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ABSTRACT
Langerhans Cell Histiocytosis (LCH) is a rare neoplastic disease 
of unknown etiology characterized by oligoclonal proliferation 
of langerhans cells with a varying incidence rate of 4-5.4 per 
1 million individuals. LCH occurs in localised and multifocal 
forms. LCH lesions were first described in the year 1893, they 
are composed of large histiocytes with abundant cytoplasm 
intermixed with lymphocytes and eosinophils. Diabetes 
insipidus is the most common endocrinological abnormality 
of LCH. Other manifestations such as hypothalamic/pituitary 
axis disturbance and anterior pituitary deficiency can occur 
resulting in secondary or tertiary hypothyroidism. 

Cases of LCH with isolated thyroid involvement are very rare. 
We present a case of LCH, in a 42-year-old female who had a 

nodular thyroid swelling since one and a half year with euthyroid 
status. Total thyroidectomy specimen was received with a 
clinical diagnosis of thyroid neoplasm. Histopathology revealed 
langerhans histiocytes both mononucleated and multinucleated 
with prominent nuclear grooves, accompanied by good number 
of eosinophils and lymphocytes. Histopathology diagnosis of 
LCH was given supported by IHC S-100 and CD 1a positivity. 
Since, it’s a rare entity it needs to be distinguished from its 
closer mimics non Hodgkin’s lymphoma and Rosai Dorfman’s 
disease. Treatment of choice is surgical resection, but there 
is no evidence of improved outcome on usage of adjuvant 
chemoradiotherapy for primary thyroid LCH post resection. 
So, more case reports and articles are recommended to acess 
treatment regimen for better outcome.

CASe RepoRT
A 42-year-old female presented with an indolent thyroid 
swelling since one and half year. On investigation complete 
haemogram was normal. Thyroid profile was also normal. 
Patient had no complains of diabetis insipidus. Patient had no 
history of any thyroidal pain or obstructive symptoms. Physical 
examination revealed diffuse firm, non-tender, mobile nodule 
on the left lobe of thyroid. USG showed diffuse hypoechoic 
thyroid with dimension 36x16x17 mm on the left lobe [Table/
Fig-1]. Radiologically, was diagnosed as thyroid neoplasm. 
Gross received was a thyroidectomy specimen with attached 
normal thyroid measuring 7x3x2 cm. Cut section of the 
nodule showed homogenous grey white areas. Sections 
were given from the lesion along with the normal thyroid. 
On histopathology we found characteristic morphology with 
dyscohesive mononucleated and multinucleated cells with 
moderate to abundant eosinophilic cytoplasm, irregular 
convoluted nuclei and prominent nuclear grooving admixed 
with varying proportions of eosinophils, and lymphocytes. 
There were areas showing compressed normal thyroid tissue. 
Therefore, a diagnosis of LCH of thyroid was made on the 
basis of biopsy which was further confirmed by IHC- S100 
and CD 1a positivity [Table/Fig-2-4].
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[Table/Fig-1]: USG of left lobe of thyroid showing diffuse hypoechoic 
shadow measuring 36x16x17 mm.
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[Table/Fig-2]: Thyroidectomy specimen measuring 7x3x2 cm. Cut 
section showing greyish white mass with attached normal thyroid.

[Table/Fig-3]: a) Normal thyroid with the lesion LP 100X H&E (arrow); 
b) Photomicrograph HP 400X –showing histiocytes having nuclear 
grooving (arrow) admixed with eosinophils; c) Photomicrograph HP 
400X shows presence  of  giant cells (arrow).

[Table/Fig-4]: a) Photomicrograph showing s100 positivity; b) 
Photomicrograph showing CD 1a positivity.

A follow-up study was done after four months, patient was 
clinically and radiologically normal and did not show any 
evidence of dissemination. Based on Histopathology and IHC 
findings a diagnosis of isolated Thyroid LCH was given.

DISCUSSIoN
LCH is a rare disease typically presents involving bone, 
skin, lung, lymphnodes and multiple sites [1]. However, LCH 

involving the thyroid gland is extremely rare and there are only 
few reported cases as isolated involvement of thyroid by LCH 
[2,3].

Despite recent progress, the etiology and pathogenesis of LCH 
still remains unclear. William CL et al., demonstrated that LCH 
is a clonal proliferative disorder confirming its neoplastic nature 
[4].

Thyroid involvement is more common in adults and follows an 
indolent course. Most of them present as diffuse or multinodular 
enlargement of thyroid. It’s important to distinguish isolated 
thyroid disease from multisystem disease as single organ 
involvement has better prognosis [5].

Due to such non specific presentation, it is easily confused with 
benign goiters or thyroid neoplasms. The histomorphology 
often mimicks Rosai Dorfman’s disease and NHL. In our case 
the IHC staining of S100 and CD1a positivity and CD45 (was 
negative) helped in ruling out its closest histomorphological 
disease i.e., Rosai Dorfmann’s disease and NHL. Therefore to 
arrive at correct diagnosis is quite challenging for pathologists 
as well as clinicians [6].

Papillary carcinomas has been reported to coexist with LCH  
within the thyroid gland [7]. Some cases were also  reported 
where LCH was misdiagnosed as poorly differentiated 
carcinomas of thyroid.

Ultrasound and FNAC being the first diagnostic modality for 
the work up [8], followed by biopsy and IHC by CD1a and 
S-100. The disease is usually confirmed by electron microsopy 
which shows characteristic Birbeck’s granules [9]. In our case 
HP finding and IHC using S-100 and CD 1a gave a clue to 
arrive at correct diagnosis.

Management of LCH of thyroid is controversial. Treatment of 
choice for primary thyroid LCH in adults is surgical resection 
by hemi, subtotal or total thyroidectomy where as in children 
is a combination of surgery and chemotherapy.

CoNCLUSIoN
The diagnosis of LCH in thyroid is rare and challenging and 
a definitive diagnosis of this uncommon tumour depends on 
the distinctive histomorphology and IHC. LCH is currently 
regarded as a low grade malignancy, and can proceed to a 
multisystem disease, so additional investigations like whole 
body CT, bone scintigraphy and abdominal ultrasound should 
be added to investigation protocol when LCH of thyroid is  
suspected. An early and correct diagnosis with adequate 
follow-up in these cases can lead to proper management and 
favorable outcome.
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