detrusor
muscle hyperactivity, and decreased bladder
compliance) may develop due to neurologi-
cal involvement.
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BOLUM 5

BEHCET HASTALIGI (M35.2)

Nazl CAF
Defne OZKOCA?

HATIRLA

Behget Hastalig1 (BH) kronik, tekrarlayic otoinflamatuvar ve multisistemik bir hastaliktir. Has-
talarda sistemik vaskiilit vardir.

BH, Ipek yolu iizerindeki iilkelerde daha sik goriildiigiinden eskiden “Ipek Yolu Hastalig1” olarak
bilinirdi.

Hastalik prevalans: tilkeler ve irklar arasinda farkliliklar gostermektedir. Prevalans 100.000°de 1
ile 100.000°de 70 arasinda degismektedir.

HLA-B51 ve HLA-B5 genleri hastalik i¢in predispozandir.

Interlokin (IL)-1, IL-2, IL-38, IL-10, IL-18, IL-23R, IL12-RB2 gibi molekiillerin hastalik patoge-
nezide rol oynadig bilinmektedir.

BH notrofilik bir hastaliktir ve diger nétrofilik dermatozlar bu hastaliga eslik edebilir (6r: Sweet
sendromu)

Rekiirren oral aftlar (agrili) tani kritlerleri icerisinde olmazsa olmaz parametredir. Mindr, major
ve/veya herpetiform aftlar izlenebilir ancak en sik major aftlar goriiliir. Oral iilserler en sik dudak-
larda, yanak mukozasinda ve jijivalarda izlenir.
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Dermatoloji Hatirla-Danis

Kardiyoloji/Kalp Damar Cerrahisi

»  Behget Hastalig1’'nda kardiyak tutulum oran-
lar1 degiskendir ve %7 ile %46 arasindadur.

> Hastalarda kalp kapakeik hastaliklari, endo-
kardit, miyokardit, perikardit, intrakardiyak
trombozlar, konjestif kalp yetmezligi ve myo-
kart efraktiisii meydana gelebilir.

» Derin ven trombozu ve tromboflebit en sik
vaskiiler tutulum seklidir.

» Pulmoner arter tutulumu goriilebilir ve ge-
nellikle hemoptizi ile prezente olur.

» Superior ve inferior vena cava sendromu ile
Budd-Chiari sendromu gelisebilir.

Uroloji

» Erkek hastalarda tekrarlayan epididimoor-
sit ataklar1 izlenebilir.

» Mesane mukozasinda de tilserasyonlar mey-
dana gelebilir. Hematiiri gortilebilir.

» Norolojik tutuluma bagli nérojen mesane
ve buna bagli miksiyon bozukluklar: (rezi-
dii idrar, detrusor kas hiperaktivitesi ile me-
sane kompliyansinda azalma gibi) meydana
gelebilir.
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