The diagnosis and treatment of aortitis
in Beheet’s disease
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Introduction

= Multisystemic vasculitis.
= |t affects : - Mucocutaneous
- Ocular
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- Gastro-intestinal




Introduction

= First description : Hulusi Behcet 1937.
Turkish dermatologist.

= Second or: third decade of live .

= Men : 4/1.



Geography

= Mediterraneen and asiatic countries.
Turkey :300/100000-Japan-Tunisia :10/100000
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Diagnosis

Diagnostic Criteria for Behcet's Disease!

Criterion Required features
Recurrent oral ulceration Aphthous (idiopathic) uleeration,
— obzerved by ian o patient, with

at least three episodes in any 12 month period

Plus any two of the following

Recurrent genital ulceration fiphthous ulceration or searring, observed by
physician or patient

Eve lesions dnterior or posterior uveitis cells in vitreous
in =it lamp excarnination; or retinal vasculitis
documnented by ophthalmologist

Skin lesions Erytherna nodosum=like lesions abserved by

ot pseudafollicul :
acnelform nodules observed by physician

Patherigy test Interpreted at 24 to 48 hours by physician

thdapted from International Study Group for Beheet's Disease, Criteria for diagnosis of
Behoet's dizease, Lancet 1990, 3351073,




Diagnosis
= Pathergy test

= Genetic predisposition : HLA BW51



\Vasculo-Behcet’s

= 3.6-24 %. Venous +++
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\Vasculo-Behcet’s

= Artery involvement : 1.5-2.2 %
- Aneurysm : 65 %
- Occlusion @ 35 %

= Major cause of death because the risk of
rupture .

= |nterval betwen initial diagnosis of BD and
diagnosis of vasculo-Behcet Is 6-8 years.



Occlusion




ANeurysms

First case of arterial involvement reported by
Mishima in 1961.
= Aorta.
= Pulmonary artery.
= Femoral.
= Others .
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Pulmonary artery
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Pathogeni
S

Dilatation

vessel wall
WEEUGQERS

Inflammatory cells
(neutrophis,
lymphocyts) infiltrate the
media and adventitia
with the destruction of
elastic and muscle cells
in the media




Pathogeni
S

Perforation of
the vessel wall

Transmural
Necrosis

Occlusion of the
vasa-vasorum
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Clinical presentation

= Thoracic and abdominal aneurysms are
discovered in the chronic stage with vague
symptoms( back pain and abdominal disconfort).

= Complications :
- Rupture : 60 %.
*Duodenum
*\/ena cava
*\ertebral
-Retroperitoneal fibrosis .




Explorations

= Duplex Sonography.

= Arteriography by arterial puncture must be
avolded === INtravenous digital substraction
angiographny.

= CT scan.

= MRA.

= PET scan ( assessing mflammatory activity).
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Medical treatment
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Postop. immunosuppression (+)
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Medical treatment

= Protocole EULAR 2008.
Solumedrol and cyclosporin.
Duration : 1 year ( normalized CRP).
Colchicin.
Anti-platelet .
Antivitamine K.




Surgery

= Challenging pathology for cardio-vascular
surgeon.

= Aneurysm should be repared at the time of
the detection because of the high risk of




Methods

= Aneurysmorraphy.

= Simple patching :
-small defect.
-supra-renal aneurysm.

“SMA




Perforation of medial abdominal
aorta

Arterial patch Perforation
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False aneurism of medial abdominal
aorta: arterial patch




Methods

= Abdominal aorta tube graft
PTEFE- Dacron..
= Aorto-bi-iliac bypass.




Difficulties

= Perjiadventicitesssssd  difficulty of dissection.
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= Fragile wallmmp  dropping anastomotic msp
false aneurysm.

= Aortico-duodenal fistula .



Precautions

= |ittle traumatic clamping .

= Anastemosis on Intact arteries far away
from aneurysm.

= Suture support : patch-bielogic glue.

= Wrapping with the aneurysm wall and
omental flap .




Results

= Poor.

= Mortality :10-30%.

= Morbidity: :
- Occlusion .
- Recurrence : 10-50 %.
- Graft-enteric fistula :0.4-4 %.




Endovascular therapy

= Frst reported case : Vasseur in 1998.

Endovascular treatment of abdominal
aneurysmal aortitis in Behget’s disease

Marc-Antoine Vasseur, MD, S. Haulon, MD, J.P. Beregi, MD, T. Le
Tourneau, MD, A. Prat, MD, and H. Warembourgh, MD, Lille, France

Arterial complications of Behget's disease are rare and affect mainly the aorta and iliac
arteries. Perforation of the arterial wall is the most common lesion, predisposing to false
aneurysm or rupture. Open surgical repair is difficult, and anastomotic false aneurysms
often occur because of aortic wall fragility. We report here the case of using a bifurcat-
ed stent to treat aortoiliac false anenrysms in a 37-year-old patient. Endovascular repair
muld be an J]tt‘l‘l‘l.ltl"rE treatment of aneurysmal manifestations in Behget's disease.




J ENDOVASC THER.
2009;16:631-636

& CLINICAL INVESTIGATION

Effectiveness and Safety of Endovascular Aneurysm
Treatment in Patients With Vasculo-Behcet Disease

Won Ho Kim, MD; Donghoon Choi, VMID, PhD; Jung-Sun Kim, MD, PhD;
Young-Guk Ko, MD, PhD; Yangsoo Jang, VMID, PhD; and Won Heum Shim, VMID, PhD

Division of Cardiology, Yonsei Cardiovascular Hospital, Yonsei University College of
Medicine, Seoul, Republic of Korea.
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Advantages

= |_ower mortality. : 0,6-3,5 %.

= High technical succes rate.

= Complete regression of the aneurysm
( 3 months).




Complications

= Rate : 19 %.
= Endoleaks === rupture.
= Pseudoaneurysm at the puncture site.
= Recurrent aneurysm after EVAR
( local mechanical stress of stent gratft).






Successful Open Surgery for Recurrent
Pseudo-aneurysm after Endovascular Aneurysm
Repair in a Patient with Behcet’s Disease

M. Nakai, S. Shimizu*, G. Kato, H. Mitsui, S. Sano

Department of Cardiovascular Surgery, Okayama University Graduate School of Medicine, Dentistry and Pharmaceutical
Sciences, 2-5-1 Shikata-cho, Kita-ku, Okayama 700-8558, Japan




= Ascending aorta .

Ruptured aneurysm of the sinus of Valsalva in a
patient with Behcet’s disease

Kwang Kon Koh**, Ki Hoon Lee?, Sam Soo Kim®, Scung Chul Lec”,
Sung Hoon Jin®, Seong Wook Cho®

“Division of Cardiology, ®Division of Dermatology, °Division of Thoracic Surgery, Department of Internal Medicine,
Inha University Hospital and 9Seoul National University Hospital, 3309-327 Taepyung-dong. Soojung-Ku,
Sungnam-si, Kyunggi-do, Korea 461 192, South Korca

Received 15 March 1994; revision accepted 5 July 1994

= Thoraco-abdominal aorta.
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Case 1

= M 46 Y.

= Diagnosis BD : 10 .

= Abdominal pain - Fievre.
= CRP 250.
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Case 2

= M 53 .

= Diagnosis BD : 5.
= Abdominal pain .

= CRP 120.
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Case 3

=M 54 y.

= Diagnosis BD : 18 Y.
= Abdominal pain.

= CRP 150.
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Case 4

= M 38 Y.

= Diagnosis BD : 7y.
= Fortuitous.

= CRP 50.
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Case 5

=M 47y.

= Diagnosis BD : 17y.
= Abdominal pain .

= CRP 90.






Case 6

=\W 27y.

= Diagnosis BD : 0y .
= Thoracic pain-Choc .
= CRP 237.
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Conclusion

= Rare.

= Aortitis serious.

= Surgery difficult.

= Endovascular +++
= Recurrence .

= Medical treatment .
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