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Abstract

Cutaneous collagenous vasculopathy (CCV) is a rare
idiopathic microangiopathy affecting superficial
dermal blood vessels. It is characterized by
asymptomatic, disseminated, telangiectatic macules
that typically involve the extremities. We report the
case of a 58-year-old woman who presented with
widespread telangiectasias of three years’ duration
on the upper extremities and abdomen. Cutaneous
collagenous vasculopathy may be underdiagnosed
as it is often mistaken for disorders that are
morphologically very similar, including generalized
essential telangiectasia, hereditary hemorrhagic
telangiectasia, and pigmented purpuric dermatosis.
The diagnosis of CCV is made histologically and
findings feature dilated superficial dermal vessels
with thickened walls containing periodic acid-Schiff-
positive eosinophilic hyaline material. Effective
treatment options for CCV have yet to be established
and given its benign disease course, treatment may
not be necessary. Pulsed dye laser can be offered to
patients for cosmetic improvement but the extent of
the disease makes complete lesion clearance
challenging in most cases. Given the lesions were
asymptomatic our patient declined all offered
treatment modalities.
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Introduction
Cutaneous collagenous vasculopathy (CCV) is an
uncommon idiopathic microangiopathy affecting

superficial dermal blood vessels. Since its original
description in 2000 by Salama and Rosenthal [1], 46
cases of CCV have been reported in the literature.
Furthermore, CCV may be underdiagnosed as it is
often mistaken for other more common
microangiopathies, making it difficult to determine
its true frequency in the general population. It is
characterized by asymptomatic, disseminated,
blanching, telangiectatic macules that typically
involve the extremities. The histology of CCV is
distinctive, featuring dilated superficial dermal
vessels with thickened vessel walls containing
periodic acid-Schiff (PAS)-positive eosinophilic
hyaline material. Immunohistochemistry reveals an
excess of collagen type IV [2]. Cutaneous collagenous
vasculopathy most commonly affects middle-aged-
to-elderly Caucasian adults with the exception of one
reported Japanese patient [3].

Case Synopsis

We report the case of a 58-year-old woman who
presented for evaluation of asymptomatic
widespread telangiectasias of three years’ duration,
first appearing on the extensor surfaces of her upper
extremities and slowly progressing to involve the
abdomen. The face, mucous membranes, and nails
were spared. Both personal and family history were
negative for telangiectatic, clotting, and bleeding
disorders. Her past medical history was significant for
smoking, obesity, hypertension, dyslipidemia, type
two diabetes mellitus, obstructive sleep apnea, non-
alcoholic steatohepatitis, and depression. On
examination, there was an eruption consisting of
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Figure 1. Clinical presentation of cutaneous collagenous
vasculopathy. Erythematous, mottled, telangiectatic macules
involving A) the upper extremities, and B) abdomen.

erythematous, mottled, telangiectatic macules on
the upper extremities and abdomen (Figure 1).

Full blood count and coagulation parameters were
unremarkable. Histopathological examination of
punch biopsies showed ectasia of the superficial
dermal blood vessels with mildly thickened walls
containing  PAS-positive  eosinophilic  hyaline
material (Figure 2A, B). Congo red staining was
negative for amyloid deposition (Figure 2C).
Leukocytoclastic debris, fibrinoid necrosis of vessel
walls, and thrombi were absent. Based on clinical and
histopathological findings, a diagnosis of CCV was
made. Given the lesions were asymptomatic our
patient declined all offered treatment modalities
including pulsed dye laser.

Case Discussion

The most common comorbidities of patients with
CCV are cardiovascular, similar to the ones seen in
our patient, including hypertension, diabetes,
dyslipidemia, metabolic syndrome, myocardial
infarction, venous insufficiency, mitral valve disease,
atrial fibrillation, and supraventricular tachycardia
[2]. The etiology and pathogenesis of CCV are
unclear, though several possible mechanisms have
been hypothesized including microangiopathy
related to diabetes mellitus and hypertension, skin
trauma, and genetic defects that alter collagen
production or affect vascular collagen deposition
during repair of damaged blood vessels [1,2,4].

Rahnama-Moghadam et al. recently reported a case
of a 63-year-old man who developed CCV after
coronary artery bypass grafting and was initially
misdiagnosed with essential telangiectasia [5]. The
authors hypothesized that a history of cardiovascular
disease and a systemic stressor such as surgery or
possibly a drug exposure may contribute to the
development of CCV [5]. Clinically, the most
common presentation of CCV is in the form of
progressive asymptomatic cutaneous
telangiectasias on the lower extremities with gradual
progression to the upper extremities and trunk. Most
recently, Conde-Ferreiros et al. reported a case of a
68-year-old man who presented with blanchable
erythematous papules located on the trunk
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Figure 2. Histopathological examination. Blood vessels of the
superficial vascular plexus (arrows) are mildly ectatic with mildly
thickened, eosinophilic, hyalinized walls A) H&E, 100x, which are
B) periodic acid-Schiff-positive, and C) Congo red-negative. There
is little-to-no inflammation, red cell extravasates or hemosiderin.
Leukocytoclastic debris, fibrinoid necrosis, and thrombi are
absent.

alternating with non-blanching minute macules [6].
Based on histopathological findings, a diagnosis of
CCV was made. The authors proposed the term
“cutaneous papular collagenous vasculopathy” as a
new clinical manifestation of this disease [6].

Important disorders presenting as generalized
telangiectasias and morphologically very similar to
CCV include generalized essential telangiectasia
(GET), hereditary hemorrhagic telangiectasia (HHT),
hereditary benign telangiectasia, and pigmented
purpuric dermatosis. However, the histology of CCV
is distinctive, featuring dilated superficial dermal
vessels with thickened hyalinized vessel walls which
stain positively with PAS. There are other important
factors that clinically differentiate these similarly
presenting entities. For example, GET often involves
the oral or conjunctival mucosa, whereas mucosal
involvement is typically not observed in CCV.
Patients with HHT can have life-threatening systemic
involvement and classically present with epistaxis
and gastrointestinal bleeding whereas CCV is limited
to the skin [3].

Treatment options for CCV are limited. Pulsed dye
laser has been reported as an effective treatment for
the telangiectatic lesions in CCV [7]. Other treatment
modalities described in the literature include
sclerotherapy, intense pulsed light therapy, and
compression stockings.

Conclusion

Cutaneous collagenous vasculopathy is an
important differential diagnosis of asymptomatic
disseminated  telangiectasias. It may be
underdiagnosed owing to the slow progression and
asymptomatic nature of skin lesions; it may also be
mistaken for other more common
microangiopathies. Clinicians should therefore
perform tissue biopsy to ensure an accurate
diagnosis. Effective treatment options for CCV have
yet to be established and given its benign disease
course, treatment may not be necessary. Pulsed dye
laser can be offered to patients for cosmetic
improvement, but the extent of the disease makes
complete lesion clearance challenging in most cases.
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