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Connective tissue nevi: An entity revisited

Anne Saussine, MD," Karine Marrou, MD,* Phillippe Delanoé, MD," Nathalie Bodak, MD,*
Dominique Hamel, MD," Arnaud Picard, MD,” Bruno Sassolas, MD," Yves de Prost, MD, PhD,*
Martine Lemerrer, MD,° Sylvie Fraitag, MD," and Christine Bodemer, MD, Php**#

Paris and Brest, France

Background: Connective tissue nevi (CTN) may be isolated, either sporadic or hereditary, or syndromic as
in the Buschke-Ollendorff syndrome. Few publications have addressed the variable dinical and
histopathologic expression of these benign hamartomas.

Objective: We sought to characterize the dinical and histopathologic features of CTN and to highlight a
spectrum of clinical disease.

Methods: We carried out a retrospective study of cases selected after strict clinical and histopathologic
confirmation of the diagnosis.

Results: A total of 33 patients with CTN were included. The average age of onset was 2 years. Three
clinical forms were distinguished: type A with lesions at a single site, with one case presenting as an
ulcerated infiltrated plaque; type B with two or more sites of involvement; and type C with unusually
severe infiltration with functional impairment of a limb. Histopathologic examination of lesional biopsy
specimens showed 10 collagenomas, one elastoma, 18 mixed CTN, and an increased number of fibroblasts
in 4 cases. No correlation between clinical type and histopathologic indings was observed.

Limitation: This was a descriptive case series.

Conclusions: CIN comprise a clinical spectrum ranging from solated papules to unusually severe
aggressive plaques with monomelic involvement. The histopathologic features are heterogeneous and
include a newly descrbed variant, which we name “cellular CTN” because of the increased number of
fibroblasts. (] Am Acad Dermatol 2012:67:233-9.)
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Seriesof 25 cases. 16 F, 9 M

Age atpresentation ranging from 1.5 to 58
years(median 10 y)

Sizerangedfrom 0.3t0 2 cm

Solitary slowly growing, painless plaque
or nodule

Trunk >head and neck>>limbs

Mainly situated in the reticular dermis
and superficial subcutis

Proliferation of bland
fibroblastic/ myofibroblastic cells
arrangedin short intersecting fascicles

No significant cytologic atypia
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Fibroblastic Connective Tissue Nevus
A Rare Cutaneous Lesion Analyzed in a Series of 25 Cases

Sebastien de Feraudy, MD, PhD*i and Christopher D.M. Fletcher, MD, FRCPath*

Abstract: Fibroblastic connective tissue nevus (FCTN) repre-
sents a rare and distinct benign cutaneous mesenchymal lesion
of fibroblastic/myofibroblastic line: which broadens the
spectrum of lesions presently rec d as connective tissue
nevus. A series of 25 cases of FCTN has been analyzed to fur-
ther characterize the clinicopathologic spectrum and im-
munohistochemical features of this entity. Sixteen patients were
female (64%) and 9 were male (36%), with age at presentation
ranging from 1.5 months to 58 years (median, 10y). Most pa-
tients presented with a solitary, slowly growing, painless plaque-
like or nodular skin lesion. Eleven cases (44%) arose on the
trunk, 9 (36%) on the head and neck, and 5 (20%) on the limbs.
The lesion was present for a median duration of 11.5 months
(mean, 13.2mo). Grossly, the lesions were tan-brown to tan-
white, smooth, and firm. Their size ranged from 0.3 to 2.0cm in
greatest dimension (mean size, 0.67cm; median, 0.6cm). All
tumors showed poor circumscription and were situated pri-
marily in the reticular deep dermis, extending into the superficial
subcutis in 13 cases (52%). The lesion was associated with
papillomatous epidermis in 17 cases (70%) and the presence of
adipose tissue in the reticular dermis in 14 cases (60.9%). All
tumors were composed of a proliferation of bland intradermal
fibroblastic/myofibroblastic cells with indistinct palely eosino-
philic cytoplasm and tapering nuclei, with no significant cyto-
logic atypia or pleomorphism, arranged in short-intersec
fascicles and entrapping appendages. No mitoses were ldLnlI'
fied. Immunostains showed positivity for CD34 in 20 of 23 cases
(87%) and weak focal positivity for smooth muscle actin in 9 of
19 cases (47%). No case stained positively for desmin or S100
protein. Clinical follow-up was obtained for 14 patients (median
duration, 4y). No tumor recurred locally, even when surgical
excision was incomplete. No lesion metastasized. FCTN occurs
most commonly as a plaque on the trunk and head/neck of
children, involves deep dermis and superficial subcutis, and
stains mainly for CD34. FCTN most likely represents a localized
developmental dermal anomaly: it is entirely benign and should
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not be confused with dermatofibrosarcoma protuberans or other
neoplasms such as dermatomyofibroma.

Key Words: fibroblastic connective tissue nevus, tumor, soft
tissue, skin

(Am J Surg Pathol 2012:36:1509-1515)

An increasing number of dermal mesenchymal neo-
plasms showing a fibroblastic/myofibroblastic line of
differentiation have been reported in the past decades,
such as dmn.nuhhronm' dermatofibrosarcoma protu-
berans (DFSP).>* atypical fibroxanthoma,>” plexiform
fibrohistiocytic tumor (PFHT), solitary cutaneous
myofibroma,® and intradermal nodular fasciitis.” Because
some of these entities exhibit different clinical behavior,
it is important to distinguish them histologically and
to classify them accurately to avoid inappropriate treat-
ment. The classification of these entities rests mainly
on their distinctive and reproducible histologic features,
their clinical context, and sometimes their immuno-
phenotype.

Dermal mesenchymal tumors showing CD34 ex-
pression comprise a heterogenous group of fibroblastic tu-
mors such as “plaque-like CD34-positive dermal fibroma™
(medallion-like dermal dendrocyte hamartoma )./ DFSP 1!
nuchal fibroma,'? solitary fibrous tumor,'! desmoplastic fi-
broblastoma/collagenous fibroma.'* spindle cell lipoma,'!
and subsets of connective tissue nevi (CTN)."*1¥ CTN are
rare benign hamartomatous lesions characterized histologi-
cally as discrete areas within the papillary or reticular dermis,
where a clear predominance or depletion of collagen, elastin,
or glycosaminoglycans may be found.'*'¢ Lesions in \\huh
collagen predominates are called collagenomas'”
in which elastin predominates are called elastomas.”® CTN
may be solitary or multiple, sporadic or inherited, and may
be associated with a number of syndromes (eg, familial cu-
taneous collagenoma associated with ulrdIdL disease.”!
multiple collagenomas associated with MEN 12! storiform
collagenoma associated with Cowden disease,'” Shagreen
patches in tuberous sclerosis,> and plantar cerebriform
collagenoma associated with proteus syndrome.22* With
the notable exception of CTN associated with inheri!ed
syndromes in which a causal mutation is identified,”>* the
etiology of most CTN remains largely unknown. Lesions
within the clinicomorphologic spectrum of CTN but with
more cellular fibroblastic morphology have not formally
been described.
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