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What’s this weird mush around the aorta ?

Stéphane Abramowicz, MD
Service d’Allergologie et Immunologie Clinique, Hôpitaux Universitaires de Genève, Genève, Suisse

28th Course : Allergology and Immunology Update – January 24, 2026 – Interlaken

Case Presentations 3 : Clinical Immunology
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Case presentation : Periaortic lesion

Oncologis
t

Any ideas ? 
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Case presentation

Social history :
• Born in Switzerland
• Parents of Indian origin
• Computer scientist
• Travels for work a lot
• No pets

Substance use history :
• Smoking : 10 pack-years,
• Alcohol : X
• Drugs : X
Allergies :
• Aspirin : Skin reaction, no work-up
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Case presentation : Past medical history

PMH :
• Seminoma, left testicle (2023)

§ 2.2023 : Radical orchiectomy R0. Pure seminoma. Follow-up.
§ 3.2024 : Two left para-aortic retroperitoneal LN on abdominal CT.
§ 4.2024 : Combined radiochemotherapy (Carboplatin, 30 Gy).

• Chronic lower back pain (2000)
• Recurrent cystic skin lesions (2011)
• Warthin’s tumor, right parotid gland (2024)
• Migraine (date unknown)
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Case presentation : Family history

FMH :
• Lung cancer in father
• Psoriasis in sister, brother, nephews
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Case presentation : History of present illness

HPI :
• 12.11.2024 : Thoraco-abdominal CT

§ Not typical for inflammatory involvement 
because hemicircumferential
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Case presentation : History of present illness

HPI :
• 25.11.2024 : PET/CT

§ SUVmax 11.2
§ No other detectable sites of vascular involvement
§ Complete regression of the two hypermetabolic LN
§ A neoplastic cause seems unlikely
§ Differential : IgG4-RD? Vasculitis? CTD? Other?
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Case presentation : Review of systems

ROS :
• Patient paucisymptomatic

§ No general symptoms
§ Cariac/respiratory : occasional chest tightness 
§ GI symptoms : recurrent oral aphthosis
§ Skin : cystic lesions on cheeks, behind ears
§ Joints : chronic lower back pain, induced by cold, after exercise. No 

morning stiffness. Diagnosis of Scheuerman disease in 2004.
§ No urinary, neurological, ocular or ENT symptoms
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Case presentation : Physical exam

PE :
• Appears well, alert and oriented, vital signs stable and within normal limits
• Regular heart rate and rhythm, no murmurs
• Lungs clear to auscultation bilaterally
• Abdomen soft, non-tender, non-distended
• Normal peripheral pulses
• Normal neurologic exam
• No pain on lumbar spine percussion
• Cystic scarring in cervical region 
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Work-up

§ ANA, anti-ENA, ANCA, RF, anti-CCP negative 
§ IgG4 0.53 g/L
§ Plasmablasts 3550 cells/mL
§ Serum immunofixation normal
§ C3 normal, C4 0.38 (N<0.34)

§ Negative blood cultures (aerobic, anaerobic)
§ QuantiFERON negative
§ Brucella, Coxiella, Syphilis negative
§ HIV, HBV, HCV negative

§ ESR 35 mm/h
§ No cytopenia
§ CRP 12 mg/L
§ SAA 21.9 mg/L

§ Normal creatinine
§ ALP 1.5x ULN
§ Normal SPEP
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§ Doppler US of temporal, common carotid, and axillary arteries 
(1.2025):
§ No wall thickening or sign of vasculitis

Work-up : Radiology
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Work-up : Tissue sampling

§ US-guided transesophageal periaortic fine-needle aspiration 
(3.2025): 
§ Cylindrical cells, squamous cells, lymphocytes, and blood
§ No cells suspected of malignancy

Representative of the lesion ?
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6 months go by…
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Case presentation : History of present illness

HPI :
• Patient really symptomatic

§ Fever (39.5°C), chills, weight loss 8 kg in 6 weeks
§ Loss of appetite, fatigue, night sweats
§ Oppressive chest pain in the evenings
§ Rest unchanged
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Work-up : Repeat PET/CT

11.2024 6.2025
§ Mediastinal and retrocrural LN suggesting 2ary

malignant lesion 
§ Primary inflammatory process unlikely
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Work-up : Standard labs
§ ESR 88 mm/h
§ Inflammatory anemia Hb 90 g/L
§ No leukocytosis
§ Thrombocytosis 428 G/L
§ CRP 123 mg/L
§ No renal involvement
§ ALP 1.5x ULN, GGT 2x ULN
§ Ferritin 700 ug/L
§ Urinalysis unremarkable
§ Repeat blood cultures negative (aerobic, anaerobic, mycobacteria)
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Work-up : Periaortic biopsy

§ Thoracoscopic periaortic biopsy (7.2025) :
§ Myofibroblastic proliferation without high-grade atypia
§ Prominent inflammation
§ No evidence of seminoma
§ No evidence of lymphoma
§ ALK negative inflammatory myofibroblastic tumor ?
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30.7.2025
Prednisone 1 mg/kg from 12.7.2025

Treatment

3.6.2025
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What is the diagnosis ?

1

2

3

4

Steroid-sensitive periaortic myofibroblastic inflammatory tumor

Erdheim-Chester disease with superinfection by Brucella

Spondyloarthritis-associated periaortitis

Tertiary syphilis with falsely negative TPHA
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If we go back to the history…

• Chronic lower back pain (2000)
• Family history of psoriasis
• Pain controlled by ecofenac
• Morning stiffness 2-3 hours
• No uveitis, psoriasis, dactylitis, colitis
• HLA-B27 negative

Anterior spondylitis D12-L3
Bilateral sacroiliitis
Parasyndesmophytes
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Final diagnosis

Spondyloarthritis-associated periaortitis
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1. Inflammatory myofibroblastic tumor

• Rare mesenchymal neoplasm 
• [myo]fibroblasts, inflammatory infiltrate

• Children, young adults

• Lungs, abdomen, retroperitoneum

• 50-80% kinase gene fusions (ALK gene +++)

• Surgery + ALK inhibitors in ALK-positive cases

Choi. Cancers. 2025
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2. Aortitis and periaortitis
• Aortitis

• Aortic wall inflammation (GCA, TAK)

• Periaortitis
• Inflammation extends to periaortic tissue (IgG4, IRF)

• Nonspecific symptoms or vascular complications

• Histopathology = gold standard

• Management depends on etiology

• Monitoring essential (relapse, progression)

Kadian-Dodov et al. JACC. 2022
Hernandez Mateo et al. Poster. ECR 2018

and Periaortitis

lymphoma +++, metastatic lung or esophageal carcinoma
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3. Spondyloarthritis-associated periaortitis

• Rare extra-articular manifestation 

• Aortic valvulitis, AVB, inflammatory aneurysm

• Asymptomatic or compressive effects

• Periaortic thickening and fibrosis, inflammation

• Corticosteroids +/- additional IMT (+/- surgery)

Palazzi et al. Joint Bone Spine. 2011
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