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ABSTRACT
Low grade nasopharyngeal papillary adenocarcinoma (LGNPA) is a rare variant of nasopharyngeal adenocarcinoma with 
an excellent prognosis and a histo-morphologic similarity with papillary thyroid carcinoma(PTC). It can be differentiated 
from PTC using ThyroidTranscriptionFactor-1 (TTF-1) and Thyroglobulin immunostains. We report a case of thyroid-like 
LGNPA in a 20 year old Nigerian student.
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r i m a r y  n a s o p h a r y n g e a l  
adenocarcinomas (PNACs) are Puncommon neoplasms with varied 

morphology, histogenesis and clinical 
1biologic behavior, reported to account for 

<0.5% of all types of Nasopharyngeal 
2-5carcinomas.  They are classified by their 

morphology and clinical behavior into 2 
groups: surface epithelial origin type and 

1
s a l i v a r y  g l a n d  t y p e . L o w  g r a d e  
nasopharyngeal papillary adenocarcinoma 
(LGNPA) is an extremely rare indolent 
tumour of surface epithelial origin with 

1,5,6
only a few cases reported in the literature,  
and characterized by an exophytic growth 
comprising of complex papillary and 

6,7glandular structures. This was first 
8reported by Wenig et al. in 1988,  and 

included in the 2005 World Health 
Organization (WHO) classification of 

9nasopharyngeal cancers. Owing to 
anatomical limitations and poor exposure of 
the tumor in the nasopharynx, it is 
sometimes difficult to completely remove 
the tumor with an adequate safety margin, 
especially in cases of large infiltrative 

10
tumors;  overall, it has an excellent 
prognosis following complete surgical 

8 
resection. We report a case of this rare 
tumour (LGNPA)  in a 20-year-old Nigerian 
student, with a review of the literature in 
order to highlight what is known to date 
about this rare entity.

CASE REPORT
M.E. is a 20 year old Nigerian male student 
who hails from Enugu State in south eastern 
Nigeria. He came to the Otolaryngology 
clinic with a 2 year history of nose bleeding 
that had recurred every 2 to 3 months since 
onset. Bleeding issued predominantly from 
the left nasal cavity in rapid drops and 
usually stops without medical intervention 
after about 10 to 20 minutes. He has never 
been admitted to hospital or received blood 
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transfusion on account of the epistaxis. 
About 3 weeks prior to presentation, he 
began to experience a rapidly worsening 
bilateral nasal obstruction that was worse 
on the left side. At the time of presentation, 
he was experiencing an obvious difficulty in 
breathing. This was associated with noisy 
and mouth breathing, snoring at night and 
episodes of obstructive sleep apnoea. There 
was reduction in hearing and fullness in the 
ears, severe intermittent deep seated 
headache transiently relieved by analgesics. 
There was no neck swelling nor were there 
any other rhinological or otological 
symptoms.

On Clinical examination, he was in 
respiratory distress (breathing that was 
stertorous with open mouth posture and 
hyponasal speech). Anterior rhinoscopy 
showed no abnormal finding. Oral cavity 
and Oropharyngeal examination also 
showed no abnormal findings. Postnasal 
examination showed a hemorrhagic mass in 
the nasopharynx with a tan surface that was 
mottled with clots.

Otological examination revealed a dull 
tympanic membrane on both sides. Both 
sides also had a negative Rhinne's test and a 
Weber's test that was central.

The plain lateral soft tissue X-ray of the 
nasopharynx (Figure 1) showed a lobulated 
soft tissue opacity in the nasopharynx that 
narrowed the nasopharyngeal airway. 

A provisional diagnosis of Nasopharyngeal 
Carcinoma was made and he was worked 
up for Examination under Anaesthesia and 
Biopsy of the Nasopharynx. Intra-operative 
findings were that of a florid predominantly 
right sided friable haemorrhagic tissue in 
the nasopharynx. Bleeding during the 
curettage was minimal.

Histology of the biopsied tissue (Figures 2A 

and B) revealed a malignant epithelial 
neoplasm composed of complex arborizing 
papillae with hyalinized fibrovascular cores 
and glandular structures. Both are lined by 
pseudostratified cuboidal to columnar cells 
with moderate nuclear pleomorphism, 
nuclear crowding, indistinct nucleoli, 
moderate cytoplasm and scant mitotic 
activity. Immunohistochemical staining for 
Thyroid Transcription Factor-1 (TTF-1) 
demonstrated nuclear positivity (Figures 
3A and B), while Thyroglobulin (Figures 4A 
and B) was negative. Features were 
consistent with Thyroid-like Low grade 
N a s o p h a r y n g e a l  P a p i l l a r y  
Adenocarcinoma (T-LGNPA).

The patient was discharged after one day on 
admission. He has done remarkably well 
postoperatively and has remained 
symptom free after 18months of regular 
follow up visits. No anterior neck mass has 
been noted and thyroid function tests has 
remained normal.

DISCUSSION
Ear, nose and throat cancers are the 
commonest cancers of the head and neck 

1 1 - 1 5region,  with carcinomas of the 
nasopharynx being the second most 
common otorhinolaryngeal carcinoma after 

11
laryngeal carcinoma. The most common 
malignancy of the nasopharynx is 

16
nasopharyngeal carcinoma.

PNACs are a group of extremely rare 
tumors with a reported frequency of <0.5 of 

2-all types of carcinomas of the nasopharynx.
4
PNACs can be classified into two main 

categories having different morphological 
features and clinical behaviours: the 
conventional or mucosal surface origin type 
to which low Grade Nasopharyngeal 
papillary adenocarcinoma (LGNPA) 
b e l o n g s ;  a n d  t h e  s a l i v a r y  g l a n d  

1,2,,7,8,17
type. Primary salivary gland-type 
nasopharyngeal carcinoma includes 
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a d e n o i d  c y s t i c  c a r c i n o m a  a n d  
1,18

mucoepidermoid carcinoma. 

The case we presented here is that of 
LGNPA. These tumors usually arise from 
the roof, lateral wall, and posterior wall of 
the nasopharynx and present commonly 
with nasal obstruction and less often with 

5
epistaxis.  The index case was a 20 year old 
male, who came with history of nasal 
obstruction and prior history of epistaxis, all 
of which features is consistent with the 
presentation of NPAC having a reported 
age range of 11-64 years (mean=36years). 
The tumour in the index patient was located 
in the posterior aspect of the nose.

A review of 25 reported cases of LGNPA by 
Minhua et al. showed a slight male 
preponderance, the commonest location 
being the posterior aspect of the nasal 
septum, with most presenting as a polypoid 
lesion and No recurrence noted after one 

19year of follow up.  Also, a fifteen year 
clinico-pathologic study of cases of PNAC 
by Daboin et al. showed 13 cases of 
LGNPAs, all of which show no evidence of 
disease following surgical excision after 5-

120 years surveillance.  The index case has 
remained symptom free after 18monthsof 
follow-up. Surgical excision with adequate 
margin has been shown to be sufficient 

8treatment,  except cases in which 
anatomical location limits complete 
excision; adjuvant treatment is needed in 
such cases, however LGNPAs have low 
sensitivity to conventional radiotherapy or 
chemo-radiotherapy owing to its well 
differentiation, and it becomes a problem 
dealing with incompletely removed 

10
tumours.

Although there is well-documented link 
between Ebstein-Bar Virus (EBV) and 
tumours of the nasopharynx, this 
association has not been confirmed in 

1 9 - 2 1
LGNPA. The LGNPA presents a 

histologic picture that is similar to papillary 
thyroid carcinoma (PTC), but differentiated 
from PTC via immunostaining for TTF-1 
and thyroglobulin which are both negative 

1
for LGNPA.  However, a subset of the 
LGNPA, termed thyroid-like LGNPA, has 
been found to be immune-reactive to  TTF-1 

1,5,7,22,23but not to thyroglobulin. This is true of 
the index case which is TTF-1 positive but 
Thyroglobulin negative.

CONCLUSION
LGPNA is an extremely rare tumour with a 
morphologic feature similar to that of PTC 
but with an excellent prognosis. Even much 
rarer is the Thyroid-like LGNPA. Surgical 
excision with negative margins is a choice 
treatment with no recorded recurrence. 
Awareness and proper diagnosis is 
important as its clinical behavior and 
treatment differs from the other PNACs.

LEGENDS

figure1: Plain lateral soft tissue X-ray of the nasopharynx of the patient 
in review showed a lobulated soft tissue opacity in the nasopharynx 
(arrow in figure) that narrowed the nasopharyngeal airway. 
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Figure 2: Haematoxylin and Eosin Photomicrographs showing 
complex arborizing papillae (A=X50 magnification), with 
nuclear pseudo-stratification, crowding and overlap (B=X400 
magnification).
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ThyroidTranscriptionFactor-1.

Figure 3: Sections show nuclear staining to TTF-1 
immunostaining. (A=X50, B=X400 magnification)

A
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Figure 4: Sections show negativity to TTF-1 immunostaining. 
(A= X50, B= X400 magnification)

A
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