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Abstract
Rosai Dorfman Disease is a rare non-neoplastic disorder of unknown etiology presenting with painless massive cervical 
lymphadenopathy and/or extranodal involvement with a benign course. The challenge lies in diagnosis and deciding the 
best course of treatment as standard treatment guidelines are currently lacking.Oral steroid therapy, chemotherapy and ra-
diotherapy have been advocated as therapeutic options with limited supporting evidence, each with their potential adverse 
effects. We present the case of a young male child with bilateral massive cervical lymphadenopathy who we diagnosed as 
RDD and treated with oral steroids. The challengein our case wasreaching a diagnosis and adjusting the dosage and dura-
tion of oral steroid therapyas evidence for appropriate titration of therapy is still lacking. He suffered from adverse effects 
of prolonged steroid therapy, requiring repeated change in course of management. Currently, he is on close follow-up with 
reversal of side effects and complete resolution of symptoms. 

Keywords : Rosai Dorfman Disease; Massive Cervical Lymphadenopathy; Bull Neck, Moon Facies; Sinus Histiocytosis

Introduction
Sinus histiocytosis with massive lymphadenopathy, also known 
as Rosai-Dorfman disease (RDD) was described first by Rosai 
and Dorfman in 1969. It is a rare and non-neoplastic histiocytic 
proliferative disorder ofunknown etiology, with a childhood 
predilection [1]. Although it resembles malignant disorders in 
appearance,its clinical course is predominantly benign albeit 
unpredictable.1Bilateral painless cervical lymphadenopathyis 
the most common presentation though extra-nodalmanifesta-
tions are also reported. The diagnosis is difficult due to non-
specific pathological findings and requires a high index of sus-
picion. A variable response to steroids and chemotherapeutic 
drugs has been described in literature however clear guidelines 
for optimum treatment are lacking [2,3]. We present a case re-
port of a two years old child diagnosed with RDD, treated with 
long term oral steroid therapy. Dose adjustment posed a unique 
challenge as the child developed significant side effects of 
treatment.However, with prolonged and controlled oral steroid 
therapy, we could achieve complete resolution of symptoms 
and regression of side effects.

Case Report
A two yearsold boy was brought to our outpatient services 
(Otorhinolaryngology department) with the complaint of mul-
tiple bilateral neck swellings for last 6 months which were 
painlessand progressively increasing in size. There was no 
history of weight loss, fever and difficulty in swallowing or 
breathing or nasal complaints. On examination, there were 
multiple, mobile,discrete, non-tender bilateral lymph nodes at 
level II, III, IV and V, the largest measuring 4x3 cm.

Figure 1: Clinical image of the child showing cervical lymph-
adenopathy.

https://dx.doi.org/10.46998/IJCMCR.2020.06.000142


 ijclinmedcasereports.com                                                                                                                                           Volume 6- Issue 4

2Citation: Kaushal D*, Verma AK, Sharma V, Elhence P and Kumar P. Rosai Dorfman Disease: Bull Neck Versusmoon Facies: A balancing Act? A 

Diagnostic and Therapeutic Dilemma. IJCMCR. 2020; 6(4): 003
DOI: 10.46998/IJCMCR.2020.06.000142

Investigations showed raised leucocyte counts(37310/cu. mm), 
erythrocyte sedimentation rate (70 mm in the first hour) and 
CRP (95.4 IU/ml).An ultrasonographic evaluation of neck 
showed multiple enlarged hypo to anechoic lesions on both 
sides of the neck, suggestive of cervicallymph nodes. Ultra-
sound abdomen did not show any mesenteric lymphadenopa-
thy.FNAC (Fine Needle Aspiration Cytology) from lymph 
nodesshowed a polymorphous population of small and large 
lymphocytes with few uninucleate and binucleate histiocytes 
exhibiting emperipolesis. The presence of reactive lymphoid 
hyperplasia with histiocytosis and focal emperipolesis was 
suggestive of a diagnosis of RDD (Figure 2a).He was also sub-
jected to excisional biopsy from the lymph node elsewhere for 
which we did a slide review. Immunohistochemistry showed 
strong positivityfor S100 protein (Figure 2b) and negativity for 
CD1a (Figure 2c).

Figure 2a: H&E staining showing mature lymphoid tissue 
within large histiocytes (emperipolesis).

Figure 2b: Histopathological image showing strongly positive 
S 100 stain on Immunohistochemistry.

Figure 2c: Histopathological image showing CD1a negative 
staining on Immunohistochemistry.

ZiehlNeelsen (ZN) staining revealed noacid-fast bacilli. Thus, 
the diagnosis of Rosai-Dorfman Disease was established. The 
child was started on oral steroids(Tablet Prednisolone 0.5mg/
kg) in consultation with pediatrician for six weeks with good 
clinical response. The dose was then tapered (Tab Prednisolone 

0.25 mg/kg) over another 6 weeks and treatment was stopped.  
After a month, the child again developed bilateral cervical 
lymphadenopathy.He was started on low dose oral steroid (Tab 
Prednisolone 0.25 mg/kg/day) therapy for 3 months which was 
tapered slowly over the next 3 months. With continuous steroid 
therapy, the child developed moon facies (Figure 3a).

Figure 3a: Clinical image of the child showing development of 
Moon facies due to prolonged steroid therapy.

After 6 months, treatment was stopped and he was kept on 
close follow up.At the end of one steroid free year, the child 
remains asymptomatic with complete resolution of side effects 
(Figure 3b).

Figure 3b: Clinical image showing complete resolution of 
symptoms as well as side effects

Discussion
The most common presentation of Rosai Dorfman Disease is 
painless massive cervical lymphadenopathy (bull neck) [1]. It 
may involve extranodal organs such as the central nervous sys-
tem [4],orbit [5], skin [6] and may mimic malignancy which 
further complicates the diagnosis and management. It may 
also be associated with intermittent fever, malaise andweight 
loss. It shows childhood predilection but can present at any 
age [3]. Diagnosis is confirmed only with histopathological 
examination and immunohistochemistry, characterized by the 
abundance of large foamy histiocytes with emperipolesis along 
with plasma cells [7]. The clinical course is unpredictable and 
diverse, usually benign and resolves spontaneouslybut can 
be very aggressive in nature and can even lead to death [8]. 
Reasons for the aggressiveness or spontaneous remission are 
unknown.In this young child, there was no spontaneous re-
mission of cervical lymphadenopathy. After histopathological 
confirmation, oral steroids were started and there was a dra-
matic disappearance of lymphadenopathy. However, as the 
steroids were tapered and stopped, the symptoms again flared 
up, necessitating the continuation of treatment. Various treat-
ment modalities, for example, chemotherapy (Vinca alkaloid, 
an alkylating agent and corticosteroid) and radiotherapy have 
been tried with variable success rates [2]. Nevertheless, litera-
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ture is inadequate to support the use of either. This observation 
prompted us to continue the steroids after dose titration to the 
lowest dose possible. After a year of stopping steroid therapy, 
the child remains asymptomatic and free of side effects.

Conclusion
The diagnosis of RDD is challenging due to its varied clini-
cal course, as well as nonspecific histopathological appearance 
andrequires good coordination between the clinician and pa-
thologist. However, trickier than the diagnosis is the treatment 
owing to lack of sufficient evidence to support the various 
existing therapeutic modalities.Steroids can be considered as 
an effective and safe treatment option with fewer side effects 
under controlled dosage and proper follow up. 
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