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Case Report

Fnac of Rosai - Dorfman Disease - Report of 5 Cases

DOI: 10.21276/AABS.2064

Introduction
FNAC are commonly done for any palpable lymph node 
and most important clinical diagnosis is either infective 
or neoplastic pathology. Rarely it may show unusual 
findings. Rosai - Dorfman Disease is a rare benign self 
limiting disorder that commonly involve lymph nodes. 
It is also referred to as sinus histiocytosis with massive 
lymphadenopathy (SHML). Mostly children and young 
adult in the second decade are affected with a slight male 
preponderance. [1,2] It mainly present as massive bilateral 
painless cervical lymphadenopathy. Extra nodal disease is 
also common, often with a particular predilection for head 
and neck region.[3] Only few cases of Rosai - Dorfman 
Disease have been reported on FNAC. Here we describe 
5 cases of lymph nodes FNAC showing features of Rosai 
- Dorfman disease.

Case Reports
Total 5 cases were included in the study of which 4 were 
males and 1 was female. The study included 2 paediatric 

patients (one was 11yr old and another was 7yr old) and 3 
adult patients( 2 patients of 18 yrs age and one of 29 yrs 
age). All patients presented with enlarged cervical lymph 
nodes ranging from 1 to 4 cm in diameter. History of low 
grade fever was present in 3 cases. No other significant 
history of weight loss or cough was present. FNAC was 
advised with a clinical impression of tuberculosis or 
lymphoma. FNAC was done in the department of Pathology 
IMS, BHU with 23 G needle. Both air dried and alcohol 
fixed smears were made and Giemsa and Papanicolaou 
stain was done. All cases showed similar morphology 
with presence of histiocytes showing emperipolesis of 
lymphocytes and plasma cells on a background of reactive 
population of lymphoid cells(Fig1A-3B). No granuloma, 
parasite, Reed- Sternberg cells, or atypical lymphoid cells 
seen. Based on these morphological features, a diagnosis 
of Rosai - Dorfman Disease was made. Histopathological 
examination was done in one case (case 1) which confirmed 
the cytological diagnosis of Rosai-Dorfman Disease
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ABSTRACT
Sinus histiocytosis with massive lymphadenopathy (SHML) is a rare non malignant histiocytic proliferative disorder of unknown etiology 
presenting with massive lymphadenopathy. These cases can often be misdiagnosed as lymphoma.Very few cases has been diagnosed on FNAC. 
Here we report 5 cases of  Rosai – Dorfman disease presenting with massive bilateral cervical lymphadenopathy. Hence FNAC is a useful and 
reliable tool for the diagnosis of Rosai-Dorfman disease due to which biopsy can be avoided in these patients0
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Tables: 
Cases Age and sex Clinical features Diagnosis

Case no 1 11 Y /M Enlarged left cervical lymph node Rosai – Dorfman Disease -on FNAC 
Histopathology

Case no 2 7 Y/M Bilateral enlarged cervical lymph node Rosai – Dorfman Disease – on FNAC

Case no 3 18 Y/F
Bilateral multiple enlarged cervical lymph node ranging 
from 1*1 cm to 5*4 cm since 2 year. History of on and off 
fever was present since 1 year

Rosai – Dorfman Disease – on FNAC

Case no 4 18 Y/M

Bilateral enlarged cervical lymph node measuring from 
2*2 cm to 3*3 cm since 2 year, history of weight loss was 
also present since one year, History of on and off fever 
was present. 

Rosai – Dorfman Disease – on FNAC

Case no 5 29Y/M Enlarged right cervical lymphnode measuring 5*4cm cm 
since 3 -4 months. History of on and off fever was present Rosai – Dorfman Disease – on FNAC
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Fig. 1A: 10 X Papanicolaou showing emperipolesis.

Fig. 2: 4 X  H & E showing  effaced nodal architecture.

Fig. 1B: 40 x Giemsa.

Fig. 3,  40 x Papanicolaou.

Discussion
FNAC is commonly done for enlarged lymph nodes. The 
diagnostic sensitivity of FNAC of lymph node is usually 
above 95% and specificity is also very high. It may be 
unguided for external lymph nodes and guided for internal 
lymph nodes . Most important differential diagnosis is 
Tuberculosis versus Malignancy (lymphoma/metastasis). 
Rarely lymph nodes may show unexpected morphology 
such as Rosai-Dorfman Disease. Most cases of Rosai - 
Dorfman Disease occur during the first or second decade 
of life. However any age group may be affected with slight 

male preponderance(3). Rosai - Dorfman Disease is a rare 
disorder of unknown etiology characterized frequently 
by spontaneous remission.(4) Theories implicating that an 
aberrant exaggerated immune response to an infectious 
agent causes proliferation of histiocytes. The presence 
of human herpes virus 6 was demonstrated by in-situ 
hybridization.[3] Relationship with klebsiella, Epstein-Barr 
virus, Brucella, or Cytomegalovirus were also suggested.
[3, 5] It primarily involves lymph nodes but extra nodal 
involvement is also seen . Other sites of involvement 
are skin, upper respiratory tract, head and neck, eyes and 
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occular adnexa, subcutaneous tissue, salivary glands, 
genitourinary tract, thyroid, breast, kidney, heart etc. It was 
first described by Destombes in 1965. [6] Later Juan Rosai 
and Ronald F Dorfman in 1969 recognized this disease 
as a separate clinicopathologic entity and coined the term 
sinus histiocytosis with massive lymphadenopathy. [7] It is 
a histiocytic disorder characterised by sinus enlargement 
with presence of histiocytes showing emperipolesis within 
histiocytes. [8, 9, 10] Histiocytes do not show any groove or 
twisted nuclei. Histiocytes show positive immunostaining 
for S-100 protein and CD 68 antigen.[3] It is a self limiting 
condition usually require no specific treatment. Although 
histological findings are well documented, there have been 
very few reports on FNAC. [11] Deshpande et al in FNAC of 
4 cases showed similar morphology with emperipolesis. [11] 

Conclusion
Here we describe 5 cases of Rosai - Dorfman Disease with 
enlarged cervical lymph nodes . Hence Rosai -Dorfman 
Disease should be included as a differential diagnosis in all 
patients presenting with enlarged lymph nodes. 
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