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ABSTRACT

RDD (Rosai Dorfman Disease) also called as sinus histiocytosis with massive
lymphadenopathy is a rare, self-limiting disorder. Extra nodal RDD involving the thyroid
gland is very rare and only seven cases have been reported till date in the literature and ours
is the second case to be diagnosed by FNAC. RDD shows female predominance. We present
a case of RDD involving the thyroid in a 24 year female who presented with midline neck
swelling. CT scan neck showed a large lobulated mass involving the right lobe of thyroid
gland along with enlarged multiple right level 1l lymph nodes. FNAC from thyroid and
cervical lymph node revealed histiocytes showing emperopolesis,lymphocytes and plasma
cells. Hence we conclude that FNAC useful diagnostic procedure for RDD involving thyroid,
as it can avoid thyroidectomy.
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INTRODUCTION

RDD (Rosai Dorfman Disease) also called as sinus histiocytosis with massive
lymphadenopathy was first described by Rosai and Dorfman in 19691. RDD more frequently
affects children, adolescents and young man2. The most common presentation is painless
cervical lymphadenopathy. Extranodal sites of involvement such as skin, brain, pericardium,
scrotum, bone, eyes, upper respiratory tract, breast, heart, thyroid etc have also been
described.3-9 Exact etiology and pathogenesis of RDD are not fully understood. Few RDD
cases were associated with HIV infection has been mentioned in the literature. Some viruses
like EBV (Epstein Barr Virus), Human Herpes Virus 6 (HHV6) have been suggested to be
the causative agents of RDD but concrete evidence is still lacking10,11. Till date only seven
cases of RDD involving thyroid gland has been reported in the literature to best of our
knowledge with ours being the eight case.
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CASE REPORT

We present a case of 24 years old female who presented with midline neck swelling which
suddenly increased in size. USG neck showed a SOL in right lobe of thyroid measuring
3.4x1.8mm. CT scan of neck revealed a large lobulated, non-calcified mass lesion measuring
60x46mm involving the right lobe of thyroid, suggestive of neoplastic lesion with few
enlarged right sided level Il lymph nodes. Hematological investigations revealed hemoglobin
of 9.4 gm/dl and ESR-66mm/hr. Following which an FNAC was conducted from thyroid
gland and lymph node, which showed mixed population of lymphocytes, plasma cells and
histiocytes. The histiocytes showed low N:C, bilobed and trilobed nucleus with abundant
cytoplasm with occasional emperopolesis. Hence the diagnosis of Sinus hstiocytosis with
massive lymphadenopathy was suggested. Patient was treated with oral corticosteroids and
has been showing response to the therapy.

1.midline neck swelling 3. FNAC thyroid - histiocytes showing
emperopolesis, lymphocytes and plasma
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2. large lobulated mass involving the
right lobe of thyroid gland

4. FNAC thyroid showing emperopolesis
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5. The histiocytes show low N:C, bilobed and trilobed nucleus with abundant cytoplasm
~ with occasional emperopolesis
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DISCUSSION

RDD is a rare disease involving the lymph nodes. Extranodal RDD is found in 40% of the
patients, thyroid involvement has been extremely rare. Only seven cases of RDD involving
the thyroid gland have been reported in the literature. These cases were misdiagnosed
radiologically as neoplastic in origin as was seen in our case. All the seven reported cases
occurred in female with a mean age of 56.3 years.120urs was a young female who was
diagnosed radiologically as neoplastic thyroid lesion. Patient had anemia with increased
erythrocyte sedimentation rate. On cytological examination of RDD shows numerous large
histiocytes with abundant pale cytoplasm. Emperopolesis has been described as the
diagnostic features of RDD, while lymphocytes, plasma cells and neutrophils are
characteristically seen in the background.12-15 The histiocytes show positive staining for S-
100, CD14, CD11c, CD23, CD33 and CD68 antigens in the cytological smears.

RDD involving the thyroid should be differentiated from undifferentiated carcinoma,
Langerhans cell histiocytosis, thyroididts and lymphoma.16,17 In undifferentiated thyroid
carcinoma there are highly pleomorphic cells with hyperchromatic nuclei along with
neoplastic spindle cells. Lymphoma shows diagnostic Reed Sternberg cells which are absent
in RDD. Thyroiditis shows multinucleated giant cells along with reactive thyroid follicular
cells. Langerhan cells have grooved nuclei with eosinophils in the background.

CONCLUSION

RDD is a disease treated with corticosteroids; hence diagnosis of RDD by fine needle
aspiration can avoid unnecessary surgery. To best of our knowledge only one case of RDD
involving the thyroid has been diagnosed by FNAC, thus ours being the second case.
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