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Introduction 
 

Merkel cell carcinoma (MCC) of the skin is a rare 
but aggressive cutaneous neuroendocrine-derived 
malignancy that predominantly affects elderly white 
males (1). MCC has a propensity for local recurrence 
and regional lymph node metastases. The aetiology is 
likely multifactorial: immunosuppression, UV-in-
duced skin damage and viral factors, such as Merkel 
Cell Polyomavirus (MCPyV) contribute to its devel-
opment (2, 3). MCC typically presents as a rapidly 
enlarging, painless red to purple nodule located on 
sun-exposed areas such as head, neck and arms (4). 
Although rare, cases of MCC on non sun-exposed 
skin have been documented and typically have worse 
prognosis (5). This malignancy affects almost exclu-

sively Caucasian population, with 98% of all cases, 
suggesting possible protection by darker skin pig-
mentation (6). Prognosis of MCC depends on the 
original MCC localization, sex, age and other co-
morbidities. The presence of distant nodal metastases 
significantly impacts survival. Typical metastatic sites 
of MCC are liver, bone, brain and skin (7). It is very 
uncommon for MCC to metastasize to the gastroin-
testinal (GI) tract and small intestine is the most 
common site followed by stomach (8). In those cases, 
MCC is easily confused with primary tumors of vis-
ceral organs (9-14). Histopathologic diagnosis fre-
quently requires support by immunohistochemistry. 
We hereby describe a patient with symptomatic 
MCC jejunal metastasis.  
 
 
Case report 
 

A 72-year old caucasian woman was admitted to 
our Department with mesogastric pain, nausea and 
vomiting during the last 3 months. In 2015 the pa-
tient underwent excision of a Merkel cell carcinoma 
on right gluteus followed by adjuvant radiotherapy. 
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Merkel cell carcinoma (MCC) of the skin is a rare but aggressive 
cutaneous neuroendocrine-derived malignancy that predominantly af-
fects elderly white males. The presence of distant nodal metastases si-
gnificantly impacts survival. Typical metastatic sites of MCC are liver, 
bone, brain and skin. Gastrointestinal metastases are uncommon and 
small bowel is the most common site followed by stomach. We report a 
case of symptomatic MCC jejunal metastasis.
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EGDS and CT scan did not show any evidence of 
pathological findings. An entero-MRI showed a 6 cm 
long stenosis of proximal jejunum with 
contrastografic enhancement and locoregional 
lymphoadenopathies (Figure 1). Patient underwent 
laparotomy. A moderate duodenojejunal dilatation 
due to fourth jejunal loop stenosing lesion was 
found. Small bowel resection with an isoperistaltic JJ 
laterolateral anastomosis was then performed. Post-
operative course was uneventful and patient was dis-
charged eight days after surgery. Histology demon-
strated a small bowel wall full-thickness involvement 
with mucosal ulceration, moderate lymphocytic 
infiltrate and necrosis areas. Microscopically, hema-
toxylin and eosin staining showed widespread prolif-
eration of monomorphic tumor cells, nuclei with 
finely granular chromatin, small nucleoli, numerous 
mitotic figures and necrosis areas (Figure 2 A, B). 
Immunohistochemistry was positive for Neuron Spe-
cific Enolase (NSE), CD56, Chromogranin, Synap-
tophysin and CK20 (Figure 2 C). Based on these 
findings, a Merkel cell carcinoma jejunal metastasis 
was finally diagnosed. Locoregional lymphnodes and 
surgical margins were disease free. After a 1 year 
follow-up the patient is without evidence of disease. 
 
 
Discussion 
 

MCC is a rare but highly aggressive cutaneous 

reddish cancer affecting elderly white males (1). It 
was first described by Toker in 1972 as trabecular 
carcinoma (15). Rarely a Merkel cell carcinoma is 
suspected before surgery due to its aspecific and be-
nign clinical appearance (11). If MCC is suspected 
based on initial hematoxylin and eosin staining 
(H&E) examination, further confirmation should be 
performed by immunohistochemistry. MCC is tipi-
cally positive for CK20 and most low-molecolar-
weight cytocheratin markers (16). In patients with 
asymptomatic primary MCC, sentinel lymph node 
biopsy (SLNB) is the most sensitive method to diag-
nose nodal metastasis considering that about 30% of 
clinical negative nodes are involved (17). Positron 
emission tomography- computerized tomography 
(PET-CT) scan is preferred when distant metastasis 
is suspected but CT scan and MRI may be used too 
(16, 18). Surgery with a 1-2 cm free margin is the 
main treatment for this neoplasia followed by radio-
therapy (18, 19). According to the National Com-
prehensive Cancer Network (NCCN) the efficacy of 
chemotherapy or molecular-target-therapy is ques-
tionable (18).  

The most common sites of metastases from MCC 
are distant lymph nodes (27-60%), distant skin (9-
30%), lung (10-23%), central nervous system 
(18.4%) and bone (15.2%) (6). Gastrointestinal 
metastases are uncommon and small bowel is the 
most common location followed by stomach (8). In 
our case a jejunal MCC metastasis was diagnosed af-

Figure 1 - Entero-MRI findings showing a long stenosis (arrows) of proximal jejunum.  
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ter histological report. Clinical presentation and pre-
operatory imaging were suggestive for a primary small 
bowel neoplasia. Thus, a radical small bowel resection 
was performed. Follow-up is very important due to 
high recurrence rate: the incidence of local recurrence 
is 25-30%, regional disease is 52-59% and distant 
metastatic disease is 34-36% of all cases of MCC (20).  

In conclusion, MCC represents a very aggressive 
skin neoplasm with a high rate of nodes dissemina-

tion and distant metastases. Thus, radical primary 
surgical excision, sentinel node examination and ad-
juvant radiotherapy are needed. Small bowel metas-
tases are rarely reported and related to dismal prog-
nosis. This rare entity should be kept in mind when 
gastrointestinal symptoms or findings occurred in 
patients with MCC history. Given the rarity of this 
tumor, no consensus exists about optimal manage-
ment and a long-term follow-up is then suggested.  
 
 

Figure 2 - Histological images. A) 20x Hematoxylin and eosin (H&E) stained image showing widespread proliferation of medium-size 
monomorphic tumor cells. B) 40x Hematoxylin and eosin (H&E) stained image of nuclei with finely granular chromatin, small nucleoli, 
numerous mitotic figures and necrosis areas. C) CK-20 positive tumor cells showing a characteristic perinuclear dot-like staining pat-
tern. These findings were consistent with Merkel cell carcinoma metastasis. 
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