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Abstract
Introduction: Merkel cell carcinoma (MCC) is a rare and highly aggressive primary cutaneous
neuroendocrine carcinoma, most often occurring at an elderly age group. Recurrence is frequent
and in 40% of cases regional and distant metastases develop. We report the case of excision of MCC
in a 85-year-old woman followed by wide excision and sentinel lymph node biopsy.
Case Presentation: An 85-year-old woman presented to surgical out-patient clinic with a firm fleshy,
protuberant lump on the superior margin of right zygomatic area of face measuring 20 x 20mm,
approximately. She was under investigation for Iron Deficiency Anemia along with high WBC. The
lesion was excised under local anesthesia and immunohistochemistry confirmed diagnosis of MCC.
Upon histological confirmation of diagnosis, the patient underwent further staging, to exclude
regional and distant metastasis, including CT scan of the neck and TAP. Further treatment included
wide local excision and sentinel lymph node mapping.
Discussion: MCC is rare carcinoma with very few known causes. Immune suppression is proposed
as an etiological factor. Surgery has a major role with radiotherapy and chemotherapy playing their
roles for palliation.
Conclusion: MCC is very aggressive cutaneous carcinoma with poor prognosis and high mortality
rate, with life expectancy of 8-10 months from the time of distant diagnosis. Radiotherapy has a role
but surgery still is the Gold Standard. Due to rarity of this disease, we feel that these patients need to
be under strict follow-up program.
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Merkel cell carcinoma (MCC) is an uncommon highly aggressive skin malignancy that
originates from the neuroendocrine and mechanoreceptor “Merkel Cells” located in the basal layer
of epidermis and neurosecretory granules [1]. It is most frequently found on skin-damaged and
sun-exposed areas particularly face, head, and neck (55%), followed by extremities (40%) and lastly
followed by truncal structures (5%) [2]. Due to its rarity and early asymptomatic clinical course,
diagnosis of MCC is fairly challenging, often delayed, or even missed [3]. Clinical features of MCC
are summed up by the acronym AEIOU (Table 1) [4].
Although, aetiology is not fully understood, there are several risk factors that are proposed
towards its pathogenesis, including UV light, sun-related skin malignancies (Squamous and
Basal Cell Carcinoma), psoriasis treatment with methoxsalen and arsenic exposure, patients on
immunosuppressive agents or patients with AIDS, chronic lymphocytic leukemia, congenital
dysplasia syndrome and organ recipients [6-11]. Most cases present as localized disease (70%–
80%) followed by regional lymph node involvement (9%–26%) and distant metastasis (1%–4%)
[9] to lung, liver, brain, bone, and skin [5]. These characteristics often raise the suspicion of a
skin malignancy but confirmation of diagnosis is by excisional biopsy. The differential diagnosis
of MCC from other small cells neoplasms can be difficult, even on histological examination [11].
For a definitive diagnosis, electron microscopy is necessary [6]. Management and prognosis of
MCC is largely dependent on tumor staging at the time of presentation. Management modalities
include utilization of surgical excision with safe margins, lymphadenectomy, radiotherapy, and
chemotherapy [3]. Generally, prognosis of MCC is extremely poor with a high mortality rate [2].
Merkel Cell Carcinoma Staging (Table 2) [11].

Case Presentation
An 85-year-old Caucasian female patient was referred by general practitioner (GP) to surgical
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(50%), upper and lower limbs (35%–40%) and less than 10% in the
trunk [3].

Table 1: Clinical features of MCC [4].
A

Asymptomatic

E

Expanding rapidly

I

Immune system suppression

O

Older than 50 years

U

Ultraviolet exposure ( fair skinned )

Due to its rarity, the aetiology of this carcinoma still remains
unclear. However, immune suppression i.e., HIV patients and
transplant recipients with 50% cases in age< 50 years) [17], ultraviolet
radiation (high sun-exposed and /or psoriasis patients treated with
UV light) [15] and Merkel Cell Polyomavirus (MCV) being put
forward as aetiological factors. The latter is a double stranded DNA
virus, which causes uncontrollable mitosis. It is present in about
80% of MCC cases [16]. But still there is a debate as there is lack of
sufficient data and evidence for the above mentioned etiology. There
are reports of MCV positive with MCC negative in patients. 20%
MCC cases are negative with MCV.

outpatients (SOPD) at our hospital for further management of an
eight-week history of a skin lesion on right cheek. Past medical history
included hypertension, hypercholesterolemia, osteo-arthritis, peptic
ulcer disease (PUD), and diverticular disease. Patient was also under
investigation for Iron deficiency anemia and slightly raised white cell
count (WCC; 12-14.5) by bone marrow biopsy. Past surgical history
included appendectomy and right total hip replacement (THR).
Blood biochemistries (renal profile, liver profile, CEA, CA 12.5) were
normal. On physical examination, on the superior margin of right
zygomatic area around 2 x 2 cm, red coloured skin lesion was noted.
It was non-tender, firm, not fixed to underlying tissue, and with no
surrounding skin changes. Initial diagnosis was made a cystic lesion
of the right cheek or a pyogenic granuloma. She was admitted as a
day-case for excision of a relatively innocuous appearing skin lesion
under local anesthesia. Histology report revealed presence of MCC
extending into subcutaneous fat, Clarke level V and pathological
Staging of pT2 and Immunohistochemistry confirmed the above
diagnosis. Staging CT neck and TAP was negative for regional and
distant metastasis. Due to high incidence of regional disease, urgent
mole mapping was arranged which marked a sentinel lymph node at
right cervical area (Figure 1).

On examination, MCC presents as a firm, bluish-red skin lesion,
generally less than 2 cm in diameter. The tumor is centered in the
dermis or sometimes in the subcutaneous tissue, with the overlying
epidermis being usually not involved [18]. MCC presents locally
(70%–80%), followed by regional lymph node involvement (9%–
26%) and rarely as extra nodal distant metastasis (1%-4%) [3].
MCC is occasionally mistaken for other cutaneous neoplasms,
such as a cystic lesion, malignant melanoma, or lymphoma [19].
Electron Microscopy is ideal to exclude these lesions which also
feature intra-cytoplasmic neurosecretory/neuroendocrine granules
[1,4]. As it is a rare type of skin tumor, with a few reported cases,
there is no definite treatment protocol for such aggressive carcinoma.
Surgical excision remains the gold standard with clear margins
of 2-3 centimeters been accepted. Therapeutic modalities such as
chemotherapy, radiotherapy, are also an option, but it is dependent
on the stage of the disease [4]. A few studies have shown no significant
difference between surgeries alone vs. postoperative radiation but it
would be beneficial in cases where free surgical margins are hard to
obtain due to cosmetic reasons [11].

Same day wide re-excision of scar tissue was performed with
excision of cervical sentinel and one non-sentinel lymph node,
utilizing both the gamma probe and blue dye technique. Both the
sentinel and non sentinel lymph nodes were in the level 3 drainage
area of the neck in close proximity to the internal jugular vein (Figure
2 and 3).

In case of nodal involvement, therapeutic lymphadenectomy
and postoperative radiotherapy must be considered. Due to this high
incidence of metastasis, prophylactic lymphadenectomy is advocated
in order to improve outcome [24,25]. However, prophylactic
lymphadenectomy is associated with high morbidity. In order to avoid
this, sentinel node status was evaluated and a sentinel node biopsy
was performed for diagnosis, management and further treatment
[11,22,23]. Presence of regional lymph node involvement markedly
decreases overall survival from 90% to 50%, a frequent occurrence in
50%-70% of all patients within 24 months from the time of clinical
diagnosis [20].

The histology confirmed absence of disease in the re-excised skin
sample and also both sentinel and non sentinel lymph node specimens.
Patient was discharged home the same day and is currently awaiting
radiotherapy to the cheek.

Discussion
Merkel Cell Carcinoma (MCC) is a rare and aggressive primary
anaplastic undifferentiated neuroendocrine carcinoma of the skin
[13] arising from uncontrolled proliferation of the neuroendocrine
and mechanoreceptor Merkel Cells located in the epidermis of skin
with an overall unfavorable prognosis [12]. It generally occurs in
elderly patients (age >50 years). It generally affects both sexes of fair
skin population but with a male predominance [14]. Areas of skin
mostly exposed to sun-light are at higher risk such as head and neck

Regional metastases are very common followed by distant
metastases (lung, brain, liver). Treatment of MCC with distal
metastases consists of palliative radiotherapy and chemotherapy.
Overall prognosis of this disease is very poor. Mortality ensues within

Table 2: Merkel Cell Carcinoma Staging [11].
Stage 0

This ( tumor in situ)

No (no regional lymph nodes metastasis)

Mo (no distant metastasis)

Stage I

T1 (tumor in situ < 2cm)

No (no regional lymph nodes metastasis)

Mo (no distant metastasis)

Stage II

T2 (tumor in situ >2cm but < 5cm)

No (no regional lymph nodes metastasis)

Mo (no distant metastasis)

Or

T3 (tumor in situ >5cm)

No (no regional lymph nodes metastasis)

Mo (no distant metastasis )

Stage III

T4 (tumor invades deep extra dermal structures)

No (no regional lymph nodes metastasis)

Mo (no distant metastasis)

Or

Any T

N1 (regional lymph nodes metastasis)

Mo (no distant metastasis)

IV

Any T

Any N

M1 (distant metastasis)
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Figure 3: Scar tissue with irregular skin lesion.
Figure 1: Sentinel lymph node (right cervical area) mapping.

program. Immune suppression is proposed as an aetiological factor.
We further propose that immune suppression may be considered as a
promoter rather as an aetiological factor.
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