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Figure 1 : Photograph showing café-au lait skin macules.
Figures 2 and 3: Initial CT scan revealing three visceral aneurysms (arrows).
Figure 4: Intraoperative view of the aneurysm controlled.
Figures 5 and 6: Intraoperative photograph showing the aneurysmorraphy.
Figure 7: Postoperative CT scan showing patency of the artery.

Abstract
Arterial involvement in neurofibromatosis is infrequent. Stenotic lesions predominate. Aneurysms are less common. They
typically involve the aorta, visceral arteries or carotid-vertebral circulation. They may present as a mass or spontaneous rupture.
We present the case of a 26-year-old woman with a Von Recklinghausen disease, operated for a giant aneurysm of the duodenopancreatic arcade.

Keywords: Aneurysm; Von Recklinghausen disease; visceral arteries; aneurysmorraphy
Introduction
Neurofibromatosis type I, or Von Recklinghausen disease was first described by Frederich Von Recklinghausen [1]. It is
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an autosomal dominantly inheritable disease [2]. It includes multiple skin café-au-lait macules, tumors of the nervous system,
iris hamartomas, and skeletal deformities such as scoliosis [2,3]. Arterial involvement is rare but may have catastrophic
complications. We report an unusual case of a non-complicated superior mesenteric artery aneurysm in a 26-year-old woman
with neurofibromatosis type I treated surgically under a median laparotomy.

Case Presentation
R.E is a 26-year-old woman with neurofibromatosis type I (Recklinghausen’s disease) diagnosed since 5 years, and blood
hypertension due to bilateral stenosis of the renal arteries, treated medically and by percutaneous angioplasty. She was admitted
to surgery department complaining of abdominal pain and palpitations. The patient had no history of acute or remote trauma.
Her physical examination was remarkable for the café-au-lait spotty pigmentation of the skin that is typical of patients with von
Recklinghausen’s disease (Figure 1). The patient was hemodynamically stable, with a blood pressure of 144/94 mmHg and a pulse
of 88 beats/min. A computed tomography scan revealed an occlusion of the celiac artery, and three non-complicated saccular
aneurysms: an aneurysm arising from the duodeno-pancreatic arcade measuring 30 mm (Figure 2), an aneurysm of the splenic
artery measuring 6 mm, and an aneurysm of pancreatic collateral of the superior mesenteric artery measuring 11 mm (Figure 3).
The patient did not have any symptoms of bowel ischemia. So, a surgical repair under median laparotomy was decided.The largest
aneurysm was dissected (Figure 4), was opened, and narrowed by an aneurysmorraphy (Figures 5 and 6). The patient made a full
recovery and was discharged 4 days postoperatively. A follow-up CT scan (1 month after the procedure) showed patency of the
artery without aneurysmal recurrence (Figure 7).

Discussion
Von Recklinghausen disease is an autosomal dominant disorder characterized clinically by café-au-lait macules, dermal and
plexiform neurofibromas, skeletal abnormalities, optic gliomas, and iris hamartomas [2]. The prognosis of this disease depends
essentially on the existence of cerebral tumors, which are responsible for death in 72% of cases [4].Vascular involvement has
been described by Reubi [5]. It is rare with a reported prevalence of 0.4% to 6.4% [3]. It includes renovascular hypertension by
stenosis of the renal artery, cerebral artery stenosis, aortic coarctation, occlusive, arteriovenous malformations and aneurysmal
arterial disease [3].Arterial stenotic lesions have been more commonly described than aneurysms [6].The most frequently sites
of aneurysms are the subclavian and vertebral vasculature where they can result in catastrophic hemorrhage [7]. Aneurysmal
location of the visceral arteries is exceptional [8]. They involve mainly the splenic artery. Only a few cases of superior mesenteric
artery aneurysm have been reported in this disease [9]. Fye, et al. [10] described multiple small aneurysms on the branches of the
superior mesenteric artery. Huffman et al [8] reported a patient who underwent ligation of a ruptured superior mesenteric artery
aneurysm. The vascular lesions described in our patient reflect the widespread vascular involvement with neurofibromatosis.
They include three saccular aneurysms located in the visceral arteries, bilateral stenosis of the renal arteries, and occlusion of
the celiac artery. The pathogenesis and natural history of these anomalies remains poorly understood [11]. Most patients have
asymptomatic abnormalities of multiple vessels [12]. The clinical manifestations of aneurysm in cases of von Recklinghausen’s
disease are characterized by compression, hypertension, and rupture [8]. Noninvasive imaging modalities such as duplex
ultrasound scanning, CT scan and magnetic resonance angiography are useful diagnostic tools [9]. Visceral vasculopathy causes
ischemic bowel disease; and catastrophic retroperitoneal or abdominal hemorrhage has been attributed to spontaneously rupture
arterial aneurysms [13]. So, all aneurysms >1 to 1.5 cm in diameter should be treated [14]. The interventional approaches have
proven their value, especially in vascular regions that are difficult to access. We decided not to do the endovascular treatment to
our patient because operative treatment of large aneurysms is safe, effective, and durable.

Conclusion
Arterial vasculopathy is a well-recognized but uncommon manifestation of neurofibromatosis type 1. Occlusive or aneurysmal
disease of arteries of all sizes may occur almost anywhere in the body, and their consequences can be extremely dangerous. So, a
general screening of all patients with neurofibromatosis type I for arterial disease should be performed to prevent fatal outcomes
of occult aneurysms [15].
References
1. Von Recklinghausen F (1882) Ueber die multiplen fibrome der Haut and ihre Beziehung zu den multiplen Neuromen. Berlin: A. Hirschwald p; 138.
2. Arch Neurol (1988) Neurofibromatosis. Conference statement. National Institutes of Health Consensus Development Conference 45: 575-578.
3. Oderich GS, Sullivan TM, Bower TC, Gloviczki P, Miller DV, et al. (2007) Vascular abnormalities in patients with neurofibromatosis syndrome type I: clinical
spectrum, management, and results. J Vasc Surg 46: 475-484.
4. Riccardi VM (1981) Von Recklinghausen neurofibromatosis. N Engl J Med 305: 1617-1627.
5. Reubi F (1944) Les vaisseaux et les glandes endocrines dans la neurofibromatose. Le syndrome sympathicotonique dans la maladie de Recklinghausen. Schweiz
Z Pathol Bakteriol 7: 168-236.
6. Greene JF Jr, Fitzwater JE, Burgess J (1974) Arterial lesions associated with neurofibromatosis. Am J Clin Pathol 62: 481-487.
7. Tatebe S, Asami F, Shinohara H, Okamoto T, Kuraoka S (2005) Ruptured aneurysm of the subclavian artery in a patient with von Recklinghausen’s disease. Circ
J 69: 503-506.

Volume 3 • Issue 5 • IJCMI

*Corresponding author: Ben Jmaà Hèla, Department of cardiovascular and thoracic surgery, Habib Bourguiba Hospital, Sfax, Tunisia 3029; Tel: 0021696704740;
E-mail: helabenjemaa2015@gmail.com
• Page 3 of 3 •

8. Huffman JL, Gahtan V, Bowers VD, Mills JL (1996) Neurofibromatosis and arterial aneurysms. Am Surg 62: 311-314.
9. Mendonça CT, Weingartner J, de Carvalho CA, Costa DS (2010) Endovascular treatment of contained rupture of a superior mesenteric artery aneurysm resulting
from neurofibromatosis type I. J Vasc Surg 51: 461-464.
10. Fye KH, Jacobs RP, Roe RL (1975) Vascular manifestations of von Recklinghausen’s disease. West J Med 122: 110-116.
11. Li F, Downing BD, Smiley LC, Mund JA, Distasi MR, et al. (2014) Neurofi bromin deficient myeloid cells are critical mediators of aneurysm formation in vivo.
Circulation 129: 1213-1224.
12. E. Scarcello, R. Serra, F. Morrone, F. Intrieri, S. de Franciscis (2011) Ruptured Left Subclavian Artery Aneurysm in a 41-Year-Old Woman with Neurofibromatosis.
EJVES Extra 22: 22-23.
13. J. T. Lie (1998) Vasculopathies of Neurofibromatosis Type 1 (Von Recklinghausen Disease). Cardiovasc Pathol 7: 97-108.
14. Scheuerlein H, Ispikoudis N, Neumann R, Settmacher U (2009) Ruptured aneurysm of the ulnar artery in a woman with neurofibromatosis. J Vasc Surg 49: 494-6.
15. Schievink WI, Michels VV, Piepgras DG (1994) Neurovascular manifestations of heritable connective tissue disorders. A review. Stroke 25: 889-903.

Volume 3 • Issue 5 • IJCMI

