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Papillary carcinoma arising from ectopic thyroid gland in the
wall of a thyroglossal cyst: Report of a case and review of

literature

Tiroglossal kist duvarindaki ektopik tiroid dokusundan gelisen
papiller karsinom: Olgu sunumu ve literatiiriin gézden gecirilmesi
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A 27 year-old healthy woman was seen with a
midline swelling in the neck. On physical examina-
tion this was consistent with a thyroglossal duct cyst.
Histological examination following surgical excision
revealed a papillary carcinoma arising in a thy-
roglossal duct cyst.

Primary carcinomas of thyroglossal duct tissue
are rare, and usually diagnosed after surgery. In this
paper we report the case of papillary carcinoma aris-
ing in a thyroglossal cyst which was diagnosed as
benign thyroglossal cyst before the operation and
the literature was reviewed.
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27 yasinda saglikh bayan hasta boyun orta hatta
siglik sikayeti ile basvurdu. Fizik muayene bulgulan
tiroglossal kist ile uyumlu idi. Cerrahi eksizyon son-
rasi yapilan histopatolojik incelemede, tiroglossal
kist dokusundan geligsen papiller karsinom varhgi
tesbit edildi.

Tiroglossal kanal dokusunun pirimer karsinomu
¢ok nadirdir ve tanisi, genellikle tiroglossal kistin
cerrahi olarak c¢ikarilmasindan sonra konur.
Tiroglossal kist klinik tanisi olan bizim olgumuzda da
papiller karsinom varligimi, kist eksizyonu sonrasi
histopatolojik incelemede saptadik ve olguyla birlik-
te tiroglossal kist karsinomlarini literatiir 1siginda
inceleyip tartigtik.

Anahtar Kelimeler: Tiroglossal kist, papiller karsi-
nom.

The thyroid gland arises from the floor of the pharynx
as an ectodermal outgrowth in the third week of embry-
onal development. It migrates inferiorly while remaining
connected to the tongue base by the thyroglossal duct,
usually passing anterior, but in close proximity, to the
hyoid bone. This duct is normally reabsorbed between
the seventh and tenth weeks in utero ',

Thyroglossal duct may persist from the base of the
tongue to the isthmus of the thyroid gland in 7% of the
cases. A persisting duct may give rise to midline cysts.
It is the commonest congenital cervical- abnormality,
arise from the remnants of the duct and has been
described as occurring anywhere from the base of the
tongue to the manubrium. Ectopic thyroid tissue is
found histologically in 5-45% of patients with thyroglos-
sal cysts @,

Primary carcinomas of thyroglossal duct tissue are
rare entity. In the literature the prevalence of them is
generally estimated about 1% ©. About 155 cases of
malignant neoplasm arising in the thyroglossal cyst
have been reported in the literature “*. Different types
of neoplasia were described including thyroid papillary
carcinoma in 82-87%, squamous cell carcinoma in 5-
6.6%, mixed papillary-follicular carcinoma in 4.4%, ade-
nocarcinoma in 1.7-2.2%, follicular carcinoma in 1.7%,
and malignant struma, epidermoid carcinoma and
anaplastic carcinoma in 0.9% of each. Medullary carci-
noma has never been found in a thyroglossal cyst 6,7.

CASE REPORT

A 27-year-old healthy woman (D.D) came to the sur-
geon in June of 2000 with a midline swelling in the neck,
which moved on swallowing. She did not complain of
sore throat, dysphagia or hoarseness and had no histo-
ry of neck surgery or radiation to the head and neck. It
was thought clinically to be a thyroglossal cyst. A com-
puted tomogram of the neck showed a midline cystic
nodule measuring 2.8 cm in diameter. The thyroid gland
was of normal size and consistency. Further examina-
tion revealed no abnormalities. There was no palpa-
ble cervical lymphadenopathy. Neck exploration was
performed, and at surgery a cystic structure was
removed with the central portion of the hyoid bone.
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Figure 1: Remnant of thyroglossal cyst lined with squamous
epithelium(arrow). On the upper, papillary carcinoma is seen
within cyst wall (HE, x25).

PATHOLOGICAL FINDINGS

The specimen (Biopsy no: 299/2000) consisted of
cystic mass with a small portion of bone attached, meas-
uring 3x2.8x2.7 cm in dimension. The cyst was well cir-
cumscribed with predominantly smooth linings. A gritty
hard papillary 0.4x0.3 cm tan mass projected into the
cyst.

Histological examination of the specimen showed a
thyroglossal duct cyst with fibrous wall, lined with a
squamous epithelium (figure 1). Sections of the papillary
mass demonstrated papillary carcinoma. Optically clear
nuclei and psammoma bodies were present, consistent
with an origin of thyroid tissue (figures 2 and 3). The
tumor invaded the cyst wall but appeared to be excised.
Adjacent to the tumor there was non-tumoral thyroid tis-
sue (figure 4).

DISCUSSION

Thyroglossal cysts usually present as a painless,
mobile lump beneath the chine. Carcinoma should be
suspected in any thyroglossal cyst which is hard, fixed,
irregular or has undergone recent change. The pres-
ence of enlarged palpable lymph nodes in the neck,
pain, weight loss should remind malignancy. But
patients are usually asymptomatic in most cases. Most
of the cases, as well as in our own, the diagnosis of
malignancy is not suspected before the operation.
Carcinoma is identified only at pathological examina-
tion“*?. Fine needle aspiration, as advocated by some
authors, is the method of choice for early diagnosis.
Particularly, papillary carcinoma has very characteristic
cytomorphologic features that permit an accurate diag-
nosis on fine needle aspiration material "*'",

Some occult papillary carcinomas of the thyroid
metastasize to the medial anterior neck, become cystic
and present as thyroglossal cyst carcinoma. The site of
origin in the thyroid gland may be quite small. This

Figure 2: Papillary structures seen with optically clear nuclei
and nuclear grooves in several neoplastic cells (HE, x400).

Figure 3: Photomicrograph showing psammoma bodies sur-
rounded by neoplastic cells (arrows, HE, x200).

indeed can be a problem in differential diagnosis, for
often the normal lymph node architecture is completely
effaced by the tumor "?. The criteria for the unequivocal
diagnosis of thyroglossal cyst carcinoma were proposed
by some authors: (1) columnar or squamous epithelial
lining on the cyst wall; (2) histologically normal ectopic
thyroid follicles are found in the cyst wall; (3) the thyroid
gland is normal **. Epithelial lining and normal ectopic
thyroid tissue on the cyst wall in our own case were
clearly observed. Investigation of the thyroid gland
showed no abnormality.

The initial treatment of choice for such tumours is
complete surgical excision, following Sistrunk's opera-
tion. This technique, consisting of dissection of the
mass and thyroglossal tract, is performed superiorly to
the level of the hyoid, where the midportion of the hyoid
bone is resected in continuity "', If neck metastasis
which is small and isolated is present, resection of the
involved group of nodes is usually sufficient; but a mod-
ified neck dissection must be done if regional involve-
ment is more extensive "*®. Thyroidectomy is not rou-
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Figure 4: Benign normal-appearing thyroid thyroid follicles are
observed on the right. On the left, papillary carcinoma is seen
(HE, x100).

tinely indicated provided that there are no palpable
abnormalities in the gland, no significant scintiscan find-
ings or without a prior history of external beam irradia-
tion. Some authors believe that an early total thyroidec-
tomy is advisable when a thyroid origin for a thyroglos-
sal cyst carcinoma can not be ruled out and there is no
certainty about the primary origin of the tumor 7®,
However, other authors advise that total thyroidectomy
should be strongly considered when papillary carcino-
ma of the thyroglossal cyst is encountered with lesions
1 cm or greater because larger lesions with invasive
characteristics are more likely to result in multifocal dis-
ease from thyroglossal cyst-intrathyroidal lymphatic
spread ‘7. In addition, total thyroidectomy facilitates
subsequent ablation of the distant metastatic lesions
with radioactive iodine and also allows a complete fol-
low-up by measurement of serum thyroglobulin concen-
trations .

The prognosis of papillary carcinoma arising in thy-
roglossal cyst appears to be very good. It usually grows
slowly and regional lymph node metastases are present
in 7.7-14.6% of cases. However, this rate may rise up to
89% in primary papillary carcinomas of the thyroid
gland. In literature, the number of patients who died of
papillary carcinoma of the thyroglossal cyst is only two
(3.4,19.20)

We would like to emphasize that Sistrunk's operation
is the treatment of choice both in benign and malignant
thyroglossal cysts. In the treatment of a carcinoma, it
proves to be a curative operation in most cases and a
more extensive second operation can thus be avoided.

REFERENCES

1. Ellis PDM, Van Nostrand AWP. The applied anatomy of thy-
roglossal tract remnants. Laryngoscope 1977;87:765-70.

2. Hilger AW, Thompson SD, Smallman LA, Watkinson JC.
Papillary carcinoma arising in a thyroglossal duct cyst: A
case report and literature review. J Laryngol Otol
1995;109:1124-7.

3. Allard RHB. thyroglossal duct cyst. Head Neck Surg 1982;
5:134-6.

4. Van Vuuren PAC, Balm AJM, Gregor RT, Higers FJM.
Carcinoma arising in thyroglossal remnants. Clin
Otolaryngol 1994;19:509-15.

5. Patti G, Ragni G, Calisti A. Papillary thyroid carcinoma in a
thyroglossal duct cyst in a child. Med Pediatr Oncol
2000; 34:67-9.

6. Weiss SD, Orlich CC. Primary papillary carcinoma of a thy-
roglossal duct cyst: Report of case and literature review.
BrJ Surg 1991;78:87-9.

7. Chen F, Sheridan B, Nankervis J. Carcinoma of the thy-
roglossal duct: Case reports and a literature review. Aust
N Z J Surg 1993;63:614-6.

8. Perez MM, Garcia MB, lturbe CE, Perez DM. Papillary carci-
noma arising in a thyroglossal duct cyst: report of two
cases. J Oral Maxillofac surg 1993;51:89-3.

9. Page CP, Kemmerer WT, Haff RC, et al. Thyroid carcinomas
arising in thyroglossal ducts. Ann Surg 1974;180:799-803.

10.Jayaram G, Pathmanathan R. Papillary carcinoma arising in
a thyroglossal duct cyst and diagnosed by fine needle aspi-
ration cytology. Acta Cytol 1999;43:532-4.

11. Miller JM, Hamburger JI, Kini SR. Diagnosis of thyroid nod-
ules by fine needle aspration and needle biopsy. JAMA
1979;241:481.

12. Nuttall FQ. Cystic metastases from papillary adenocarcino-
ma of the thyroid with comments concerning carcinoma
associated with thyroglossal remnants. Am J Surg 1965;
109:500-5.

13. Joseph TJ, Komorowski RA. Thyroglossal duct carcinoma.
Hum Pathol 1975;6:717-29.

14. Sistrunk WE. Technique of removal of cysts and sinuses of
thyroglossal duct. Surg Gynecol Oncol 1928;46:109-12.

15. Hamming JF, Van de Velde CJH, Fleurent GF, Goslings BM.
Differentiated thyroid cancer: A stage adopted approach to
the treatment of regional lymph node metastasis. Eur J
Cancer Clin Oncol 1988;24:325-30.

16. Attie JN, Khafit RA, Steckler RM, Elective neck dissection in
papillary carcinoma of the thyroid. Am J Surg
1971,122:464.

17. Boswell WC, Zoller M, Williams JS, Lord SA, Check W.
Thyroglossal duct carcinoma. Am Surg 1994;60:650-5.

18. Kennedy TL, Whitaker M, Wadih G. Thyroglossal duct car-
cinoma: A rational approach to management.
Laryngoscope 1998;108:1154-8.

19. LiVolsi V, Perzzin K, Savetsky L. Carcinoma arising in
median ectopic thyroid (including thyroglossal duct tis-
sue). Cancer 1974; 34:1303-15.

20. Noguchi S, Noguchi A, Murakami N. Papillary carcinoma of
the thyroid |. Developing pattern of metastases. Cancer
1970;26:1053. )



