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Medicine 
Hughes-Stovin Syndrome 

M Kindermann et all. Images in Cardiovascular Circulation. 2003;108:e156

 



Jung Tae Kim, Tae Yun Oh *, Woon Ha Chang  Eur J of Cardio-thorac Surgery 31 (2007) 561—562 



THE HUGHES-STOVIN SYNDROME
The ethiology of Hughes-Stovin syndrome is still unknown:

• Infections
• Angiodysplasia
• Genetic
• Environmental
• Immunological
• Endothelial



Ethiology
Infectious agents involved theory 

Umair and Taimur Orphanet J. Rare Dis. 6 (2011) 15



Ethiology
Angiodysplasia theory

Umair and Taimur Orphanet J. Rare Dis. 6 (2011) 15

structural changes in brochial artery impaired the 
provision of adequate nutrition to the pulmonary artery 
trought the vasa vasorum

these events led to inflammation, damage to the elastic 
tissue  and aneurysm creation

The occlusion of the pulmonary arteries causes increased 
flow and pressure in the bronchial artery wich predispose 
to the formation of bronchial artery aneurysm



Genetic

Ortiz-Fernández1 and  Sawalha ,Front Med 2021; 8: 625710.

Ethiology

https://pubmed.ncbi.nlm.nih.gov/?term=Ortiz-Fern�ndez%20L%5BAuthor%5D
https://pubmed.ncbi.nlm.nih.gov/?term=Sawalha%20AH%5BAuthor%5D
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7907152/


Genetic
Human Leukocyte Antigen (HLA) B51
prevalance

Pat n° 4800
Contr n° 16289

Ethiology

 de Menton all Arthritis Rheum  2009 Oct 15;61(10):1287-96.

HLA-B51/B5 and the risk of Behçet's disease: a systematic review and meta-
analysis of case-control genetic association studies



Genetic perspective
• It is perhaps not too distant in the 

future that data obtained from large-
scale genetic studies can be routinely 
applied to health care of individual 
patients. Nevertheless, there is still 
much to be learned about the genetics 
of Behcȩt’s disease and, importantly, 
how the associated genetic variants 
lead to pathogenic consequences 
predisposing to the disease  

Ortiz –Fernandez and Sawalha, Frontiers in Medicine Feb 2021; 8: 1-12 
 



Ethiology

• Environmental



Materials and methods

• Period in which patients were considered 1911-2020
• Period in which paper was selected 1957-2020
• Paper selected 57
• Paper excluded   7   (Insufficient data or repeated cases)
• Patients n° 40
• Classification for geographic site:

• 5  case
• 3-5 cases
• < 3 cases



GEOGRAPHICAL DISTRIBUTION

Number of confirmed cases of HSS reported by geographic area.



THE HUGHES-STOVIN SYNDROME
The ethiology of Hughes-Stovin syndrome is mutifactorial

Infections

Angiodysplasia

Genetic

Environmental

Immunological

Endothelial

Hughes-Stovin/BD



TREATMENT

• IMMUNOSUPPRESSION

• SURGICAL RESECTION OR ENDOVASCULAR TREATMENT OF  
HIGH-RISK LESIONS

• Lobectomy, Segmentectomy
• Pneumectomy
• Ligature of carotid false aneurysm and posterior tibial 

artery
• Exeresis of pulmonary mass
• Repeated embolization of bronchial artery
• Resection of pulmonary aneurysm
• Lung transplantation
• Embolization of pulmonary aneurism or bronchial 

artery
• Chest drainage
• Atrial mass removal

• THE USE OF ANTICOAGULANTS IS STILL DEBATED IN HSS



A)  Preoperative image CT MIP and 
SSD reconstruction showing 
pulmonary aneurysms: patent right 
great aneurysm and little left 
aneurysm (yellow arrows)
B) Intraoperative selective 
angiography confirming the non-
ruptured aneurysm and successful 
coil embolization (brown arrow) with 
aneurysm exclusion   
C) Postoperative image CT MIP and 
SSD reconstruction showing 
complete right aneurysm exclusion 
(red arrow) and unmodified left 
aneurysm (blue arrows)



Managment protocol of PAA in BD 
according to degree of hemoptysis and presenting clinical condition: 

open surgery and endovascular treatment

Journal of Surgery 16:4; 2020 Abd Alkader



CONCLUSION

• Further functional studies can be prioritized to relevant cell types 
involved to elucidate the molecular effects of disease- associated 
genetic variants 

• A complete understanding of the genetic contribution to the 
development of Behcȩt’s disease, the pathways and cell types 
involved, and the resulting functional disturbances, will help to 
achieve better management strategies in this complex disease. 

• New therapeutic options make treatment less invasive lead to better 
prognosis, in multisciplinary approach.
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