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Cutaneous collagenous vasculopathy: light and transmission electron 
microscopy*
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Abstract: Cutaneous	collagenous	vasculopathy	is	a	rare	acquired	idiopathic	microangiopathy	characterized	by	progressive	
development	of	diffuse	asymptomatic	telangiectasias	and	histologically	by	accumulation	of	collagen	type	IV	around	the	af-
fected	vessels.	It	is	diagnosed	by	its	clinical	history,	confirmed	by	light	microscopy	with	collagen-specific	immunostaining.	
We	report	a	case	of	a	patient	with	extensive	acquired	telangiectasias	on	the	left	arm,	clinically	resembling	unilateral	nevoid	
telangiectasia.	Dilated	blood	vessels	with	thickened	walls	were	observed	in	the	dermis.	Immunohistochemistry	with	colla-
gen	IV	antibodies	revealed	marked	collagen	deposition	around	the	vessels,	confirming	the	diagnosis.	Transmission	electron	
microscopy observed duplicate and triplicate vascular basal membrane associated with deposition of amorphous material 
around the membranes. 
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INTRODUCTION
Cutaneous	collagenous	vasculopathy	(CCV)	is	a	rare	acqui-

red	idiopathic	microangiopathy,	first	described	in	2000.	It	is	charac-
terized	 by	 the	 progressive	 development	 of	 diffuse	 asymptomatic	
telangiectasias	over	 the	 skin	and	by	 the	accumulation	of	 collagen	
type	IV	in	the	outer	vessel	walls.	It	is	probably	an	underdiagnosed	
condition.	We	describe	a	51-year-old	patient	with	skin	lesions	in	the	
left forearm and arm with typical histological (light and electron mi-
croscopy)	and	immunohistochemical	findings.

CASE REPORT
A	51-year-old	woman	presented	with	asymptomatic	telan-

giectatic	macules	 for	20	years.	The	 lesions	appeared	after	 the	first	
pregnancy,	initially	on	the	distal	portion	of	the	left	forearm	and	pro-
gressed	 to	 the	medial	portion	of	 the	 left	 arm	 (Figure	1A	and	1B).	
Dermoscopy showed clinical vascular features of the lesion (Figure 
1C).	 The	 patient	 denied	 bleeding,	 conjunctival	 telangectasias	 or	
family	history	of	similar	cases.	Additional	tests	including	viral	se-
rologies	 (HIV,	 B	 and	 C	 hepatitis),	 C-reactive	 protein,	 erythrocyte	
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sedimentation	rate,	and	antinuclear	antibodies	were	normal.	Patient	
was diagnosed with mammary ductal carcinoma 2 years ago and 
treated	with	 left	quadrantectomy	and	postoperative	 radiotherapy.	
She	 is	undergoing	cancer	 follow-up,	with	no	signs	of	 relapse.	Pa-
tient denied other comorbidities or change in her condition during 
oncologic treatment.

Light	microscopy	with	HE	staining	revealed	dilated	superfi-
cial	and	medial	dermal	blood	vessels	(Figure	2A	and	2B).	Periodic	ac-
id-Schiff	(PAS)	staining	showed	thickening	of	the	blood	vessel	walls	
(Figure	2C	and	D).	Immunohistochemical	staining	for	collagen	type	
IV	revealed	extensive	deposition	of	type IV collagen around the blood 
vessels	 (Figure	 3A).	 On	 higher	 magnification,	 increased	 vessel wall 
thickening	and	increased	tortuosity	were	observed	(Figure	3B);	these	
findings	were	not	seen	in	the	skin	of	normal	controls	(Figure			3C).

Transmission electron microscopy of the dermis showed 
vessels with duplicate and triplicate basal membrane in the affected 
area,	as	well	as	marked	amorphous	material	deposition	among	and	
around	the	membranes	(Figure	4).
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FIgure 1: A - Clinical aspect on the left arm. B - Detail of telangiec-
tatic lesions. C - Dermoscopy showing the vascular nature of the 
lesions

FIgure 2: Light Microscopy – A -	Ectatic	superficial	vessels	(Hema-
toxylin	and	eosin	x150).	B -	Detail	of	a	vessel	with	thick	wall	(Hema-
toxylin	and	eosin	x400).	C -	Three	vessels	with	thick	wall	(Periodic	
acid–Schiff	x	150).	D -	Detail	of	a	vessel	with	 thick	wall	 (Periodic	
acid–Schiff,	x400)
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DISCUSSION
CCV	is	a	primary	form	of	acquired	microangiopathy	that	re-

sembles	the	superficial	telangiectasias	of	generalized	essential	telan-
giectasia,	however,	with	distinct	histological,	immunohistochemical	
and	electronic	microscopy	features.	It	was	first	described	by	Salama	
and Rosenthal in 2000.1

According	to	the	cases	reported	to	date,	it	affects	both	sexes,	
mostly	women,	various	age	groups,	although	mainly	the	middle-a-
ged	and	elderly.	Most	cases	of	CCV	described	have	been	associated	
with	other	concomitant	diseases,	most	commonly	hypertension	and	
cardiovascular disease.1,2

Clinically,	CCV	presents	as	telangiectatic	macules	that	typi-
cally	begin	on	the	 lower	extremities	and	then	spread	to	 the	 trunk	
and	upper	extremities	and	may	become	generalized	in	some	cases.	
The	 lesions	 are	 usually	 asymptomatic,	 with	 occasional	 pruritus.	
There are no reports of mucosal or nail involvement or any bleeding 
events. Other primary vascular disorders in the differential diagno-

sis	of	CCV	include	generalized	essential	 telangiectasia,	hereditary	
hemorrhagic	 telangiectasia,	 hereditary	 benign	 telangiectasia	 and	
ataxia-telangiectasia,	and	particularly	with unilateral nevoid telan-
giectasia,	the	case	here	described	has	a	segmental	involvement;	ho-
wever,	in	the	latter,	the	vessels	have	normal	walls.3,4

The	histological	findings	are	characteristic	and	may	differ	
from	other	vascular	disorders.	CCV	has	dilated	vascular	structures	
that contain deposits of eosinophilic hyaline material within the 
vessel	walls,	markedly	stained	with	PAS,	periodic	acid–Schiff–dias-
tase	(PAS-D)	and	Masson’s	trichrome.

Immunohistochemical	staining	for	type	IV	collagen	is	stron-
gly	positive.	Ultrastructure	findings	revealed	changes	in	post-capil-
lary venules due the presence of characteristic reduplication of the 
basal	lamina,	as	shown	in	this	case.	Some	authors	have	reported	the	
presence	of	collagen	band	deposition	with	altered	thickening	in	the	
outer	extremities	of	the	affected	vessel	walls,	although	not	pathog-
nomonic.1,2,5

FIgure 3: Immunohistochemistry 
with	anti-collagen	IV	antibody.	
A - Demarcation of the wall of ectat-
ic	 dermal	 vessels	 (x150).	B - Detail 
of the clear demarcation of tortuous 
vessels	 (x400).	 C - Normal control 
with	a	normal	vessel	wall	(x400)CBA
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FIgure 4: Transmission electron mi-
croscopy 
A - Duplicated basement membrane 
(arrows);	 LV	 -	 vascular	 lumen;	 CD	
-	 dermal	 collagen	 (x25,000).	 B,C e 
D - Tripled basement membrane (ar-
rows)	and	deposition	of	amorphous	
material	(x25,000)
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Its	aetiology	is	still	unknown,	but	it	is	believed	to	be	related	
to	a	genetic	defect	in	collagen	synthesis,	systemic	diseases,	and	to	the	
use of medications. Salama et al.,	5	and	others	authors,6,7  suggest that 
the repeated damage to the endothelial cells can induce the forma-
tion	of	intravascular	occlusive	microthrombi,	leading	to	endothelial	
hyperplasia	 and	perivascular	 fibrosis,	which	were	 reported	 based	
on	findings	of	intravascular	occlusive	microthrombi	observed	in	the	

histology	of	the	CCV	lesions.	Our	patient	had	no	comorbidities.	
A	few	therapeutic	options	have	been	described	in	literature.	

Some authors reported cases of effective treatment with the use of 
laser	systems	(595-nm	pulsed	dye	laser	and	1064	nm	Nd:YAG).8

Our	results	are	consistent	with	the	findings	shown	by	other	
authors,	found	in	the	literature.	q


