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A 34-year-old Hispanic woman with Fitzpatrick skin type III presented to a dermatology clinic
with what she described as a changing birthmark.

She reported having a light brown patch on her left forearm with multiple darker-brown 2- to 4-
mm macules that had become studded with multiple blue 3- to 4-mm papules within the past
few years (Figures 1-3). The lesion was asymptomatic and had not changed in size.



Figure 1. Clinical photograph; site selected for biopsy encircled.



Figure 2. Nevus spilus background studded with multiple blue nevi with intervening pigment
between them.



Figure 3. Dermoscopy photograph demonstrating a lentiginous component and homogenous
blue papules.

On examination, a 3 × 2-cm light brown to gray patch studded with darker brown macules and
blue papules was present on her left forearm. A punch biopsy of a representative “new” papule
was obtained (Figure 1). The pathology report showed junctional melanocytic proliferation in
the epidermis (consistent with nevus spilus) and spindled cells associated with melanophages
and sclerotic collagen in the superficial to deep reticular dermis (consistent with common blue
nevus) (Figures 4-6). Together, these findings were consistent with an agminated blue nevus
within a nevus spilus.



Figure 4. Junctional melanocytic proliferation in the epidermis (consistent with junctional nevus
portion of nevus spilus) and spindled cells associated with melanophages and sclerotic collagen
in the superficial to deep reticular dermis (consistent with common blue nevus) (hematoxylin-
eosin, original magnification ×4).

Figure 5. High-power view of junctional nevus portion of nevus spilus (hematoxylin-eosin,
original magnification ×40)



original magnification ×40).

Figure 6. High-power view of common blue nevus in reticular dermis (hematoxylin-eosin,
original magnification ×40).

After discussion with the patient about the diagnosis and prognosis, the follow-up plan was
once-a-year skin examinations at the dermatology clinic. However, if the lesion changed color or
significantly increased in size, then an excisional biopsy or incisional biopsy would be
considered to rule out a malignant transformation.

DISCUSSION

Nevus spilus is a melanocytic lesion made up of collection of multiple dark-brown macules to
papules, occurring within a lighter background patch.  Although nevus spilus is considered
benign, it has been proposed that the lesion may create an environment that promotes the
development of other nevi  and rarely cutaneous malignancies.  Nevus spilus often
presents at birth or during childhood, but the development of other types of nevi within the
nevus spilus often occurs years later.

The term agminated means “clustered.” Concerning the variant of plaque-type blue nevus
known as an agminated blue nevus, the clinical presentation usually consists of a faint blue-
gray patch background flecked with darker blue-black macules or papules. Histologically, the
papular component usually represents a common blue nevus, while the patch component
represents dermal melanocytosis similar to that of nevus of Ota or mongolian spot.
Histologically, both components are comprised of melanocytes in the reticular dermis with
dendritic morphology, but the common blue nevus has a much denser collection.
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The background patch component of nevus spilus often shows features of lentigo simplex with
elongated rete ridges, an increased number of basal layer melanocytes, and increased melanin
in the epidermis and in dermal melanophages.  The darker macules or papules are most
commonly benign junctional, compound, or even dermal nevi.

Nevus spilus is a fairly rare entity, with incidence estimated to be 0.2% to 2.3% among the
general population.  The malignant potential for development of melanoma within a nevus
spilus is currently unknown, but Brito and colleagues reported a risk of 0.13% to 0.20%, with
greater risk in a nevus spilus larger than 4 cm (medium to giant) and those present from birth or
early childhood.

Development of malignant melanoma is also reported within blue nevi. Borgenvik and
colleagues recently reviewed the literature and reported 48 cases of melanoma arising within a
previously benign blue nevus.  Most of these cases (26) developed within a cellular blue nevus,
but 3 cases of melanoma developed within a plaque-type blue nevus.

A total of 13 cases of agminated blue nevus arising within a nevus spilus with histopathologic
verification were identified in a PubMed literature search including English, French, and German
language publications.  However, Ishibashi and colleagues suggested that this entity may
be underreported and more common in the Japanese population.  Additionally, 2 cases
described histopathologically as a combination of pigmented cells in the epidermis and blue
nevus cells in the dermis were first described by Montgomery and Kahler in 1939,  and this
combined entity was first classified by Kawamura in 1950 as a type 2 atypical blue nevus.
However, it is difficult to determine whether these additional cases represent the combination of
nevus spilus and agminated blue nevus, given the difference in terminology and lack of clinical
photographs. Most of the 13 cases had a similar clinical presentation to our patient—a long-
standing or congenital nevus spilus that later developed blue nevi.

To our knowledge, there has been 1 reported case of a malignant melanoma arising within a
congenital nevus spilus, which also contained acquired, benign blue nevi,  and 1 reported case
of a superficial basal cell carcinoma arising within a similar lesion.

Since an agminated blue nevus within a nevus spilus is a rarely reported entity, its prognosis is
uncertain, making patient counseling challenging. It is unknown whether the risk of malignant
transformation is higher or lower compared with separate nevus spilus or classic blue nevus
lesions. It is assumed that the risk of malignant transformation is low, but it is possible that
melanoma can develop within either the nevus spilus component or the blue nevus component
separately.

For our patient, clinical photographs and measurements were taken at the time of her initial
visit, recognition of concerning changes was discussed, and annual follow-up examinations
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