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Case report

Behcet’s disease with recurrent thoracic aortic aneurysm combined with femoral artery aneurysm: a case report and literature review
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Abstract
Background
Aneurysm or pseudoaneurysm is the main vascular complication of Behcet’s disease. Most hospitals adopt endovascular treatment.

Case presentation
We report a case of Behcet’s disease with recurrent thoracic aortic aneurysm combined with femoral artery aneurysm. The patient underwent two rounds of endovascular surgery, but developed new aneurysms immediately after surgery. Eventually, the patient died due to rupture of recurrent aneurysm.

Conclusions
For vasculo-Behcet’s disease, we suggest performing the operation during the stable period. At the same time, glucocorticoids could be used with immunosuppressants preoperatively and postoperatively.
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Background
Behcet’s disease (BD) is a vasculitis of unknown origin. BD is rare in Western countries and in the southern hemisphere. It is mainly seen in countries along the Silk Road such as the Middle East and Mediterranean regions. It is also distributed in Central and East Asian countries including Korea, Japan and China [1]. This disease was first described in 1937 by a Turkish dermatologist, Behcet H [2]. BD is a chronic systemic inflammatory disease that involves the mucous membranes, skin, eyes, gastrointestinal tract, joints, vessels and neurologic system. The involvement of the vascular system in BD is called vasculo-Behcet’s disease. The incidence of vascular involvement in patients with Behcet’s disease is 7 to 38% [3]. Vascular involvement can include both arteries and veins, with lesions ranging from arterial occlusions and aneurysms to superficial thrombophlebitis. The majority of patient deaths due to vasculo-Behcet’s disease are related to rupture of the aneurysms. We report a vasculo-Behcet’s disease patient with recurrent thoracic aortic aneurysm combined with femoral artery aneurysm. The patient underwent endovascular surgery. However, the patient eventually died due to rupture of recurrent aneurysm.

Methods
Ethical statement: This study was approved by the Ethics Committee of Shijitan Hospital, Capital Medical University. Since our case report does not violate the patient’s privacy, informed consent was not necessary.

Case report
A 30-year-old Chinese woman from Hunan province was admitted to our hospital due to relapsing oral ulcer for 2 years, with progressive chest and back pain for 4 months. In a local hospital, the patient’s CTA examination revealed false aneurysm of the thoracic aorta. Hence, endovascular repair of aortic aneurysm was performed. The back pain was not significantly relieved after the operation, and the aorta CTA examination revealed false aneurysms at the original distal-end of the stent-graft and at the original incision at the femoral artery. Hence, the patient came to our hospital. The patient denied any history of hypertension, diabetes, or drug abuse. The pathergy test result was positive, and laboratory test results revealed a erythrocyte sedimentation rate of 45 mm/h (reference range: 0–15 mm/h) and C-reactive protein of 110.2 mg/L (reference range: 0–10 mg/L). Methylprednisolone was used at 80 mg per day. One week later, the patient’s chest and back pain suddenly aggravated, and this condition could not be relieved even with the use of analgesic drugs. Through CTA, it was inferred that the aneurysm ruptured because the thoracic aortic aneurysm diameter was larger than its previous size. Hence, emergency surgery was performed. Stents were placed at the distal end of the original stent and the inferior segment of the right femoral false aneurysm. The patient was given 40 mg of prednisone and 0.5 mg of colchicine daily after the operation. ESR level was 10 mm/h and CRP was 16.79 mg/L. Furthermore, the chest and back pain of the patient was also relieved after 2 weeks. The patient was discharged and continued to orally take 20 mg of prednisone and 0.5 mg of colchicine daily. However, the patient died due to rupture of recurrent aneurysm 1 month later in a local hospital.

Discussion
Vasculo-Behcet’s disease involving large arteries can lead to thromboses, occlusions and aneurysms. It is very dangerous when the aneurysm ruptures. The mortality of pulmonary aneurysm rupture is approximately 50% [4]. The reasons for aneurysm rupture are based on two aspects: blood vessel inflammation itself can destroy the arterial wall, and the nutrient vessels of the artery are damaged and aggravate the injury of the arterial wall.
The treatment of vasculo-Behcet’s disease includes medicine and surgery. Corticosteroid therapy and immunosuppressants have been used for BD. Cyclosporine, azathioprine, anti-tumor necrosis factor (TNF) agents, and interferon-α (IFN-α) has begun to revolutionize the treatment of BD [5]. Previously, open surgical repair was the definitive treatment for vascular lesions such as aneurysm in BD patients. However, some studies have reported its recurrence following surgical management in approximately half of the cases. Okada [6] reported their experiences with its recurrence in eight patients with long-term follow-ups. Four cases (50%) required a second operation, and two of these patients underwent a third operation due to recurrence. In order to avoid complications stemming from surgical repair, the endovascular insertion of a stent-graft may be a reasonable alternative [7].
Nowadays, endovascular treatment combined with immunosuppressive drugs has a tendency for vasculo-Behcet’s disease to occur [8]. However, aneurysm recurrence after the operation is also a major problem in vasculo-Behcet’s disease, in which even the puncture site can form a false aneurysm after diagnostic angiogram [9].
The etiology of BD remains unknown, and the pathological basis of BD is peripheral inflammation. Abnormal neutrophil activity is considered to be the main pathogenesis of BD. The reason for aneurysm formation is that endarteritis obliterans is induced by occlusions of the vasa vasora of large and middle arteries [10]. In order to reduce the recurrence of aneurysm and mortality after the operation, the endovascular approach would be feasible, and the operation should be avoided in the active phase of BD [11]. Applied drug control BD in the active phase is the foundation of surgery. Although endovascular procedures are less invasive than open surgery, stents or stent grafts may provoke inflammation, and mechanical irritation could contribute to the recurrence of psedoaneurysm after endovascular treatment. The pre- and postoperative use of immunosuppressants for BD patients to modulate inflammation could thereby reduce the risk of complications. The immunosuppressive regimen is adjusted based on the serial measurement of ESR [12].
We suggest that the time of using immunosuppressants should be adequate. In our case, the patient underwent two rounds of endovascular treatment. However, the patient developed a new aneurysm after each operation. Finally, the patient died due to rupture of aneurysm. Although the patient received a high-dose of steroid and colchicine, the time course of immunosuppressive agents was not adequate. Hence, the result was bad. Apart from critical patients, we suggest that the operation should be performed until the inflammatory markers are diminished. The postoperative application of corticosteroids with immunosuppressants for at least 2 years is effective [13, 14]. The perioperative administration of corticosteroids with immunosuppressants is also effective in decreasing the incidence of recurrent aneurysm [15].

Conclusion
In conclusion, we suggest that surgical operations including endovascular treatment should be avoided in treating aneurysms of vasculo-Behcet’s disease, except for patients under life-threatening conditions. When scheduling for an operation, we should avoid the active phase of BD, and determine to operate when ESR and CRP are normal. Postoperative glucocorticoid and immunosuppressive drugs needs to be continuously used, and patients should continuously undergo long-term observations and follow-ups.

Acknowledgements
Not applicable
Funding
Not applicable

Availability of data and materials
Not applicable


Authors’ contributions
(1) S-HZ, substantial contributions to the conception and design of the work, the acquisition, analysis and interpretation of data for the work, and the drafting of the work; (2) F-XZ, critical revisions for important intellectual content; (3) S-HZ and F-XZ, final approval of the version to be published; (4) S-HZ and F-XZ, agreement to be accountable for all aspects of the work, ensuring that questions related to the accuracy or integrity of any part of the work are appropriately investigated and resolved. Both authors read and approved the final manuscript.

Ethics approval and consent to participate
Obtained from the Ethics Committee of Shijitan Hospital, Capital Medical University.

Consent for publication
Not applicable

Competing interests
Both authors declare that they have no competing interests.

Publisher’s Note
Springer Nature remains neutral with regard to jurisdictional claims in published maps and institutional affiliations.


[image: Creative Commons]
                           Open AccessThis article is distributed under the terms of the Creative Commons Attribution 4.0 International License (http://​creativecommons.​org/​licenses/​by/​4.​0/​), which permits unrestricted use, distribution, and reproduction in any medium, provided you give appropriate credit to the original author(s) and the source, provide a link to the Creative Commons license, and indicate if changes were made. The Creative Commons Public Domain Dedication waiver (http://​creativecommons.​org/​publicdomain/​zero/​1.​0/​) applies to the data made available in this article, unless otherwise stated.

References
1.
Ramos-Casals M, Brito-Zerón P, Kostov B, Sisó-Almirall A, Bosch X, Buss D, Trilla A, Stone JH, Khamashta MA, Shoenfeld Y. Google-driven search for big data in autoimmune geoepidemiology: analysis of 394827 patients with systemic autoimmune diseases. Autoimmun Rev. 2015;14:670–9.CrossrefPubMed

2.
Behcet H. Uber rezidiverende aphtose, durch ein Virus verursachte Geschwure am Mund, am Auge und den Genitalien. Derm Wochenschr. 1937;36:1152–7.

3.
Sakane T, Takeno M, Suzuki N, Inaba G. Behcet's disease. N Engl J Med. 1999;341:1284–91.CrossrefPubMed

4.
Hamuryudan V, Er T, Seyahi E, Akman C, Tüzün H, Fresko I, Yurdakul S, Numan F, Yazici H. Pulmonary artery aneurysms in Behcet syndrome. Am J Med. 2004;117:867–70.CrossrefPubMed

5.
Chan E, Sangle SR, Coghlan JG, D’Cruz DD. Pulmonary artery aneurysms in Behcet’s disease treated with anti-TNFα: a case series and review of the literature. Autoimmun Rev. 2016;15:375–8.CrossrefPubMed

6.
Okada K, Eishi K, Takamoto S, Ando M, Kosakai Y, Nakano K, Sasako Y, Kobayashi J. Surgical management of Behcet's aortitis: a report of eight patients. Ann Thorac Surg. 1997;64:116–9.CrossrefPubMed

7.
Park JH, Chung JW, Joh JH, Song SY, Shin SJ, Chung KS, Lee DY, Won JY, Kim SJ. Aortic and arterial aneurysms in Behcet's disease: management with stent-grafts-initial experience. Radiology. 2001;220:745–50.CrossrefPubMed

8.
Liu CW, Ye W, Liu B, Zeng R, Wu W, Dake MD. Endovascular treatment of aortic pseudoaneurysm in Behcet disease. J Vasc Surg. 2009;50:1025–30.CrossrefPubMed

9.
Ozyaziciglu A, Kocak H, Vural U. Carotid artery pseudoaneurysm in Behcet's disease. Eur J Cardiothorac Surg. 2001;19:938–9.Crossref

10.
Freyrie A, Paragona O, Cenacchi G, Pasquinelli G, Guiducci G, Faggioli GL. True and false aneurysms in Behcet’ s disease: case report with ultrastructural observations. J Vasc Surg. 1993;17:762–7.CrossrefPubMed

11.
Karatepe O, Ziyade S, Ugurlucan M, Gasparyan AY. Treatment of pulmonary artery aneurysm in Behcet’s disease few things can make big differences. Interact Cardiovasc Thorac Surg. 2009;8:392.PubMed

12.
Kim SW, Lee DY, Kim MD, Won JY, Park SI, Yoon YN, Choi D, Ko YG. Outcomes of endovascular treatment for aortic pseudoaneurysm in Behcet’s disease. J Vasc Surg. 2014;59:608–14.CrossrefPubMed

13.
Hatemi G, Silman A, Bang D, Bodaghi B, Chamberlain AM, Gul A, Houman MH, Kötter I, Olivieri I, Salvarani C, Sfikakis PP, Siva A, Stanford MR, Stübiger N, Yurdakul S, Yazici H, Expert Committee EULAR. EULAR recommendations for the management of Behcet disease. Ann Rheum Dis. 2008;67:1656–62.CrossrefPubMed

14.
Balcioglu O, Ertugay S, Bozkaya H, Parildar M, Posacioglu H. Endovascular repair and adjunctive immunosuppressive therapy of aortic involvement in Behçet’s disease. Eur J Vasc Endovasc Surg. 2015;50:593–8.CrossrefPubMed

15.
Liu Q, Ye W, Liu C, Li Y, Zeng R, Ni L. Outcome of vascular intervention and use of perioperative medications for nonpulmonary aneurysms in Behcet disease. Surgery. 2016;159:1422–9.CrossrefPubMed




OEBPS/sidebar.gif





OEBPS/cc-by.png
() _®





OEBPS/contact.gif





