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Abstract

Diffuse sclerosing papillary thyroid carcinoma (DS PTC) is a relatively rare variant of papillary thyroid carcinoma. It is
characterized by distinct histological features like scattered microscopic tumor islands, diffuse sclerosis, lymphocytic
infiltration, numerous psammoma bodies, radiological features like snowstorm appearance and biologically aggressive
behavior in the form of invasion and metastasis. A preoperative diagnosis is often challenging in the absence of nodules
and scanty fine needle aspiration cytology sample. We describe a case of multifocal diffuse sclerosing variant of papillary
thyroid carcinoma in a 29 year old young male who presented with a swelling in the right side of neck of 2 month
duration in the absence of a visible thyroid swelling. Neck swelling was non tender, well defined, firm, not moving with
deglutition. Laboratory studies showed normal thyroid function, neck ultrasound revealed heteroechoic right lobe with
multiple punctate echogenic foci and enlarged right sided cervical nodes with echogenic foci, fine needle aspiration
cytology of which was consistent with metastasis from papillary adenocarcinoma. Based on the above investigations, a
total thyroidectomy with central compartment lymph node dissection and modified radical neck dissection of right side
was performed. Histological analysis revealed Multifocal Diffuse Sclerosing variant of papillary Thyroid Carcinoma.
Clinical and histological challenges usually occur when DS PTC present as diffuse thyroid enlargement, dispersed
microscopic tumor islands, extensive fibrosis, abundant lymphocytic infiltration mimicking thyroiditis and when the fine
needle aspiration cytology sample is non representative.
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INTRODUCTION histological analysis show copious inflammation and
scattered microscopic tumor islands, the pre-operative

Papillary carcinoma is the most common diagnosis of DSV PTC is challenging [3].

malignant neoplasm of thyroid gland. Diffuse
sclerosing variant papillary thyroid carcinoma (DSV

PTC) - a rare histological variant of papillary thyroid CASE REPORT
carcinoma, originally described by Vickery et al. in
1985 and was recognized as a morphological variant of
PTC by WHO in 1988 is recognized as biologically
aggressive [1]. It occurs at younger age group with a
female preponderance and has high incidence of
metastasis than conventional PTC. It is characterized by
diffuse involvement of one or both thyroid lobe with
prominent squamous metaplasia, numerous psammoma
bodies and dense sclerosis with a background of

Our case, who was a 29 year old young male
presented with a swelling on the right side of neck of 2
month duration. The swelling was painless without any
change in size. The patient did not have any unusual
palpitation, body tremor, loss of weight, loss of
appetite, and difficulty in swallowing, change in voice.
The patient had no family history of thyroid disease,
nor a personal history related to a preexisting thyroid
pathologic process or previous irradiation to neck

lymphocytic infiltration [2]. Because DSV PTC always region.

permeates the entire gland which cause diffuse thyroid

enlargement without a dominant nodule and because
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Physical examination revealed a 5 x 5 cm firm,
non-tender swelling with nodular surface in the right
side of neck at the medial margin of
sternocleidomastoid muscle and is extending upto
posterior triangle lateral to lateral margin of
sternocleidomastoid. The swelling is not moving with
deglutition. There was no midline swelling. Ultrasound
of neck revealed heteroechoic right lobe with multiple
punctate echogenic foci, heteroechoic left lobe and
isthmus with increased vascularity and echogenic foci

in enlarged right cervical lymph nodes. Serological
analysis showed normal Thyroid function. Fine needle
aspiration cytology of right sided neck swelling showed
atypical epithelial cells arranged in papillaroid clusters
with cells having moderate eosinophilic cytoplasm,
round-oval nucleus with few showing prominent
intranuclear inclusion in a background of scattered
lymphocytes. Pap smear was consistent with metastasis
from papillary adenocarcinoma. Since intranuclear
inclusions were seen, a primary in thyroid was likely.
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A) Ultrasonography- hyperechoic right lobe thyroid with multiple punctate echogenic foci. B & C) FNAC- atypical cells in
papillaroid clusters with nuclear enlargement, irregular nuclear border, intranuclear cytoplasmic inclusions

A total thyroidectomy  with  central
compartment lymph node dissection and modified
radical neck dissection was performed. The specimens
were submitted for pathological examination. Right
lobe of thyroid measures 4.5 x 2 x 2 cm, left lobe with
isthmus measures 4.5 x 3 x 2 cm. Surface of thyroid
was unremarkable. Cutting through superior pole-cut
section showed multiple grey white granular lesion
(more than 15 foci) largest measuring 1.1 x 0.7 x 0.6
cm which is at a distance of 0.6 cm from nearest
resected margin. Cut section of left lobe and isthmus
showed normal colloid filled appearance without any
nodular mass. Histological analysis of right lobe of
thyroid showed multifocal infiltrating neoplasm in

papillary, micropapillary, focal follicular and solid
growth pattern with squamous metaplasia, fibrosis,
lymphocytic infiltration with  lymphoid follicle
formation and numerous psammoma bodies. Neoplastic
cells lining papillae showed nuclear crowding,
overlapping, clearing and grooving. Capsule of the
thyroid is infiltrated by neoplasm in areas. Left lobe of
thyroid and isthmus showed colloid filled follicles of
varying size and lymphocytic infiltration with follicle
formation. A diagnosis of Multifocal Diffuse Sclerosing
Variant of papillary Thyroid carcinoma was made. The
lymph nodes (pretracheal 5/12 and right neck 4/9)
showed extensive metastasis from above neoplasm.
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A)Histopathology of DSV PTC showing papillary growth pattern (10x) B) lymphocytic infiltration with follicle formation C)
Dense sclerosis with psammoma bodies. D) Nuclear features like enlargement, crowding, overlapping and optically clear
nucleus E) Squamoid nests

DISCUSSION

We reported the case of an young male
presenting as right sided neck swelling in the absence of
a visible thyroid swelling who was postoperatively
confirmed as Multifocal diffuse sclerosing variant
papillary thyroid carcinoma. Although DSV PTC is
rare, it is important for clinician to recognize this
disease because of its diffuse enlargement and close
resemblance to hashimoto’s thyroiditis and to avoid a
misdiagnosis and mistreatment[4]. In our case thyroid
was normal looking prior to surgery with a normal
thyroid function and it is only after thyroidectomy that
multiple foci of lesions identified. Ultrasound
evaluation may be helpful initially because the
diagnostic features of DSV PTC include heterogenous
echotexture, solid composition, ill-defined margin, and
diffuse microcalcification with a snowstrom appearance
in thyroid lobes with or without an associated mass [5].
Our case also showed above mentioned heterogenous
echotexture with multiple punctate echogenic foci
(microcalcifications).The diffuse nature of DSV PTC
often mimic chronic thyroiditis on ultrasound image
and leads to treatment delay especially in the absence of
a nodular mass [6].

Fine needle aspiration cytology of DSV PTC
always show numerous psammoma bodies, abundant
lymphocytes, metaplastic squamoid cells and epithelial
cells that show classic features of papillary thyroid
carcinoma such as nuclear grooves, intranuclear
inclusion, ground glass nuclei. Pap smear of right neck
swelling of our young patient showed atypical epithelial

cells arranged in papillaroid pattern with abundant
cytoplasm, enlarged nucleus with irregular nuclear
membrane, occasional intranuclear inclusion- a
metastasis from papillary adenocarcinoma was
suspected and a primary in thyroid was likely owing to
the presence of intranuclear inclusion. Diagnostic
challenge in fine needle aspiration cytology of DSV
PTC is due to sampling failure that may occur because
of unrepresentative tissue sample obtained from diffuse
fibrotic thyroid especially in the absence of significant
nodular mass [7].

A total thyroidectomy with lymph node
dissection was performed for our patient. Usually a total
thyroidectomy results in fewer recurrence. Following
total thyroidectomy our patient is on follow up with
Thyroglobulin. Thyroglobulin is a sensitive and specific
marker for detecting relapses. Often the presence of
antithyroglobulin  autoantibody in  lymphocytic
thyroiditis of DSV PTC cases often pose challenges in
estimating thyroglobulin level as these antibodies
interfere with thyroglobulin assays [8].

In conclusion, as patients with DSV PTC
present with diffuse thyroid without any nodularity and
mimic hashimoto’s thyroiditis a thorough clinical
evaluation and early diagnosis are important. DSV PTC
has greater tendency for lymph node and distant
metastasis and worse disease free survival than other
PTC variants
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