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Melanoma
Coccycodynia

Pathology e Plastic Surgery ¢ Surgery

Rare coexistence of disease or pathology

Pilonidal Sinus (PNS) is a small cutaneous orifice in the intergluteal region; symptoms include pain and swell-
ing. Disparately, desmoplastic neurotropic melanoma (DNM) accounts for 1% of all melanomas and mostly oc-
curs in the head and neck region. Because its appearance is generally benign, it typically comes to surgical at-
tention only at an advanced stage or after recurrence. A perineural involvement occurs in 30-40% of the cases
and is accompanied by symptoms such as paresthesia, paresis, and/or paralysis. To the best of our knowledge,
the association between PNS and DNM has not been described in the literature before. Here, we present a pa-
tient with PNS that was diagnosed with DNM.

A 31-year-old healthy man presented with coccydynia and sacral cyst that had been present for about a year.
While the initial diagnosis was of a PNS, after excision and biopsy, the pathology changed to PNS with DNM.
The patient underwent a work-up for distant metastasis, which was negative. Wide local excision (WLE) with
sentinel lymph node biopsy (SLNB) was also performed.

Due to the malignant potential of PNS, we support the routine of pathological examination of excised speci-
mens. Once DNM is diagnosed, work-up for distant metastasis and further treatment with WLE as well as SLNB
are recommended. The current report describes an association between PNS and DNM. While coccydynia may
have been caused by the PNS or the melanoma, the presence of the PNS helped with an earlier diagnosis of
the melanoma. Further research on the possible causative relationship between the conditions is required.
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Case Report

In the current paper we present a patient with pilonidal sinus
(PNS) that was eventually diagnosed with desmoplastic neu-
rotropic melanoma (DNM). To the best of our knowledge, this
association has not been previously described in the literature.

PNS is a small cutaneous orifice in the intergluteal region,
with hair follicles inside the tract [1]. The condition is usual-
ly diagnosed in young adults. Patients commonly report hav-
ing sacrococcygeal pain, swelling, and redness [2]. Treatment
often involves surgical repair, either minor or radical [3]. The
pathology of the excised tissue usually shows an inflamed tis-
sue and hair shafts [2].

DNM accounts for 1% of all melanomas and usually affects
males in the 7t" decade of life. In 75%, the condition occurs in
the head and neck regions [4]. The appearance of DNM is gen-
erally benign, with nonpigmented scars or morphea [4-7]. The
patients typically come to surgical attention at an advanced
stage or after recurrence [4,5]. Perineural involvement occurs
in 30-40% of desmoplastic melanomas, and is accompanied
by symptoms such as paresthesia, itching, burning, paresis,
and/or paralysis [5,7].

A 31-year-old otherwise healthy man reported having coccy-
dynia for the last year. A physical examination reviled a typical
sacral pilonidal cyst, which seemed to contain hair and gran-
ulations. The patient underwent surgery using the trephine
technique, with an uneventful and quick recovery.

The specimen was sent for routine histopathological examina-
tion. Pathology contained pilonidal sinus tract with fragments
of cellular, mostly spindle cell, melanin laden tumor, and an
infiltrate growth pattern of invasion. A marked perineural in-
vasion was noted, as well as extensive areas showing spindle
cells with elongated nuclei among collagen bundles. Infiltration
involved the subcutaneous fat but not the epidermis-dermis
junction. One mitotic figure was identified in 20/HPF count.
Nuclear grooves and inclusions were also detected (Figure 1).
In immuno-profiling, the tumor cells were positive for S100,
HMB45, MART1, and chromogranin, and Ki67 was 2% positive.
The findings supported the diagnosis of DNM, and a work-up
for distant metastasis including PET-CT scan was performed
and was negative.

Wide local excision (WLE) of the lesion and bilateral in-
guinal SLNB were performed. The excised tumor showed

Figure 1. A histologic specimen (H&E, 40x) of
the excised pilonidal sinus. 1. Poorly
circumscribed desmoplastic melanoma
showing fascicular pattern of spindle
cells with desmoplastic stroma.

2. A hair follicle.
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predominantly spindle cells (more than 90%) with neurotro-
pism present. Breslow stage IV with a maximum tumor thick-
ness of 8 mm and no ulceration or microsatellites was found,
together with a mitotic rate of 1 mitosis per mm2 The tumor
invaded the subcutis (Clark level V), without any lympho-vas-
cular invasion. The tumor regression involved was found to
be less than 75% of the lesion. No metastasis was found in
the sentinel lymph nodes that were involved in the histologic
section and immuno-stains examinations.

The patient required adjuvant treatment due to stage Il dis-
ease and his young age, but was lost to follow-up.

Discussion

Pilonidal sinus (PNS) is a benign condition mostly affecting
young adults. The main indication for surgical treatment is the
improvement of quality of life. Various surgical treatments have
been suggested, aiming to lower the recurrence rate, simpli-
fy the procedure, and shorten the recovery period as much as
possible [2,8]. The patient underwent the trephine technique,
a minor surgical procedure in which the center of the PNS in
its tracts are cored out with minimal rims of tissue, not ex-
ceeding 1-2 mm [9]. This procedure is associated with a short
recovery period and reasonable recurrence rate compared to
other, more radical techniques [9].

Desmoplastic neurotropic melanoma (DNM) is more locally ag-
gressive but has a better prognosis and lower sentinel lymph
node involvement than other variants [4]. However, the neu-
rotropism has no effect on survivability or recurrency [5]. In
this condition, a local disease control is of particular impor-
tance [4], as recurrence and metastasis rates are higher than
in other types and may be related to inadequate excision
margins [4,5]. Clear excision margins are 1 cm wide and may
be difficult to achieve due to the tumor often being detect-
ed in a late stage (Clark level 4), amorphic lesion borders, tu-
mor thickness of more than 4 mm, or due to a head and neck
predilection [4-7]. Specifically, the head and neck regions are
difficult to treat surgically due the presence of important an-
atomical structures which limit extensive resection, varied lym-
phatic drainage patterns, and basins which challenge the use
of SLNB [6]. While the sacral area is close to other anatomi-
cal structures, it offers more space for clear excision margins.
Once DNM was diagnosed without signs of distant disease,
wide local excision with SNLB was performed and clear surgi-
cal margins were achieved.

Although malignant melanoma and DNM do not have sacral
predilection [3,10,11], melanoma is a great mimicker and
can arise in any location and present itself as other patholo-
gies. Evidence of this trait can be found in previous reports of
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melanoma clinically masquerading as acute cholecystitis [12],
central nervus system illness, or lesion [13]. Although malig-
nancies found in pilonidal sinuses are rare, with an estimated
incidence of 0.1% of all PNS cases, about 88% of them were
squamous cell carcinoma [10]. Malignant degeneration is trig-
gered by chronic or recurrent inflammation several years pre-
viously and induces the carcinomatic transformation of squa-
mous cells [10].

The pathology report concluded that pilonidal cyst and mela-
noma were present concurrently. It is not clear whether there
is any causative connection between the conditions or not;
the patient endured his condition for a year before his opera-
tion, too short a time-window for malignancy to develop due
to the PNS [10]. We assume that the presence of PNS helped
with earlier diagnosis of the melanoma that hid inside of it.
Thus, it is helpful to routinely send specimens for pathology
when cleaning out pilonidal sinuses, as there is a possibility,
although rare, of malignancies. Moreover, further research is
needed to clarify if there is a possible causative relationship
between the pilonidal sinus and the desmoplastic neurotrop-
ic melanoma.

The main concern expressed by patients is coccydynia, and
the differential diagnosis can be divided to nociceptive, neu-
ropathic, or visceral [14]. Etiologies are numerus, including pi-
lonidal disease, inadequate habitus, infections, and malig-
nancies [14,15]. Neurotropic melanoma is known to cause
neuropathic pain of the head and neck regions [7]. Thus, the
coccydynia that our patient had could have been neurotropic
(caused by DNM), visceral (caused by PNS), or both. It is diffi-
cult to determine the source of the patient’s pain.

Conclusion

The case described here shows an association between PNS
and DNM for the first time. Although presenting coccydynia
may have been neuropathically caused by the DNM, this could
not be determined by this case alone. Either way, the presence
of PNS helped with earlier diagnosis of the melanoma that hid
inside of it due to the malignant potential of PNSs, which com-
pels a routine pathological examination of all excised speci-
mens. While PNS containing DNM is shown to be within the
realm of possibilities, further research is required to clarify a
possible cause-and-effect relationship between the conditions.

Referring to treatment of DNM, without any signs of distant
disease on pre-surgical work-up, we recommend the common
surgical approach of wide local excision and SLNB.
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