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Dermatoscopy of  multiple piloleiomyomas with 
disseminated and segmental distribution

Sir,
A   42‑year‑old female   presented with disseminated, 
painless lesions, which she has had for nine years and which 
gradually increased in number. Her medical history included 
myomectomy five years earlier.

Clinical examination revealed clustered, firm, reddish‑brown 
papules, fixed to the skin, covering the forehead, cheeks 
[Figure 1a and b], left side of the neck [Figure 1a], gluteal 
region  (disseminated distribution) and the right scapular 
region (segmental distribution) [Figure 1c].

The papules located on the head and neck region 
dermatoscopically showed whitish clods, scattered and 
partially clustered throughout the lesion, varying in size 
and number, with delicate brown reticular lines between 

them [Figure 2a and b]. The papules localized on the back 
mainly showed only brown, reticular, parallel or irregular 
lines [Figure 2c and d].

Two incisional biopsies were performed, one from the 
jawline and the second from the back. Histopathological 
examination of both biopsies showed bundles of 
eosinophilic, elongated cells with cigar‑shaped nuclei 
[Figure 3a], immunohistochemically positive for 
desmin [Figure 3b].

Gynecological examination revealed uterine leiomyomatosis 
confirmed by ultrasound pelvis examination.

Cutaneous leiomyomas, first described in 1854 by Rudolf 
Virchow, are uncommon, painful neoplasms arising from 

Figure 1a: Multiple piloleiomyomas presenting as numerous, firm papules 
located on the left cheek and left side of the neck

Figure 1b: Multiple piloleiomyomas with same clinical presentation on the 
right cheek
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leiomyomatosis syndrome, hereditary leiomyomatosis and 
renal cell cancer).1,4

Piloleiomyomas are frequently unrecognized by 
clinicians during examination. Despite widespread 
use of dermatoscopy, a small number of patients 
with piloleiomyomas have been dermatoscopically 
evaluated.1,3,4,6 In several reports, both solitary1,3 and 
multiple piloleiomyomas2,4,6 have been described. 
All authors reported that the dermatoscopic findings 
of piloleiomyoma showed characteristics similar to 
dermatofibroma. Histopathologically, the central white 
patch reflects the proliferation of smooth muscle cells 
and collagenous fibers in the dermis, whereas the delicate 
pigment network reflects reactive epidermal basal 
pigmentation.1

The tumors located on the head and neck region in our 
patient also showed discrete brown reticular lines, but mixed 
with numerous whitish clods of variable size and number 
throughout the whole lesions. However, piloleiomyomas on 
the back predominantly showed only discrete, brown lines 
of irregular or parallel distribution, resembling more the 
dermatoscopic finding of flat seborrheic keratosis or solar 
lentigo.

Different dermatoscopic presentations suggest 
interdependence on tumor location. The explanation for such 
a difference could be the presence of a higher number of 
follicular ostia, which are also more prominent, on the face/
neck region compared to the skin of the back.

However, oval and/or elongated hyperpigmented structures 
within the central area, reported by Paschoal,6 and central 
masses of “white‑like cloud” areas without translucent streak 
reported by Diluvio4 were not found in our case. Although 
prominent telangiectases6 and dotted vessels1 were observed 
by some authors, in our case no vascular structures were 
found.

The main clinical and dermatoscopic differential 
diagnosis particularly in solitary lesions should include 
dermatofibroma, flat seborrheic keratosis/solar lentigo 
and neurofibromas. In cases where piloleiomyoma has 
characteristics similar to dermatofibroma, the negative 
“button sign” should be suggestive for considering the 
biopsy. On the other hand, neurofibromas often display 
only a delicate brownish network at the periphery of 
the lesions which may sometimes be confused with 
piloleiomyomas, however, the softness of the neurofibromas 
is the major differential clue from both piloleiomyoma and 
dermatofibroma.7 However, in dermatoscopic presentation 
of piloleiomyoma similar to flat seborrheic keratosis/solar 
lentigo, they could be indistinguishable, especially in 

Figure  1c: Multiple piloleiomyomas located on the back (segmental 
distribution)

smooth muscle cells.1 They comprise ~5% of all leiomyomas 
and 75% of extrauterine leiomyomas.2 The precise etiology 
of this disease is still unknown but the genetic alterations of 
the fumarate hydratase gene has been suggested, with reports 
of autosomal dominant inheritance in familial occurrence 
of multiple piloleiomyomas.2‑4 According to the origin, 
they are classified into three groups – piloleiomyomas  (the 
most common type), genital  (dartoic) leiomyomas and 
angioleiomyomas.2,3

Piloleiomyoma may appear as solitary, or more often as 
multiple lesions. Segmental  (zosteriform) distribution 
represents a rare pattern, with only few cases reported 
in the literature.2 However, we were unable to find any 
previous report of simultaneous occurrence of segmental 
and disseminated piloleiomyomas, which represent type  2 
segmental mosaicism as it was in our case. In this type 
of mosaicism, individuals carrying a germline‑dominant 
mutation that affects all cells of the body acquire a second 
postyzgotic alteration of the other allele of the same gene, 
resulting in loss of heterozygosity affecting only a part of 
the cells. The consequence of this type of genetic event is a 
clinical presentation in segmental areas superimposed on the 
milder diffuse cutaneous involvement.5

Multiple piloleiomyomas could be accompanied by uterine 
leiomyomatosis, as it was the case in our patient, or rarely 
by renal cell carcinoma  (multiple cutaneous and uterine 
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Figure 2a: Dermatoscopy (contact, nonpolarized light) of piloleiomyomas 
located on the face/neck region – numerous whitish clods (black arrow), with 
delicate, brown reticular lines between them (circle)

Figure 2b: Dermatoscopy (contact, nonpolarized light) of piloleiomyomas 
located on the face/neck region, with the same dermatoscopic presentation

Figure 2c: Dermatoscopy (contact, nonpolarized light) of piloleiomyomas 
located on the back – brown lines with irregular or parallel distribution 
(black arrow)

Figure 2d: Dermatoscopy (contact, nonpolarized light) of piloleiomyomas 
located on the back showing the same dermatoscopic features

multiple flat lesions of seborrheic keratosis/solar lentigo 
localized on the back.

The correct diagnosis of multiple piloleiomyomas is of 
high importance, particularly in female patients where 
detailed gynecological and renal investigations should be 

done, with regular annual follow‑ups for risk‑assessment of 
leiomyosarcoma and renal carcinoma.

In conclusion, we report a case of type 2 segmental mosaicism 
of piloleiomyomas, which showed various dermatoscopic 
presentations at different locations. In addition, we report 
a new dermatoscopic presentation of piloleiomyoma, 
resembling flat seborrheic keratosis/solar lentigo more than 
dermatofibroma.
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