
J o u r n a l  o f  R h e u m a t i c  D i s e a s e s
V o l .  2 1 ,  N o .  6 ,  D e c e m b e r ,  2 0 1 4
http ://dx.do i.o rg /10 .4078/jrd .2014 .21 .6 .311

□ Case Report □

311

＜Received：June 15, 2013, Revised (1st：November 23, 2013, 2nd：December 12, 2013), Accepted：January 3, 2014＞
Corresponding to：Wan-Hee Yoo, Division of Rheumatology, Department of Internal Medicine, Chonbuk National University 
Medical School and Research Institute of Clinical Medicine of Chonbuk National University Hospital-Chonbuk National University,
San 2-20 Geumam-dong, Deokjin-gu, Jeonju 561-180, Korea. E-mail：ywhim@jbnu.ac.kr

pISSN: 2093-940X, eISSN: 2233-4718
Copyright ⓒ 2014 by The Korean College of Rheumatology
This is a Free Access article, which permits unrestricted non-commerical use, distribution, and reproduction in any medium, provided the original work is properly cited.

A Case of Behçet's Disease with Both Esophageal and 
Pharyngeal Ulcers Successfully treated with Steroid and Sulfasalazine

Ha Yong Yoon, In Jin Cho, Hyun Lee, Yun Jung Choi, Won Seok Lee, Wan-Hee Yoo

Division of Rheumatology, Department of Internal Medicine, Chonbuk National University Medical School 
and Research Institute of Clinical Medicine of Chonbuk National University Hospital-Chonbuk National 

University, Jeonju, Korea

Behçet's disease is a heterogeneous disease that involves 

variable organ systems. Gastrointestinal Behçet's disease 

is rare and it generally affects the terminal ileum with 

propagation toward the cecum and ascending colon. 

Therefore, esophageal ulcer associated with Behçet's dis-

ease has not been reported frequently. We report an un-

usual case of Behçet's disease associated with both esoph-

ageal and pharyngeal ulcers. A 64-year-old man was ad-

mitted for an evaluation of pharyngeal and substernal dis-

comfort sustained for 3 months. He had no underlying 

chronic disease; however, he suffered from recurrent oral 

and genital ulcers for 20 years and had folliculitis-like skin 

lesions on the face, scalp and trunk. He was diagnosed 

with Behçet's disease and gastroesophageal fiberscopy re-

vealed deep ulcers on both the pharynx and upper 

esophagus. Esophagopharyngeal ulcers were successfully 

treated with prednisolone, colchicines, dapsone, and 

sulfasalazine. 
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Introduction

 Behçet's disease (BD) is a heterogeneous disorder with vari-

able involvement of many organ systems, mainly including 

mucocutaneous, articular, vascular, ophthalmological and gas-

trointestinal systems. Gastrointestinal BD has been reported to 

be rare and mainly affects the terminal ileum, cecum, and as-

cending colon. Esophageal involvement of BD is much rarer 

and mainly reported in Japan (1). Among cases of gastro-

intestinal BD reported in Korea, only 8.7% showed esoph-

ageal ulcers (2).

 Gastrointestinal BD has been reported to be difficult to treat 

and resistant to conventional medication against BD, including 

5-aminosalicylic acid (5-ASA), systemic corticosteroids, and 

immunosuppressive agents (3). Serious complications such as 

strictures, bleeding, perforation, or fistulas have been reported 

especially in esophageal ulcers (2). In some reports, in-

fliximab, anti-tumor necrosis factor alpha monoclonal anti-

body, wsa recommended for the treatment of resistant in-

testinal BD (3,4).

 We here present an unusual case of BD associated with both 

esophageal and pharyngeal ulcer treated successfully with pre-

dnisolone, colchicines, dapsone, and sulfasalazine.

Case Report

 A 64-year-old man was admitted for the evaluation of phar-

yngeal and substernal discomfort sustained for 3 months. He 

had no underlying chronic disease including diabetes, hyper-

tension, hepatitis, and tuberculosis. He was non-smoker and 

has no history of alcohol and drug abuse. He has not been 

exposed to any irradiation therapy or operation. He has no 

familial history related to specific diseases including con-

nective tissue disorder, vasculitis, and ulcerative disease of 

gastrointestinal systems. However, he has suffered from re-

current oral and genital ulcers for 20 years. At admission, 
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Figure 1. Pharyngeal (A) and 

esophageal (B) ulcers in Behcet's 

disease.

Figure 2. Histopathologic findings 

of ulcer lesion (A) ×200, (B) 

×100.

blood pressure of 110/76 mmHg, body temperature of 36.9oC, 

pulse rate of 72 beats/min and respiratory rate of 20 

breaths/min were checked. There were multiple oral ulcers on 

tongue and lip with multiple folliculitis-like skin lesions on 

face, scalp and trunk. Laboratory test revealed white blood 

cell (WBC) of 6.1×103/mL, Hb of 13.5 g/dL and platelet of 

2.7×105/mL. Erythrocyte sedimentation rate (ESR), CRP, and 

blood chemistries were within normal limit. HLA-B51, auto-

antibodies and tests for viral infections including CMV, EBV, 

HSV, and HIV were all negative. Gastroesophageal fiberscopy 

revealed multiple, deep ulcers with distinct border and irregu-

lar base on pharynx and upper esophagus (Figure 1A and 1B) 

without specific lesion on stomach except atrophic gastritis. 

Histopathologic finding of ulcerative lesions showed non-

specific inflammation, excluding other possible etiologies ex-

cept BD (Figure 2).

 There were no specific abnormal findings on entire colon at 

colonoscopy (not shown here). A diagnosis of BD was made 

with characteristic clinical symptoms, including recurrent oral, 

genital ulcers, folliculitis and positive Pathergy test. He had no 

history of recent infections (virus, bacteria and Candida albi-

cans), radiation, ingestion of corrosive substances, certain pills, 

and Crohn's disease. Thus he has been treated with prednisolone 

(0.5 mg/kg, 30 mg), colchicines, dapsone, and sulfasalazine. 

Discussion

 We here present an unusual case of BD associated with esoph-

ageal and pharyngeal ulcers which were successfully treated 

with prednisolone, colchicines, dapsone, and sulfasalazine.

 BD is a heterogeneous disorder with variable involvement of 

many organ systems, mainly including, mucocutaneous, artic-

ular, vascular, ophthalmological and gastrointestinal systems. 

Gastrointestinal BD has been reported to be rare. The terminal 

ileum, cecum, and ascending colon are mainly affected by 

gastrointestinal BD (5) and esophageal involvement covers be-

low 10% of gastrointestinal BD (2). To our knowledge, less 

than 40 cases have been reported to be associated with esoph-

ageal ulcers in English literatures (6-12). Most of the cases 
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were reported in Japan. 

 Gastrointestinal BD is difficult to treat and serious complica-

tions such as strictures, bleeding, perforation, or fistulas have 

been reported especially in esophageal ulcers (2). Typical 

symptoms suggesting gastrointestinal BD includes abdominal 

pain, diarrhea, and melena. Therefore, early detection of 

esophageal ulcer through gastroesophageal fiberscopy might 

be delayed in BD patients with simply poor oral intake or sub-

sternal chest discomfort. 

 In this case, ulcers were found in both pharynx and upper 

esophagus (Figure 1), whereas the esophageal ulcers of BD pa-

tients locate mainly in the middle or lower esophagus (11). 

Gastrointestinal BD has been reported to be difficult to treat and 

resistant to conventional medication against BD, including 

5-aminosalicylic acid (5-ASA), systemic corticosteroids, and im-

munosuppressive agents (3). We decided to treat esophagophar-

yngeal ulcers with empirical medication including prednisolone, 

colchicin, dapsone and sulfasalazine. Symptom was dramatically 

improved within a few weeks following the start of medication. 

 To prevent severe complications including perforation or fistu-

la, it is critical to diagnose gastrointestinal BD earlier and treat 

properly. It can be successfully treated with empirical trial of 

both salazosulfapyridine and steroids. 

Summary

 Our case suggests following clinical implications. In patients 

not diagnosed with BD, BD should be considered as the differ-

ential diagnosis for newly detected esophageal ulcers, especially 

when it is recurrent despite of conventional treatment for ulcers. 

In case of BD patient, early gastroesophageal fiberscopy should 

be recommended even for atypical upper gastrointestinal symp-

toms or signs. 
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