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A Case of Zosteriform Pilar Leiomyoma

Jeong Joon Oh, M.D., Jae Hong Park, M.D., Soo Hong Kim, M.D., Eil Soo Lee, M.D.

Department of Dermatology, Samsung Medical Center, Sungkyunkwan University School of
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Cutaneous pilar leiomyomas are benign, often painful, smooth muscle tumors that usually pre-
sent as red-brown nodules. They are usually multiple and commonly found on the extensor as-
pects of the arm, trunk, and face. Multiple lesions may be grouped or widespread. They are
rarely distributed in a linear fashion or seem to follow a dermatome. We report a 54-year-old
woman with multiple pilar cutaneous leiomyomas distributed in a zosteriform pattern on

her right trunk. (Ann Dermatol 15(3) 128~131, 2003).
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Cutaneous leiomyoma is a rare benign tumor
that originates from smooth muscles derived from ar-
rector pili muscle, media of blood vessels and dartos
muscle of the scrotum, vulva or nipples!. It is classi-
fied into 3 types according to the site of origin,
namely pilar leiomyoma, angioleiomyoma, and ge-
nital leiomyoma. Pilar leiomyomas usually occur
in the second to third decades of life with an equal
incidence in men and women. They can be soli-
tary, but are multiple in 80% of patients'?. Al-
though multiple leiomyomas are often grouped,
unilateral zosteriform pilar leiomyoma is rare. We re-
port multiple zosteriform leiomyomas on right trunk
of a 54-year-old woman.

CASE REPORT

A 54-year-old woman presented with reddish
skin-colored papules. She had noted these lesions 7
years ago, and they gradually extended to right
flank and chest. She complained of episodes of tol-
erable pain in the involved region in response to
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touch. She had had a hysterectomy for uterine leio-
myoma about 20 years ago. On physical examina-
tion, there were multiple dark red to skin-colored
tender dermal nodules distributed in a zosteriform
pattern on right chest, flank, and back (Fig.1).
Histological examination of a lesion showed a
well-demarcated, non-encapsulated tumor within
the dermis (Fig.2A), which is composed of inter-
lacing spindle-shaped cells with a blunt-ended nu-
cleus (Fig.2B). The bundles of tumor showed vac-
uolization, especially in cross sections, as a result
of a perinuclear clear zone (Fig.2C). Masson’s tri-
chrome stain showed that these tumor cells sta-
ined red and collagen blue (Fig.3). These findings
confirmed the diagnosis of leiomyoma. After the
diagnosis was made, no specific treatment was done
because she did not want any treatment.

DISCUSSION

Pilar leiomyomas are firm, painful, and intradermal
nodules, most commonly seen in early adult life
with an equal incidence in male and female?®.
They can occur in sites where smooth muscle exists,
but are most commonly found on the extensor as-
pects of the limbs*. They range in size from a few
millimeters to several centimeters and the color
varies from pink to yellow or brown??. The lesions
are often sensitive to touch, cold and emotional
stress. Pain usually occurs spontaneously and may be
paroxysmal in nature with stabbing, burning or
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Fig. 1. Multiple red-brown nodules in a zosteriform pa-
ttern on right trunk

Fig. 2. (A) The tumor is well-demarcated and com-
posed of bundles of spindle-shaped cells (H&E, x40).
(B) The spindle-shaped cells contain bluntly edged nu-
clei (H&E, x200). (C) The spindle-shaped cells show
vacuolization in cross section, as a result of a perinu-

clear clear zone (H&E, x200).

Fig. 3. (A) Masson’s trichrome stain differentiates between smooth muscle fibers and collagen bundles (Masson’s
trichrome stain, x40). (B) The red colored smooth muscle fibers are intermingled with small amount of green colored
collagen bundles in the dermis (Masson’s trichrome stain, x100).

pinching qualities. The cause of pain has been de-
bated. Some authors postulated that it may be due to
pressure on the cutaneous nerve’. Some described in-
creased numbers of nerve fibers in these tumors
and believed compression of them may be the
cause of pain®®. In our case, however, we don't
find any evidence of increased numbers of nerve
fibers. Some believed that muscular spasm is the
cause of pain and demonstrated visible contrac-
tion of the lesions in some cases?.

Pilar leiomyomas can be solitary, but they are
usually multiple®. In cases of multiple pilar leiomy-
omas, unilateral zosteriform pilar leiomyoma is rare.
The zosteriform pattern of pilar leiomyoma is difficult
to explain. It may be due to an association with
the cutaneous nerves underneath, as suggested ear-
lier’. Some authors proposed spontaneous somatic re-
combination giving rise to a pattern mimicking
zosteriform distribution®.

Several conditions are associated with multiple
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pilar leiomyomas. Uterine leiomyomas can be asso-
ciated with pilar leiomyomas, known as Reed’s
syndrome®®'°, The inheritance pattern is autosomal
dominant with incomplete penetrance'®. The typical
family history for Reed’s syndrome is several wo-
men with early hysterectomies. Women in these
families may have multiple cutaneous leiomyomas.
Approximately 50% have uterine leiomyomas,
compared with about a 10% incidence in the general
population of women in the same age group’.
Women with multiple cutaneous leiomyomas
need periodic gynecologic evaluation™ . If uter-
ine leiomyomas are present, the patient should be in-
formed that a hysterectomy may be necessary at
some point?'®. For some women, this information
can help with family planning'!. Leiomyosarcomas
have been reported to arise within uterine leiomy-
oma, necessitating long-term observation'?. Fe-
male family members also need gynecologic evalua-
tion®. The zosteriform pattern, with a few discrete
nodules, has been described in hereditary leiomyoma
and in a patient with uterine leiomyoma. The in-
volvement of internal organs, especially uterus,
even with zosteriform leiomyoma was reported''.
In that case, the patient’s mother and a first cousin
had had a hysterectomy for problems associated
with uterine “fibrinoid”. Our patient had multiple cu-
taneous leiomyomas in zosteriform pattern with a
history of hysterectomy for uterine leiomyoma
about 20 years ago, but she had no family history for
early hysterectomy or uterine leiomyoma.

Besides familial occurrence of multiple cuta-
neous leiomyomas, the association of multiple cu-
taneous leiomyomas with visceral leiomyomatosis are
well established. Visceral leiomyomas developing
in the setting of immunodeficiencies (e.g. AIDS
and organ transplantation) are associated with
EBV (latent) infection’.

Erythrocytosis has been reported in association
with cutaneous leiomyoma in two patients®".
Both patients had widespread leiomyomas. In one,
erythrocytosis lessened after surgical excision of
many of the lesions®. Erythropoietin-like activity has
been demonstrated in tumor extracts'!. In our
patient, laboratory evaluations ,including com-
plete blood count, were within normal limits or
negative.

Histologically, cutaneous leiomyoma is an ill-de-
fined dermal tumor composed of interlacing smooth
muscle fibers with collagen bundles. The epider-
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mis is typically uninvolved. The nuclei have a dis-
tinctive blunt ended shape®. Some authors de-
monstrated mitotic activity in cutaneous leiomy-
omas, but for the most part, mitotic activity was
less than one per 10 HPF®!%. Smooth muscle cells
can be visualized in Masson’s trichrome, actin and
desmin stain®.

Treatment of cutaneous leiomyoma is difficult,
and surgical excision is practicable only when lesions
are few. Recurrences after excision are frequent.
But, some author proved that mitotic activity does
not adversely affect the prognosis®. Surgical treat-
ment of multiple cutaneous leiomyomas is not fea-
sible because of the large number of tumors. In
these cases, pharmacologic treatment can offer pain
relief. Successful use of several different oral and
topical agents has been reported. Oral agents in-
clude a-blockers, calcium channel blockers, nitro-
glycerin, antidepressants, ethaverine, and anal-
gesics*'L1718, Treatment with smooth muscle re-
laxants is effective in pain, and this represents
that the cause of pain associated with cutaneous
leiomyoma is more likely secondary to contraction of
the muscle fibers making up the tumor?. Topical
treatments include nitroglycerine paste, lidocaine,
phentolamine, and hyoscine hydrobromide'. El-
ectrocoagulation, carbon dioxide laser, cryotherapy,
and radiotherapy are generally ineffective'. Go-
nadotropin-releasing hormone analogue therapy
has been used successfully to treat uterine and some
extrauterine smooth muscle tumors which demon-
strate progesterone and/or estrogen receptor im-
munoreactivity'®. But, it was reported that none of
cutaneous leiomyomas demonstrated positive sta-
ining of progesterone and estrogen”. Our patient had
minimal intermittent symptoms in response to
touch and no intervention was offered.In Korea,
12 cases of multiple cutaneous leiomyoma have
been reported. However, there have been no re-
ported case of zosteriform distribution to our know-
ledge1® 24, In one case, there is room for doubt of
unilateral zosteriform distribution, but the report
contained no mention of this point. On the other
hand, the patient of that case was female and had
history of hysterectomy?.

In summary, we report a patient with history of
hysterectomy for uterine leiomyoma and unilateral
zosteriform distribution of multiple pilar leiomy-
omas.
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