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A Case of Wegener's Granulomatosis with Periaortitis and Pachymeningitis
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Abstract
Wegener's grandulomatosis (WG) is a systemic small-vessel vasculitis characterized by necrotizing granulomatous lesions and anti-neutrophil cytoplasmic antibodies (ANCA). WG frequently affects the upper and lower respiratory tracts and kidney but involvement of the pachymeninges or large vessels has rarely been reported. We report the first case of WG with periaortitis and pachymeningitis in Korea. A 57-year-old female complained of a stabbing headache, paresthesia below the thoracic 4th nerve level, and lower extremity weakness. During her course, she developed otitis media with sensorineural hearing loss, nodular scleritis, and microhematuria. A neuroimaging study showed an intradural mass in the area from the cervical 7th spine to the thoracic 5th spine, left cerebral convexity, and the left petrous area. A chest computed tomography scan revealed an enhanced and thickened aortic arch. A dural biopsy showed necrotizing granulomatous inflammation, and anti-MPO ANCA was positive. Under a diagnosis of WG, she received high-dose glucocorticoid and oral cyclophosphamide with improvement.



	
Keywords: 
Wegener's granulomatosis; 
Periaortitis; 
Pachymeningitis








References
	
        Gross WL, 
        Csernok E, 
        Trabandt A, 
      Wegener's granulomatosis. In: 
        Ball GV
        Bridges SL Jr, 
      , editors. Vasculitis. New York: Oxford University Press; 2002. pp. 340-365.

	
      
        Nishino H, 
        Rubino FA, 
        DeRemee RA, 
        Swanson JW, 
        Parisi JE, 
      
      Neurological involvement in Wegener's granulomatosis: an analysis of 324 consecutive patients at the Mayo Clinic. 
      Ann Neurol 
      1993;
      33
      :4.
      
    
[image: image][image: image]
	
      
        Seror R, 
        Mahr A, 
        Ramanoelina J. 
        Pagnoux C, 
        Cohen P, 
        Guillevin L, 
      
      Central nervous system involvement in Wegener granulomatosis. 
      Medicine (Baltimore) 
      2006;
      85
      :54.
      
    
[image: image][image: image]
	
      
        Chirinos JA, 
        Tamariz LJ, 
        Lopes G, 
        Del Carpio F, 
        Zhang X, 
        Milikowski C, 
        et al. 
      
      Large vessel involvement in ANCA-associated vasculitides: report of a case and review of the literature. 
      Clin Rheumatol 
      2004;
      23
      :152.
      
    
[image: image][image: image]
	
      
        Choi JY, 
        Oh K, 
        Kim HJ, 
        Jang SH, 
        Kim BJ, 
      
      Stabbing headache as the presenting manifestations of Wegener's granulomatosis. 
      Korean J Headache 
      2006;
      7
      :53.
      
    

	
      
        Park KJ, 
        Ahn CM, 
        Lee HL, 
        Yoon YW, 
        Lee SY, 
        Kim HJ, 
        et al. 
      
      A case of Wegener's granulomatosis with pulmonary hemorrhage and a hemorrhagic mass in the brain. 
      Korean J Med 
      1997;
      53
      :121.
      
    
[image: image]
	
      
        Lim HJ, 
        Choe YS, 
        Kim BS, 
        Lee SJ, 
        Kim DW, 
      
      A case of fatal Wegener's granulomatosis without anti-neutrophil cytoplasmic antibody (ANCA). 
      Korean J Dermatol 
      2008;
      46
      :1134.
      
    
[image: image][image: image]
	
      
        Specks U, 
      
      ANCA subsets: influence on disease phenotype. 
      Cleve Clin J Med 
      2002;
      69
       Suppl 2
      :SII56.
      
    
[image: image][image: image]
	
      
        Reinhold-Keller E, 
        de Groot K, 
        Holl-Ulrich K, 
        Arlt AC, 
        Heller M, 
        Feller AC, 
        et al. 
      
      Severe CNS manifestations as the clinical hallmark in generalized Wegener's granulomatosis consistently negative for antineutrophil cytoplasmic antibodies (ANCA). A report of 3 cases and a review of the literature. 
      Clin Exp Rheumatol 
      2001;
      19
      :541.
      
    
[image: image]
	
      
        Nagashima T, 
        Maguchi S, 
        Terayama Y, 
        Horimoto M, 
        Nemoto M, 
        Nunomura M, 
        et al. 
      
      P-ANCA-positive Wegener's granulomatosis presenting with hypertrophic pachymeningitis and multiple cranial neuropathies: case report and review of literature. 
      Neuropathology 
      2000;
      20
      :23.
      
    
[image: image][image: image]
	
      
        Leavitt RY, 
        Fauci AS, 
        Bloch DA, 
        Michel BA, 
        Hunder GG, 
        Arend WP, 
        et al. 
      
      The American College of Rheumatology 1990 criteria for the classification of Wegener's granulomatosis. 
      Arthritis Rheum 
      1990;
      33
      :1101.
      
    
[image: image][image: image]
	
      
        Minnee RC, 
        van den Berk GE, 
        Groeneveld JO, 
        van Dijk J, 
        Turkcan K, 
        Visser MJ, 
        et al. 
      
      Aortic aneurysm and orchitis due to Wegener's granulomatosis. 
      Ann Vasc Surg 
      2009;
      23
      :786.
    
[image: image][image: image]
	
      
        Vandergheynst F, 
        Goldman S, 
        Cogan E, 
      
      Wegener's granulomatosis overlapping with Takayasu's arteritis revealed by FDG-PET scan. 
      Eur J Intern Med 
      2007;
      18
      :148.
      
    
[image: image][image: image]
	
      
        Carels T, 
        Verbeken E, 
        Blockmans D, 
      
      p-ANCA-associated periaortitis with histological proof of Wegener's granulomatosis: case report. 
      Clin Rheumatol 
      2005;
      24
      :83.
      
    
[image: image][image: image]
	
      
        Durai R, 
        Agrawal R. 
        Piper K, 
        Brohi K, 
      
      Wegener's granulomatosis presenting as an abdominal aortic aneurysm: a case report. 
      Cases J 
      2009;
      2
      :9346.
    
[image: image][image: image]





[image: Figure F1 ]Figure 1


  An intradural and extramedullary mass (white arrow) at the lower cervical to upper thoracic spine area was shown in the sagittal T2-weighted spinal magnetic resonance images taken 5 months before the Wegener's granulomatosis diagnosis (A), at the diagnosis (B), and 9 months after immunosuppressive treatment (C). The T2 high signal intensity changes in the spinal cord are suggestive of myelopathy secondary to cord compression.
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  A chest computed tomography scan showed localized wall enhancement with peripheral onion-shaped density at the aortic arch level (A). This abnormally enhanced lesion was much improved after 9 months of immunosuppressive treatment (B).
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  Coronal and axial T2-weighted brain magnetic resonance images revealed enhancement and thickening of the meninges (white arrows) at the left frontoparietotemporal convexity and left petrous area at diagnosis (A) and 9 months after treatment (B).
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  Histopathology of the dural biopsy showed necrotizing granulomatous inflammation and infiltration of plasma cells and lymphocytes (A, hematoxylin and eosin, ×200). Immunohistochemical staining for an endothelial cell marker (CD31) revealed a damaged vessel with an obliterated lumen surrounded by granulomatous inflammation (B, ×400).
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