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on nec ti ve tis su e ne vus (CTN) is de fi ned as ha mar to ma to us mal for -
ma ti ons of der mal con nec ti ve tis su e com po nents inc lu ding col la gen,
elas tic fi bers or glyco sa mi nogl ycans. CTN is a ra re di se a se and may

be fa mi li al or ac qu i red.1 The pre do mi nant ele ment of the ex tra cel lu lar con-
nec ti ve tis su e wit hin an in di vi du al ne vus can be col la gen, elas tic fi bers, or
pro te ogl ycan (mu cin).2,3 The mec ha nism of the in cre a sed con nec ti ve tis su -
e com po nents re ma ins un cer ta in.4 A unif ying the ory re gar ding con nec-
ti ve tis su e was pro po sed, in which ab nor ma li ti es of col la gen, elas tic fi bers
and mu co poly sacc ha ri de synthe sis we re con si de red, but it co uld not exp la -
in all ca ses.5 We pre sen ted a ca se re port with CTN that we con si de red as
cli ni cal and his to pat ho lo gi cal.

CA SE RE PORT
A 20-ye ar-old man had a 7 ye ar his tory of le si ons on pa ra sac ral re gi on.

The le si ons sho wed gra du al en lar ge ment af ter its ini ti al oc cur ren ce in ad di -
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Connective Tissue Nevus: 
Case Report

ABSTRACT Connective tissue nevus is defined as hamarthomatous malformations of dermal
connective tissue components including collagen, elastic fibers or glycosaminoglycans. The
mechanism of the increased connective tissue components remains uncertain. Collagen type of
connective tissue nevus is the most common type. We herein report a collagen type of connective
tissue nevus with clinical and pathological features in a 20-year-old man with a 7 year history of
lesions on parasacral region. This case has been presented since it is a rare and benign lesion, and
may be important for the differential diagnosis.
Key Words: Nevus, connective tissue, skin and connective tissue diseases

ÖZET  Konnektif doku nevüsü kollajen, elastik lifler ve glikozaminoglikanlar gibi dermal konnek-
tif doku komponentlerini içeren hamartomatöz bir lezyon alarak tanımlanır. Konnektif doku kom-
ponentlerinin artmasının mekanizması kesin bilinmemektedir. Konnektif doku nevüsünün en sık
görüleni kollajen tipidir. Biz parasakral bölgede 7 yıldır mevcut lezyonu bulunan, klinik ve pa-
tolojik olarak konnektif doku nevüsünün kollajen tipi tanısı alan 20 yaşında erkek hastayı, nadir ve
benign lezyonlarda ayırıcı tanıda önemli olduğu için sunmaktayız.
Anahtar Kelimeler: Nevüs, konnektif doku, deri ve konnektif doku hastalıkları
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ti on to slight itc hing. Physi cal exa mi na ti on sho wed
mul tip le oval cu ta ne o us pla qu es on the pa ra sac ral
are a (Fi gu re 1). In di vi du al le si ons we re soft, well
de mar ca ted, and ran ged in si ze from 0.5 to 6 cm.
Pla qu es ha ve al ways be en flesh-co lo red with a yel-
lo wish tin ge. The re we re no hypo pig men tes ma cu -
les, café au la it spots and ade no ma se ba ce um. The
re ma i ning physi cal exa mi na ti ons inc lu ding ne u ro -
lo gi cal eva lu a ti on, the re sults of ro u ti ne la bo ra tory
stu di es, and ra di o lo gi cal exa mi na ti ons we re nor mal.
The re was no fa mily his tory of si mi lar le si ons. A
punch bi opsy was ta ken from the le si on. The spe ci -
men sho wed mi ni mal epi der mal chan ges and thic -
ke ning of the der mis du e to in cre a sed col la gen
de po si ti on (Fi gu re 2). In the up per and mid-der mis,
an ac cu mu la ti on of den se, co ar se, thick col la gen fi -
bers was pre sent (Fi gu re 3). Mas son’s tric hro me sta -
in sho wed a sig ni fi cant in cre a se of thick col la gen
bund les (Fi gu re 4). Ver ho eff’s elas tic tis su e sta in
sho wed nor mal elas tic fi bers (Fi gu re 5). The pa ti ent
was de fi ned as col la gen type of CTN with cli ni cal
and pat ho lo gi cal fe a tu res of le si ons. 

DIS CUS SI ON
In 1921, Le wan dowsky first re por ted fo ur ca ses

of CTN as “ne a vus elas ti cus re gi o nis mam ma ri a e “.5

The fol lo wing ye ar, Lips chütz re por ted fo ur
ca ses as pa ving sto ne con nec ti ve tis su e na e vus. The
term “con nec ti ve tis su e ne vu s“ be ca me mo re com-
monly ac cep ted when Gut mann’s re vi ew ap pe a redFIGURE 1: Multiple flesh-colored with yellowish tinge oval cutaneous plaques

on the parasacral area of the patient.

FIGURE 2: An increased amount of collagen in the dermis. (Hematoxylin-
eosin, X10)

FIGURE 3: Biopsy specimen showing many dense, coarse collagen fibers.
(Hematoxylin-eosin, X20).

FIGURE 4: An increased amount of collagen in dermis (Masson’s trichrome,
x20).



in 1926. In this re vi ew, CTN in which elas tic tis su -
e are pre do mi nant we re re fer red to as the Le wan -
dowsky type, whi le tho se in which col la gen
chan ges are pre do mi nant we re re fer red as the Lip-
s chütz type.5,6 On the ba sis of cli ni cal, his to lo gi cal,
and ge ne tic con si de ra ti on, the CTN can be clas si fi -
ed in to de fi ned ca te go ri es. Pi e rard and La pi e re clas-
si fi ed ne vi of con nec ti ve tis su e in to two ma in ba sic
sub gro ups ac cor ding to the por ti on of the der mis
prin ci pally in vol ved; ne vi of re ti cu lar con nec ti ve
tis su e and ne vi of the ad ven ti ti al con nec ti ve tis su -
e.2 Uit to et al. pro po sed anot her clas si fi ca ti on ba -
sed on cli ni cal, ge ne tic, and his to pat ho lo gic
con si de ra ti ons and ac cor dingly they can be eit her
in he ri ted (fa mi li al cu ta ne o us col la ge no ma, shag re -
en patc hes in tu be ro us scle ro sis) or ac qu i red (erup-
ti ve col la ge no ma, iso la ted col la ge no ma).1,7

CTN is al so sub di vi ded in to col la gen, elas tin,
pro te ogl ycans and mi xed type, ba sed on the ir par-
ti cu lar his to pat ho lo gic fe a tu res.8 Col la gen type of
CTN that is most com mon is cha rac te ri zed by an
ex ces si ve ac cu mu la ti on of den se, co ar se col la gen fi -
bers in the der mis. Elas tic fi bers may ap pe ar nor mal
or di mi nis hed.9-11 Elas tic type CTN is cha rac te ri zed
by a mar ked in cre a se in elas ti ne. In the pro te ogl -
ycan (mu cin) type, mu cin de po si ti on is the ma in
his to lo gi cal fe a tu re.3

Cli ni cally CTN is ele va ted, soft to firm, var y-
ing from 0.5 to se ve ral cen ti me ters in di a me ter pa -
pu les, no du les or pla qu es. It may be so li tary or

mul tip le.11 CTN can be de fi ned as erup ti ve, pa pu lar,
pa pu lo li ne ar, zos te ri form ac cor ding to ap pe a ran ce
and lo ca ti on of the le si on. CTN may be skin-co lo -
red, yel lo wish, brow nish or hypo pig men ted. The
back and thighs are usu ally in vol ved, less fre qu -
ently the up per ex tre mi ti es, fle xu res and fa ce.8 Fa-
mi li al cu ta ne o us col la ge no ma is an au to so mal
do mi nant in he ri ted con di ti on cha rac te ri zed by the
pre sen ce of nu me ro us, asym pto ma tic, symmet ri cal
cu ta ne o us no du les or pa pu les on the trunk, up per
arms; most are lo ca ted on the up per two thirds of
the back in dis tri bu ti on.2,7,12 The he re di tary types
of con nec ti ve tis su e ne vus inc lu de der ma to fib ro sis
ven tri cu la res dis se mi na ta in the Busc hke Ol len dorf
syndro me, fa mi li al cu ta ne o us col la ge no ma and sha-
g re en patc hes in tu be ro us scle ro sis.6

The dif fe ren ti al di ag no sis of CTN might inc -
lu de Busc hke-Ol len dorf syndro me, der ma to fib ro -
ma, li po ma, ne vus li po ma to des su per fi ci a lis
(Hoff mann-Zur hel le), Pse u do xant ho ma elas ti cum
and tu be ro us scle ro sis.7 In our ca se, clas sic skin fin -
dings of Shag re en patc hes in tu be ro us scle ro sis
(ade no ma se ba ce um, pe ri un gal fib ro mas, and ash-
le af ma cu les) we re not fo und. Busc hke-Ol len dorf
syndro me is cha rac te ri zed by mul tip le CTN and os-
te o po i ki lo sis, a be nign di se a se of the bo ne cha rac -
te ri zed by cir cums cri bed are as of in cre a sed bo ne
den sity.10-12 The ot her di ag no ses may be ea sily re -
ac hed his to pat ho lo gi cally. 

CTN is be nign le si ons and at pre sent, the re is
no re com men ded ef fec ti ve the rapy for tho se cu ta -
ne o us le si ons ex cept the sur gi cal re mo val of tho se
ap pa rent pa pu les and no du les.1 The re fo re, sur gi cal
ex ci si on may be per for med when the pa ti ent wo -
uld li ke the le si on re mo ved for cos me tic re a sons;
ho we ver, sur gery may not be ad vi sed when mul ti-
p le or lar ge le si ons are pre sent.

In our ca se, the le si on was first se en when the
pa ti ent was 20 ye ars old and he had no sig ni fi cant
me di cal or fa mily his tory, the re was no ot her le si -
on ex cept pa ra sac ral re gi on and sur gi cal re mo val
was not app li ed sin ce the pa ti ent did not gi ve con-
sent. This ca se has be en pre sen ted sin ce it is a ra re
and be nign le si on, and may be im por tant for the
dif fe ren ti al di ag no sis.
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FIGURE 5: Elastic tissue stain demonstrates normal amounts of elastic tis-
sue (Verhoeff’s elastic, x 20).
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