
 

 

BEHCET’S DISEASE 

 

Left panel: “The Mirror”, oil on canvas, John William Godward, 1899. Upper right 

panel: Frau Mauro World Map, 1459, parchment on wooden frame. Biblioteca Nazionale 

Marcianna, Venice. Lower right panel: central Asian Buddhist Monks. 9th Century 

fresco, Bezeklik grottoes (Uighurian: “Place, where images are”, Chinese: Qian Fo 

Dong “Thousand Buddhas Caves”) Tarim Basin, China. 

 



“The Seres are famous for the woolen substance obtained from their forests; after a 

soaking in water they comb off the white down of the leaves… So manifold is the labour 

employed, and so distant is the region of the globe drawn upon, to enable the Roman 

maiden to flaunt transparent clothing in public”  

 

Pliny the Elder, The Natural History, 77 A.D 

 

The mysterious material from the fabulous lands of the “Seres” that so outraged Pliny 

the Elder, was silk. It came to Rome via the mystical “Silk Road” from the lands of the 

“Seres”, the Chinese. So distant and mythical were these lands it was believed that they 

lay at the very edge of the world, no Roman had ever been there, no Seres had ever 

reached Rome. Fabulous goods were exchanged between these two worlds via 

innumerable intermediary tribes. The span of the Silk Road was so vast however that 

neither civilization knew anything remotely accurate about the other. Pliny for example 

thought that the silk was harvested from trees. From the east came wondrous luxuries 

such as jade and spices, but what electrified the Roman women above all else however 

was silk. During the first century AD the Roman women’s appetite for silk grew ever 

more insatiable and their wearing of it in the very streets ever more alluring, much to the 

disgust of Pliny the Elder. Seneca the younger, in his “Declamations” thought the new 

fashions were getting quite out of hand, “…I can see clothes of silk, if materials that do 

not hide the body, nor even one’s decency, can be called clothes…Wretched flocks of 

maids labour so that the adulteress may be visible through her thin dress, so that her 

husband has no more acquaintance than any outsider or foreigner with his wife’s 

body…”  

 

Not all Roman men were quite as outraged as Pliny or Seneca however. On the contrary, 

vast reserves of Roman wealth left the Empire in the form of gold in order to satisfy the 

fancies of the Roman female, and also of the average Roman male one suspects. The 

more “alluring” the Roman women’s garments became, the quicker the Roman treasury 

emptied. The senate grew increasingly alarmed about the degree of gold leaving the 

Empire in exchange for “mere luxuries” and tried to reduce the trade with the unknown 

lands. When it came to gold and luxuries however there was very little that could be done 

to control the exchange. The trade between Europe and Asia across the Silk Road 

continued to flourish and grow long after the Roman Empire ceased to exist. In fact it did 

not decline significantly until the Portuguese discovered the seaward route to Asia in the 

late Fifteenth century, thus to their immense benefit, bypassing the innumerable “middle 

men” of the Silk Road. The achievement and logistics of this fabulous achievement can be 

readily appreciated from the so called Fra Mauro map produced around the year 1459 

virtually on the very eve of the Portuguese age of seafaring exploration. By this time most 

of the “old world” apart from Africa was relatively well known. The extent and 

geography of the Silk Road was finally appreciated and armed with this knowledge 

together with a far more widespread appreciation that the world was actually round, it 

dawned on the Portuguese that the sea could potentially offer an alternative route to the 

riches of the far east.   

 

Today there still exist innumerable reminders of the ancient Silk Road, in the form of 

scattered archaeological remnants along the entire length of the route. Whilst many of 

these are plain to see in the form of substantial physical structures of civilizations that 



came and went along the route, there are yet other less “tangible” legacies not quite so 

obvious. For the peoples currently inhabiting the regions along the route these take the 

form of shared aspects of cultural heritage in their art, language and customs. But this is 

not all, there also exists in many respects a more subtle heritage, a genetic one. With 

millennia of interaction of peoples along the route of the Silk Road it was inevitable that 

not only goods would be exchanged, but in many cases genetic material as well, with the 

inter-marriage between races along the route. This is especially seen in a number of the 

central Asian republics where a fascinating mix of Western European and Asian physical 

characteristics may be seen. The beginnings of this is fascinatingly demonstrated in a 

fresco that has been dated to the Ninth century in the Bezeklik grottoes near Lanzhou 

City in central China directly astride the ancient Silk Road. It depicts two central Asian 

Buddhist monks. One of the monks has a clearly Asian appearance, the other Asian, yet 

with some distinctive “European” traits including piercing blue eyes. No doubt the 

exchange of genetic inheritance from Asia into Europe was facilitated by the provocative 

silk garments of the Roman women. 

 

In the medical field a rare but interesting genetic legacy appears to have also come down 

to us from the east in the form of Bechet’s disease. An unusual condition, poorly 

understood but of presumed auto-immunologcial aetiology expressed by a genetic 

predisposition. Its epidemiologic distribution closely follows that of the ancient Silk 

Road.  

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 



BEHCET’S DISEASE 

 

Introduction 

 

Behcet’s disease (or syndrome) is named after the Turkish dermatologist Hulusi Behçet, 

who, in 1937, described a syndrome of recurrent aphthous ulcers, genital ulcerations, and 

uveitis leading to blindness. 

 

Interestingly, the syndrome appears to be more common along the distribution of the 

ancient, “Silk Road”
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, and hence it is sometimes referred to as the “silk road disease”.    

 

It is thought to be one of a family of related and overlapping rheumatic diseases known as 

the spondyloarthropathies that include: 

 

● Behcet’s syndrome 

 

● Ankylosing spondylitis  

 

● Reiter’s disease 

  

● Psoriatic arthritis 

 

● Arthritis associated with inflammatory bowel disease 

 

This group of diseases shares various characteristics including: 

 

● An association with HLA-B27  

 

● The presence of enthesitis as the basic pathologic lesion, (see below) 

 

● A familial aggregation. 

 

● Negative rheumatoid factor tests. 

 

● There is overlap between the different conditions, i.e. it is likely that more than 

 one of these conditions may be present in the same family or in the same patient. 

 

Behcet’s syndrome is characterized by the “classic” triad of 

 

● Oral lesions 

 

● Genital lesions 

 

● Ocular lesions  

 

However many other manifestations may also be seen.  

 

 



Epidemiology 

 

● The disease is uncommon 

 

● The highest incidence occurs in China, Japan and the Middle East.
 

 

● It is rare in Western European races. 

 

● Peak age incidence is 15-45 years.  

 

● An age of onset younger than 25 years is associated with a higher prevalence of 

 eye disease and active clinical disease.  

 

● Males are affected more commonly than females 

 

Pathophysiology 

 

● Behçet’s syndrome is a systemic vasculitis of unknown aetiology affecting veins 

and arteries of all sizes. 

 

● There is an association with HLA-B51. 

 

Differential diagnosis of oral and  genital ulcers includes: 

 

● Behcet’s syndrome. 

 

● Reiter’s syndrome. 

 

● Herpes infection. 

 

Clinical Features 

 

1. Constitutional symptoms 

 

● There may be non-specific “constitutional” symptoms, such as fever, 

malaise, myalgias 

 

2. Oral lesions 

 

● Oral ulceration, the hallmark of this disease, is usually the initial clinical 

symptom and can precede other manifestations by years.  

 

● They may be any shape, size or number. 

 

● They are typically painful but non-scarring.  

 

 ● At least 3 episodes in a 12-month period are considered diagnostic 

 



 ● They may be herpetiform or aphthous in nature. 

 

 

 

 

 

 

 

 

 

 

 

 

Typical appearance of an aphthous ulcer.  

(Bechet’s Disease Association Website)  

 

 ● Ulcers tend to heal within 10-14 days. 

 

3. Genital lesions 

 

 ● These are ulcers that are painful, recurring, and scarring. 

 

4. Inflammatory ocular lesions: 

 

Ocular problems range from mild to sight threatening. Both the anterior and 

posterior chambers can be involved. Severe uveitis occurs relatively commonly, 

and can lead to blindness. 

 

● Uveitis, (anterior or posterior) 

 

● Iritis. 

 

 ● Retinitis. 

 

4. Skin 

 

 ● Erythema nodosum. 

 

● Papulo-pustules. 

 

● Folliculitis. 

 

 ● Positive “pathergy” reaction:  

 

Patients with Behcet’s syndrome often show skin hypersensitivity, known 

pathergy. 

 



This is defined as a papule >2mm in diameter 24-48 hours or more after 

needle-prick. 

 

5. Vaculitis 

 

 ● Rarely neurological complications may arise, from presumed vasculitis. 

 

● There is an increased tendency for both arterial and venous thrombosis, 

 due to presumed vasculitis. 

 

6. Skeletal 

 

● Arthralgias and arthritis can occur in small or large joints.  

 

● Sacroiliitis may occur in HLA-B27 positive patients. 

 

Making the Diagnosis 

 

There is no specific test for the diagnosis of Bechet’s disease, the diagnosis is ultimately a 

clinical one. 

 

Because it may take several months or even years for all the common symptoms to 

appear, the diagnosis will often be delayed or retrospective. 

 

The American Bechet’s Disease Association lists the following criteria for diagnosis: 

 

1. Mouth sores (oral ulcers) at least three times in 12 months  

 

And  

 

2 Any two of the following:  

 

● Recurring genital sores/ulcers  

 

● Eye inflammation with loss of vision  

 

● Characteristic skin lesions  

 

● Positive pathergy (skin prick test)  

 

Investigations 

 

Blood tests: 

 

1. FBE 

 

 ● Normocytic normochromic anemia of chronic disease. 

 



 ● A leukocytosis may be seen. 

 

2. Inflammatory markers 

 

 ● ESR may be elevated. 

 

 ● CRP may be elevated. 

 

Biopsy: 

 

● Biopsy of skin or mucosal lesions may assist in diagnosis. 

 

Genetic markers: 

 

● There is an association with HLA B51 

 

Management 

 

There is sparse information on the optimal treatment for this condition. 

 

1. Referrals: 

 

● A specialist rheumatologist should be consulted in all suspected cases. 

 

● Patients with Behçet’s eye disease should be referred promptly for 

ophthalmological opinion, as this may be sight saving. 

 

2. Drug treatment 

 

The aim of treatment is to suppress inflammation and preserve organ function. As 

with all vasculitis management, the toxicity of intensive immunosuppressive and 

cytotoxic regimens must be balanced against the type and severity of organ 

involvement. This is generally best achieved in a tertiary care setting. 

 

 Drug options include: 

 

 NSAIDS  

 

 ● May be useful for joint disease 

 

 Prednisolone 

 

 ● May be useful for more active disease 

 

 Immunosuppressive agents  

 

● In particular anti-TNF agents may be considered for severe illness, 

 especially for  life threatening complications.  



 

3. Directed therapy 

 

Acute aphthous ulceration 

 

● Triamcinolone paste or oral prednisolone may be used, (See 

Rheumatology Therapeutic Guidelines for full prescribing details) 

 

Prevention of oral and genital ulcers: 

 

● Colchicine and thalidomide have been advocated, (See Rheumatology 

Therapeutic Guidelines for full prescribing details) 

 

Severe symptoms: 

 

● Other severe organ/system involvement (eg eyes, central nervous system, 

gastrointestinal tract) is managed using various immunosuppressive 

modalities under the care of the appropriate specialist. (See Rheumatology 

Therapeutic Guidelines for full prescribing details) 

 

Patient information resources 

 

● There is excellent information available at The American Behcet’s  Disease 

Association website, www.behcets.com. 

 

 

 

 

References 

 

1. Rheumatology Therapeutic Guidelines 1
st
 ed 2006 

 

2. Verity D.H. Behçet’s disease, the Silk Road and HLA-B51: historical and 

 geographical perspectives. Tissue Antigens, Volume 54 p. 213 September 1999 

 

 

Dr J. Hayes 

1 August 2007 

 


