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Rezumat

Hamartomul muscular neted congenital este o leziune
putin frecventd de naturd disembrioplazicd. Cel mai
frecvent acesta se prezinti ca o placd unicd, apdrutd de la
nastere. Frecarea leziunii poate conduce la aparitia
pseudosemnului Darier. Forma de hamartom muscular
neted congenital in placd unicd este benignd si nu este
asociatd cu alte patologii. Prezentdm cazul unui copil in
virstd de 6 luni consultat pentru o placd de culoare brun-
roziu si localizatd pe coapsa stangd.
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Summary

Congenital smooth muscle hamartoma is an
unconmon lesion of a dysembryoplastic nature. Most often,
it is present from birth, as a single plaque. The rubbing of
the lesion can lead to the appearance of the Darier’s psetdo-
sign. The form of congenital smooth muscle hamartoma
manifested as a single plaque is benign and it is not
associated with other pathologies. We present the case of a
6-month-old child, consulted for a brown-pink plaque,
located on the left thigh.
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Introducere

Hamartomul muscular neted congenital
(HMNC) sau hamartomul leiomiomatos este o
leziune putin frecventd de naturd disembrio-
plazicd. Denumirea provine din limba greaca:
hamartia = defect, greseald, eroare; iar -oma =
tumoare, neoplasm. Primul caz de HMNC a fost
descris de Sourreil si colab. in 1969 [1]. Cel mai
frecvent HMNC se prezintd ca o placd unics,
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Introduction

Congenital smooth muscle hamartoma
(CSMH) or leiomiomatous hamartoma is an
uncommon lesion of a dysembryoplastic nature.
The name origin is Greek language: hamartia =
defect, mistake, error; and -oma = tumor /
neoplasm. The first case of CSMH was described
by Sourreil et al. in 1969 [1]. The most common
CSMH shows itself as a single plaque, being
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observatd inca de la nastere sau la copilul mic.
Frecarea leziunii poate conduce la aparitia
pseudosemnului Darier (induratie si piloerectie
tranzitorie).

Caz clinic

Copil in varsta de 6 luni, ndscut la termen este
consultat pentru o placd usor induratd, cu
dimensiuni de 6/4 cm de culoare brun-roziu,
acoperitd de peri negri si localizatd pe coapsa
stangd (fig. 1). Placa a apdrut de la nastere.
Pseudosemnul Darier nu a fost prezent. Sarcina a
decurs normal, iar nasterea a fost fara complicatii.

Examenul histopatologic a ardtat prezenta in
derm a numeroaselor fascicule de fibre
musculare netede hiperplazice de morfologie
normald repartizate anarhic. Epidermul nu
prezenta modificari histologice semnificative (fig.
2). S-a stabilit diagnosticul de hamartom
muscular neted congenital.

Figura 1. Aspect clinic: copil in vdrstd de 6 luni, placid
hipertricozicd coapsa stangi
Figure 1. Clinical appearance in 6-month-old children:
plaque with hypertrichosis on left thigh
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present from birth or manifesting during the
early infancy period. Rubbing the lesion can lead
to the appearance of the Darier’s pseudo-sign as
a transient induration and piloerection.

Clinical case

The 6-month-old child, born at term, was
consulted for a slightly hardened plaque,
measuring 6 by 4 cm, with a brown-pinkish color,
covered with black hairs and located on the left
thigh (Fig. 1). The plaque appeared from birth.
The pseudonym Darier was not present. The
pregnancy went normally, and the birth was
without complications.

Histopathological examination showed the
presence in the dermis of numerous bundles of
hyperplastic smooth muscle fibers of normal
morphology, anarchically distributed. The
epidermis did not show significant histological
changes (Fig. 2). The diagnosis of congenital
smooth muscle hamartoma was established.

Figura 2. Aspect microscopic sectiune hamartom: fibre
musculare netede, hiperplazice, cu dimensiuni variate si
orientate anarhic (HE, x12)

Figure 2. Microscopic appearance of the hamartoma section:
hyperplastic smooth muscle fibers, with various sizes and
anarchic orientation, distributed in the dermis (H&E, x12)




Discutii

HMNC este un hamartom cutanat putin
frecvent (1/2700 nou ndscuti), care se dezvolta
din muschii erectori ai firului de péar si este
prezent de obicei de la nastere. Clinic se prezinta
ca o placa fixa usor infiltratd sau nu, cu
dimensiuni de cativa centimetri, cu sau fara
papule foliculare pe suprafata sa. O hiper-
pigmentare este observatd in mai mult de
jumatate din cazuri, dar semnul cel mai frecvent
si totodatd jenant este hiperpilozitatea. Perii sunt
lungi si negri, mult mai vizibili decat cei ai pielii
sinatoase vecine. In jumatate din cazuri frecarea
placii conduce la aparitia pseudosemnului
Darier, care se manifestd prin eritem si ridicarea
tranzitorie a parului [2]. Localizdrile de pre-
dilectie sunt regiunea lombard, bratele, coapsele,
fesele si exceptional flancurile, fata, pielea
pdroasa a capului si regiunea mamara.

Examenul histopatologic evidentiaza, sub un
epiderm discret hiperplazic, prezenta in derm de
fascicule de fibre musculare netede de morfologie
normald dar In numar crescut, dispuse dezordo-
nat, la distantd sau nu de foliculii pilosi, separate
prin fibre de colagen [34].

Cel mai frecvent HMNC se prezintd ca placa
unicd, fiind descrise si forme de HMNC 1n placi
multiple. In unele cazuri forma de HMNC in
placi multiple poate da aspectul de bébé
Michelin, aspect care poate fi dat si de
hamartomul lipomatos. Forma de HMNC in
placd unicd este benigna putdnd avea uneori o
evolutie involutiva, nefiind niciodatad asociata cu
alte patologii [5]. Forma in pldci multiple
intermediard este de prognostic bun spre
deosebire de forma de tip bébé Michelin, care de
cele mai multe ori este asociatd cu patologie
neurologicd sau osteo-articulara.

Diagnosticul diferential al HMNC se face cu
afectiuni care prezintd hiperpilozitate la nastere.
In forma localizatd acesta se face cu nevul
nevocelular congenital, hipertricoza nevoid4, iar
in anumite localizari cu disrafismul spinal [6]. in
forma cu pldci multiple trebuie eliminat sin-
dromul alcoolic fetal, sindromul fetal la hidan-
toind si sindroamele malformative complexe.
Formele de hipertricozd dobandite, aparute pe o
placd pigmentata aduc in discutie hamartoamele
musculare cu aparitie tardivd si hamartomul
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Discussions

CSMH is a rare skin hamartoma (1/2700
newborns), developed from the erector muscles
of the hair and it is usually present from birth.
Clinically it presents it self as a fixed plaque
which can be slightly infiltrated or not, with
dimensions of a few centimeters, with or without
follicular papules on its surface, asymptomatic or
discreetly itchy. Hyperpigmentation is observed
in more than half of the cases, but the most
common and at the same time embarrassing sign
is hyperpilosity. The hairs are long, black and
more visible than those of the adjacent healthy
skin. In half of the cases, the rubbing of the
plaque leads to the appearance of Darier’s
pseudo-sign, which is manifested as erythema
and transient piloerection [2]. The favorite
locations are the lumbar region, the arms, the
thighs, the buttocks and exceptionally the flanks,
the face, the hairy scalp and the mammary
region.

Histopathological examination reveals the
presence in the dermis of bundles of smooth
muscle fibers of normal morphology but in large
numbers, arranged disorderly, at a variable
distance from hair follicles, separated by collagen
fibers, under a discrete hyperplastic epidermis
[34].

The most common CSMH is presented as a
single plaque, but there are rare cases of CSMH
with plaques involving multiple sites. In some
cases, the form of CSMH in multiple plaques can
give the appearance of a Michelin baby, an aspect
that can also be given by the lipomatous
hamartoma. The form of CSMH in a single
plaque is benign and can sometimes have an
involutive evolution, never being associated with
other pathologies [5]. The intermediate multiple
plaque clinical form has a good prognosis as
opposed to the Michelin baby clinical type which
is most often associated with neurological or
osteo-articular pathology.

The differential diagnosis of CSMH includes
conditions with hyperpilosity at birth. In the
localized form, differential diagnosis is made
with congenital nevocellular nevus, nevoidic
hypertrichosis, and with spinal dysraphism in
certain localizations [6]. In the clinical form of
CSMH with multiple plaques, should be elimi-
nated fetal alcohol syndrome, fetal hydantoin
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Becker [7,8]. Acesta din urma se diferentiaza de
HMNC prin varsta de aparitie (peripubertar),
aspecte morfologice cu modificari epidermice
(hipertricoza si hiperpigmentare) mult mai
evidente si histopatologic o crestere mai redusa a
fibrelor musculare netede.

Concluzii

HMNC este o afectiune rard, de natura
disembrioplazica aparuta de obicei de la nastere,
ca o placa unica. Diagnosticul diferential cel mai
des evocat este cu nevul Becker, care debuteaza
peripubertar.
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Conclusions

CSMH is a rare, disembryoplastic condition
that usually occurs from birth as a single plaque.
The most common differential diagnosis is
Becker’s nevus, with peripubertal-onset.
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