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Abstract 

A large non functioning malignant phaeochromocytoma with extensive lymph node metastases in a 65-year-
old female is reported. An incidental colloid nodule of the thyroid was found. This is the largest such tumour 
reported from the Asian region. 
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INTRODUCTION  
 
Phaeochromocytomas are rare neuroendocrine 
tumours derived from chromaffin cells of the adrenal 
medulla or sympathetic ganglia that secrete 
catecholamines, with 0.1% prevalence and 10% 
malignant potential1. Paroxysmal or sustained 
hypertension is commonly associated, while episodic 
headache, palpitations, blurred vision, excessive 
truncal sweating and dizziness may also occur. The 
typical clinical picture may not be present, especially 
when the tumours are large (>5.5 cm in size) as they 
are generally nonfunctional2. Histological features 
have a limited role in determining malignancy. The 
presence of metastases in lymph nodes, bones, lungs, 
liver etc and local invasion being the only reliable 
indicators of malignancy1,3. Phaeochromocytomas 
vary in size with an average diameter of 5 to 6 cm 
while the largest reported was 45 x 25 cm in size4. We 
report a patient with a clinically silent giant malignant 
phaeochromocytoma, to the best of our knowledge, 
the sixth largest published in the current literature and 
the largest reported in Asia. 
 
 
 

CASE REPORT 
 
A 65-year-old previously healthy female presented 
with a large abdominal mass, multiple neck lumps and 
loss of appetite and weight of one-year duration. She 
did not complain of chest pain, headache or 
palpitations. Her blood pressure was 120/70Hgmm. 
Abdominal examination revealed a large intra-
abdominal, firm, non ballotable mass occupying the 
right upper and lower quadrants. Matted left cervical 
lymphadenopathy and a dominant nodule in a 
multinodular goitre were noted. 
 The thyroid function tests, Vanillyl Mandellic 
Acid (VMA) levels and other biochemical parameters 
were normal. Cytology of the thyroid nodule showed a 
benign lesion. Biopsy of the cervical lymph nodes 
showed metastatic tumour deposits. CECT scan of 
neck, chest, abdomen and pelvis demonstrated a well-
defined heterogeneously contrast enhancing mass 
with central necrosis in the right side of the abdomen 
measuring 26cm x 25cm x 11cm (Figure 1). The right 
kidney was displaced towards the left and the right 
adrenal gland was not visualized. Multiple enlarged 
anterior mediastinal, left deep cervical and posterior 
triangle lymph nodes were identified. There were no 
lesions in the liver or lungs. The impression on CECT  

Case Report 

Research 

Correspondence: W. A. N. T. Wickramarachchi 
Department of General Surgery, National Hospital, 
Kandy, Sri Lanka 
Email: nandanawickramarachchi@yahoo.com 
Address : No.119/2, Illukmodara, Gurudeniya 

ORCID ID : https://orcid.org/0000-0003-1083-3092 

http://doi.org/10.4038/sljm.v29i1.178
https://www.ncbi.nlm.nih.gov/pubmed/?term=Ambati%20D%5BAuthor%5D&cauthor=true&cauthor_uid=24940470
mailto:nandanawickramarachchi@yahoo.com
https://orcid.org/0000-0003-1083-3092
https://creativecommons.org/licenses/by/4.0/
https://creativecommons.org/licenses/by/4.0/


Malignant phaeochromocytoma  Sri Lanka Journal of Medicine Vol. 29 No.1, 2020 

44 

 
 

               

Figure 1: Large mass on CECT scan (coronal section) 

 
was a gastrointestinal stromal tumour (GIST) 
probably arising from the second part of the 
duodenum with lymph node metastases. 
 Exploratory laparotomy revealed a right-sided 
large encapsulated retroperitoneal tumour weighing 
3800g (Figure 2). The tissue of origin was unclear. The 
tumour was excised without capsular breach. There 
were no blood pressure fluctuations or complication 
during surgery and the post-operative period was 
uneventful. 
 
 

 
Figure 2: Abdominal mass in intraoperative view 

 Macroscopically the tumour was relatively 
circumscribed and measured 26cm x 25cm x 11cm. 
The cut surface   showed a variegated appearance with 
foci of necrosis and haemorrhage. Microscopy 
revealed an encapsulated mass composed of relatively 
monomorphic cells arranged as cell nests with 
intervening delicate fibro-vascular connective tissue 
(Figure 3). Some cells contained intracytoplasmic 
haemosiderin granules as demonstrated with the Perls 
Prussian blue stain (Figure 4). No lymphovascular 
tumour emboli were seen. Immunohistochemistry 
demonstrated positivity for Vimentin (Figure 5), focal 
positivity for Chromogranin (Figure 6) and negativity 
for PCK, LCA, Synaptophysin, EMA, CEA, CK7, 
CK20, CD 117, CD 10, Melan A, HMB 45 and S 100. 
These appearances were those of a 
phaeochromocytoma. The cervical lymph nodes 
showed metastatic deposits of a malignancy with 
similar immunohistochemical features as the primary 
tumour, enabling a conclusion of a malignant 
phaeochromocytoma (Figure 7). 
 Total thyroidectomy with left cervical block 
dissection was performed as a second surgery. 
Histology confirmed the thyroid nodule to be a 
colloid nodule. There was no evidence of a medullary 
carcinoma of thyroid or parathyroid adenoma. Re-
evaluation of the patient excluded the possibilities of 
associated hereditary forms of phaeochromocytoma. 

 

 

 
Figure 3: Primary tumour- Haematoxylin & Eosin: ×400 
 
 
 
 

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4039607/figure/f1a-cuaj-5-6-e374/
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Figure 4: Perls stain: ×200 

 

 
Figure 5: Streptavidin biotin for Vimentin: ×200 
 

 
Figure 6: Streptavidin biotin for Chromogranin: ×200 

 
 

 
Figure 7: Cervical Lymph node Haematoxylin& Eosin: ×100 
 
DISCUSSION 
 
Giant phaeochromocytomas more than 20cm in 
diameter, are very rare entities with limited numbers 
of cases reported in the literature (Table 1). These 
tumours may present without the classical symptoms 
and 2. 
 Twenty-four-hour urinary VMA level is 
commonly used as a screening test to detect 
phaeochromocytoma but has a low sensitivity (64%) 
as demonstrated by the normal values seen in our 
case4. Measurements of catecholamine levels and 
fractionated metanephrine levels in serum and urine 
has a sensitivity and specificity of 98%1,5. Imaging by 
CT or MRI helps in localization of the tumour with a 
sensitivity of 90% to 100% where PET scan has better 
image resolution6. In the present case the CECT was 
non-conclusive, and instead suspected a metastatic 
GIST arising from the duodenum.  
 There is no definite histological or cytological 
feature that can conclusively differentiate between 
benign and malignant phaeochromocytomas in the 
absence of metastases or locoregional invasion3. 
Phaeochromocytoma of the Adrenal gland Scaled 
Score (PASS) can be used to determine the malignant 
potential with a scor
However, high inter-observer and intra-observer 
variations are limitations of the PASS system. The size 
of a primary phaeochromocytoma is associated with 
development of metastatic disease. In our case, the 
tumour had metastasized to lymph nodes. Complete 
surgical excision is the gold standard of treatment, 
which has a 5-year survival rates of 95% for benign 
and less than 50% for malignant 
phaeochromocytomas1,3. 
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Table 1 : Largest 10 phaeochromocytomas reported in the literature (descending order). 

 
CONCLUSION 
 
We report a case of a 65-year-old female, with a giant 
silent malignant phaeochromocytoma, the sixth 
largest reported in literature and the largest reported 
in Asia. The possibility of phaeochromocytoma 
should be considered in tumours involving the 
anatomical region of supra renal glands even though 
clinical, biochemical or radiological findings are non-
conclusive.  

 
 
REFERENCES 
 

1. Ambati D, Jana K, Domes T. Largest pheochromocytoma 

reported in Canada: A case study and literature review. 

Canadian Urological Association Journal 2014;8(5-6):374 7. 

https://doi.org/10.5489/cuaj.1719 

2. Park J, Song C, Park M, Yoo S, Park SJ, Hong S, Hong B, Kim 

CS, Ahn H.   Predictive characteristics of malignant 

pheochromocytoma.   Korean Journal of Urology 

2011;52(4):241-246. https://doi.org/10.4111/kju.2011.52.4.241 

3. Maharaj R, Parbhu S, Ramcharan W, Baijoo S, Greaves W, 

Harnanan D, Warner W. Giant cystic pheochromocytoma 

with low risk of malignancy: A case report and literature 

review. Case Reports in Oncological Medicine. 2017;2017.  

https://doi.org/10.1155/2017/4638608 

4. Grissom JR, Yamase HT, Prosser PR. Giant 

pheochromocytoma with sarcoidosis. Southern Medical 

Journal 1979;72(12):1605 1607. 

https://doi.org/10.1097/00007611-197912000-00035  

5. Lenders JWM, Pacak K, Walther MM, Linhan WM, Mannelli 

M, Friberg P, et al. Biochemical Diagnosis of 

Pheochromocytoma: Which Test Is Best? Journal of the 

American Medical Association 2002;287(11):1427 1434. 

https://doi.org/10.1001/jama.287.11.1427  

6. Därr R, Lenders JW, Hofbauer LC, Naumann B, Bornstein SR, 

Eisenhofer G. Pheochromocytoma: Update on disease 

management. Therapeutic Advances in Endocrinology and 

Metabolism 2012;3(1):11 26. 
https://doi.org/10.1177%2F2042018812437356  

7. 

Lupinacci RA. Giant cystic malignant pheochromocytoma 

invading right hepatic lobe: report on two cases. Sao Paulo 

Medical Journal 2008;126(4):229 231. 

https://doi.org/10.1590/s1516-31802008000400008  

 Author/ Year Country A

g

e 

Gender Size Weight 

01 Grissom et al.4  (1979) USA 5

4 

Female 45 x 25 cm 2100g 

02 Costa et al.7  (2008) Brazil 4

6 

Male 30 cm  

03 Basso et al.8(1996) Italy 4

7 

Male 29 × 21 × 12 cm 4050g 

04 Karumanchery et al.9 (2012) England 8

5 

Female 28 × 16 × 13 cm 2300g 

05 Ravi Maharaj et al.3(2017) Trinidad 

& Tobago 

5

0 

Female 27 × 18 × 12 cm 3315g 

06 Current case Sri Lanka 6

5 

Female 26 x 25 x 11cm 3800g 

07 Gupta et al.10 (2016) India 6

5 

Female 25 × 17 × 15 cm 2750g 

08 Okuda et al.11  (2013) Japan 4

3 

Female 24 × 23 × 16 cm 5900g 

09 Suga et al.12  (2000) Japan 4

8 

Male 21 x 13 x 21 cm 3900g 

10 Terk et al.13  (1993) USA 3

5 

Male 21 × 20 × 11 cm 2870g 

 

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4039607/table/t2-cuaj-5-6-e374/
https://doi.org/10.5489/cuaj.1719
https://doi.org/10.4111/kju.2011.52.4.241
https://doi.org/10.1155/2017/4638608
https://doi.org/10.1097/00007611-197912000-00035
https://doi.org/10.1001/jama.287.11.1427
https://doi.org/10.1177%2F2042018812437356
https://doi.org/10.1590/s1516-31802008000400008


Malignant phaeochromocytoma  Sri Lanka Journal of Medicine Vol. 29 No.1, 2020 

47 

8. Basso L, Lepre L, Melillo M, Fora F, Mingazzini PL, Tocchi A. 

Giant phaeochromocytoma: case report. Irish Journal of 

Medical Science 1996;165(1):57 59. 
https://doi.org/10.1007/bf02942808  

9. Karumanchery R, Nair JR, Hakeem A, Hardy R. An unusual 

case of back pain: A large Pheochromocytoma in an 85 year 

old woman. International Journal of Surgery Case Reports 

2012;3(1):16 18. 

https://dx.doi.org/10.1016%2Fj.ijscr.2011.10.006  

10. Gupta A, Bains L, Agarwal MK, Gupta R. Giant cystic 

pheochromocytoma: a silent entity. Urology Annals 

2016;8(3):384 386. https://doi.org/10.4103/0974-7796.184886  

11. Okuda K, Nishizawa T, Oshima T, Misawa K. A case of cystic 

pheochromocytoma weighing 5,900 g. Journal of Japan 

Surgical Association 2013;74(4):1075 1080. 

https://doi.org/10.3919/jjsa.74.1075  

12. Suga K, Motoyama K, Hara A, Kume N, Ariga M, Matsunaga 

N. Tc-99m MIBG imaging in a huge clinically silent 

pheochromocytoma with cystic degeneration and massive 

hemorrhage. Clinical Nuclear Medicine 2000;25(10):796 800. 

https://doi.org/10.1097/00003072-200010000-00009   

13. Terk MR, de Verdier H, Colletti PM. Giant extra-adrenal 

pheochromocytoma: magnetic resonance imaging with 

gadolinium-DTPA enhancement. Magnetic Resonance 

Imaging 1993;11(1):47 50. https://doi.org/10.1016/0730-

725x(93)90410-F  

 

https://doi.org/10.1007/bf02942808
https://dx.doi.org/10.1016%2Fj.ijscr.2011.10.006
https://doi.org/10.4103/0974-7796.184886
https://doi.org/10.3919/jjsa.74.1075
https://doi.org/10.1097/00003072-200010000-00009
https://doi.org/10.1016/0730-725x(93)90410-f
https://doi.org/10.1016/0730-725x(93)90410-f

