Case study

Iliac primitive aneurysm revealing Behcet disease

Abstract:

Thirty-one year old woman with a history of recurrent oral aphtosis presented a
leg swelling, pain and functional impairment. A venous thrombosis of the left
ilio-femoro-popliteal was diagnosed and the patient received an anticoagulation
therapy. One month later, she presented an arterial aneurysm of the right
primitive iliac artery confirmed by an angio-CT exam. Physical examination
revealed necrotic pseudofolliculitis, a bilateral posterior uveitis with papillitis.
The diagnosis of BD was  made. A corticosteroid treatment was conducted
(solumedrol 1g/day for 3 days then 1mg/kg/day of prednisone equivalent for 6
weeks then progressively tapered wuntil 10mg/day) associated with
cyclophosphamide (1g/month for 12 months). An angio CT scan 12 months
later was performed and objectivated the progression in size of the aneurysm.
Therefore, a surgical treatment was decided and consisted on a lay flat of the
aneurysm and graft interposition with polytetrafluoroethylene prosthesis. The

post-operative outcome was favorable.
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Introduction:

Behcet disease (BD) is a multisystemic disorder of unknown etiology. It is a
primitive vasculitis that affects the eyes, skin, joints, blood vessels, and nervous
system. Vasculo- Behget is characterized by aneurysm formation and occlusion
of the large vessels [1]. Here, we report the case of iliac primitive aneurysm in

young woman with successful surgical treatment.

Case presentation

Thirty-one year old woman with a history of recurrent oral aphtosis presented a
leg swelling, pain and functional impairment. A doppler ultrasonography of the
lower extremities showed a venous thrombosis of the left ilio-femoro-popliteal
axis extended to the arch of the long saphenous vein. She was treated with
anticoagulant treatment (low molecular weight heparin then anti vitamin K). A
month later, it occurs a swelling of the right inguinal area. A doppler
ultrasonography of the lower extremities showed an arterial aneurysm of the
right primitive iliac artery measuring 40*30 mm compressing the homolateral
vein. The Angio-CT exam confirmed the aneurysm in the iliac artery (figurel).

Therefore, a Behcet's disease was suspected and she was hospitalized in internal



medicine department. Physical examination revealed a young woman in a good
general condition, full conscious and afebrile (37°C).She had also an extensive
oral ulcer without genital ulcer, necrotic pseudofolliculitis lesions in thighs. The
pathergy test was negative. Ophthalmological examination revealed a bilateral
posterior uveitis with papillitis and iridocrystallinesynechiae. The HLA-B51 was
negative, erythrocyte sedimentation rate (ESR) 120 mm/1st h and C-reactive
protein (CRP) at 85 mg/L. Laboratory analysis showed an erythrocyte
sedimentation rate (ESR) at 102 and serum fibrin at 7.42 g/l. The diagnosis of
BD was made according to the ISG of BD criteria [2] basing on the presence of
recurrent oral ulcer, necrotic pseudofolliculitis lesions and uveitis. The patient
had two serious manifestations of the disease which are posterior uveitis with
papillitis and venous thrombosis and peripheral arterial aneurysm. Therefore a
corticosteroid treatment was conducted (solumedrol 1g/day for 3 days then
1mg/kg/day of prednisone equivalent for 6 weeks then progressively tapered
until 10mg/day) associated with cyclophosphamide (1g/month for 12 months).
An angio CT scan 12 months later was performed and objectivated the
progression in size of the aneurysm: 6.5*10.3 cm (figure 2a and 2b).
Consequently, surgical treatment was decided. She was transferred to the
vascular surgery department and the operation consisted on a lay flat of the
aneurysm and graft interposition with polytetrafluoroethylene prosthesis
measured 14*7 cm. Post-operatively, the patient had an uneventful course; distal

pulses became palpable. Post-operation, maintenance therapy was based on



cyclophosphamide (1g every 3 months for one year) and 10 mg of prednisone
equivalent with a good clinical and radiological response. The angio-CT six

months after surgery showed a normal caliber of iliac artery with no thrombosis.

Discussion

Behcet disease is a multisystemic vasculitis in that affect small, medium, and
large vessels. It is auto-inflammatory disease which causes oro-genital
ulcerations and other features including cutaneous, ocular, vascular, articular
and neurological manifestations [3]. Arterial involvement has been reported
in1.5 to 2.2% of patients with Behget’s disecase and mostly involves the main
arteries in the form of pseudo-aneurysms, aneurysms, occlusion and thrombosis
[4,5].The arterial involvement occurs almost 5 to 9 years after the diagnosis of
Behget disease with male predominance[6].The present case has the particularity
of being discovered in a young woman and has also revealed the BD.As in our
patient, venous thrombosis is associated with arterial lesions in most reports [7].
In our patient, the aneurysm interested the primitive iliac artery. This location
was rarely reported in the literature and was described mainly in the internal
iliac artery.  Arterial aneurysm are located mostly in the aorta, pulmonary,
femoral, popliteal and carotid arteries [3]. Arterial aneurysm in BD is usually
associated to oral and genital ulcers which help clinician to make the diagnosis
of BD. [8]. In our patient, the vascular involvement was associated to severe

ocular posterior uveitis with papillitis. High CRP and ESR levels as in the



present case have been reported in patients with arterial aneurysm in BD [9].
Behget aneurysm is a serious complication with risk of irruption and the
tendency to multiply[10].

The management of arterial aneurysm in BD depends on the site of the lesion
and the remission of the disease. Medical treatment based on corticosteroids and
even immunosuppressant agent is indicated to control vessel inflammation and
also to avoid post operative complications as graft occlusion and recurrence of
aneurysms leading to death[11]. Surgical treatment options in patients with
arterial aneurysm include endovascular stent implantation and surgical bypass.
The main advantages of endovascular intervention are lower mortality rates
(0.6%-3.5%) and higher success [12]. However, these surgical techniques are
poorly documented in BD. To succeed the surgical procedure it is better to
postpone the intervention until the remission of the BD as in the present case.
Extra-anatomic bypass procedures to avoid anastomotic complications are
preferred by surgeons [13].

Conclusion:

Arterial aneurysm is life-threatening manifestation of BD that should be kept in
mind mainly in young patients. Its early diagnosis allow a better medical
control until the remission of the disease and then to decrease postoperative

complications.

Legend of figure:



Figure 1: aneurysm in the iliac artery in reconstruction tomography

Figure 2: accentuation of iliac aneurysm in axial (a) and sagital (b) section

References:

1- Wechsler b, le thihuong du It, de gennes c, bletry o, piette jc, mathieu a, et al.
Arterial manifestations of Behget’s disease. 12 cases. Rev Med Interne
1989;10:303-11.

2- The International Criteria for Behcet’s Disease. (ICBD): a collaborative study
of 27 countries on the sensitivity and specificity of the new criteria. J Eur Acad
Dermatol Venereol 2014;28 (3):338-47.

3-Balta S, Balta I, Ozturk C, Celik T, lyisoy A. Behcet’s disease and risk of
vascular events. Curr Opin Cardiol 2016;31(4):451-7

4- Kuzu Ma, Ozaslan C, Koksoy C, Gurler A, Tuzuner A. Vascular involvement

in Behcet’s disease: 8-year audit. World J Surg 1994;18:948-53.

5-Yang Ss, Park Km, Park Yj, Kim Yw, Do Ys, Park Hs, Et Al. Peripheral
arterial involvement in Behcet’s disease: an analysis of the results from a

Korean referral center. Rheumatol Int 2013;33(8):2101-8

6- Le Thihuong D, Wechsler B, Papo T, Piette Jc, Bletry O, Vitoux Jm, et al.
Arterial lesions in Behcet’s disease. A study in 25 patients. J Rheumatol

1995;22:2103-13



7- Hatemi G, Seyahi E, Fresko I, Talarico R, Hamuryudan V. Behcet’s
syndrome: a critical digest of the 2013-2014 literature. clinexprheumatol

2014;32(4suppl 84):5s112-22

8- Bartlett st, mccarthy 3rd wj, palmer as, flinn wr, bergan jj, yao js. Multiple

aneurysms in Behcet’s disease. Arch Surg 1988;123(8):1004-8.

9- O’Leary ea, sabahi i, ricotta jj, walitt b, akbari cm. Femoral profunda artery
aneurysm as an unusual first presentation of Behcet disease. VVasc Endovascular

Surg. 2011;45(1):98-102.

10- Gok e, goksel os, guven k, alpagut iu. Multiple aortic pseudoaneurysms in a

patient with Behcet’s disease. J VascSurg 2015;62(1):231

11- Park jh, han mc, bettmann ma. Arterial manifestations of Behcet disease.

AJR Am J Roentgenol 1984;143:821-5

12-Kasirajan  k, marek jm, langsfeld m. Behcet’s disease:
endovascularmanagement of a ruptured peripheral arterial aneurysm. J
VascSurg2001;34:1127-9

13-Yusuf k, murat b, unal a, ulku k, gékcen b, and tahsin y, .The surgical
treatment of arterial aneurysms in Behcet disease: A report of 16 patients. J

VascSurg 2005; 42:673-7



Figure 1: aneurysm in the iliac artery in reconstruction tomography
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Fig 2 a:



CURRENT
AP PORT 1.0 1311 [3)

--> Current.3D
08/11/2018
14:21:33.33
SPR37.3

SL 0,8
SPC08

350 MPR THICK/SIEMENS_APR
0 +C

Fig2b

Figure 2: accentuation of iliac aneurysm in axial (a) and sagital (b) section



