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Telangiectatic Macules Spreading During More Than 30 Years: A Quiz
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A 65-year-old woman presented to our Dermatologic,
Clinic of Ospedale Maggiore, Milan with asymptomatic
skin lesions that had been present for approximately 35
years. The lesions started on her lower limbs and gradu-
ally spread to her abdomen. Her medical history revealed
allergic asthma and early-stage osteoporosis, and she was
not taking any medications. Examination revealed nume-
rous isolated telangiectasias and erythematous blanching
macules, and patches with telangiectasias within them on
her abdomen and lower limbs (Fig. 1). A skin biopsy of
the abdominal lesions, revealed dilated small vessels in
the papillary dermis with an eosinophilic, thickened, wall
(Fig. 2). Periodic acid—Schiff stained the hyaline material
seen in blood vessel walls, while Congo red staining was

negative. Routine blood tests, autoimmune panels, and
coagulation profiles were all within normal limits. Venous
Doppler ultrasonography was also normal.

What is your diagnosis?

Differential diagnosis 1: cutaneous collagenous vasculo-
pathy

Differential diagnosis 2: hereditary haemorrhagic telangiec-
tasia

Differential diagnosis 3: generalized essential telangiectatic
Differential diagnosis 4. telangiectasia macularis eruptiva
perstans

See next page for answer.

Fig. 1. (A) Erythematous blanchable macules and patches with telangiectasias located symmetrically on the lower abdomen. (B) Isolated linear
telangiectasias located symmetrically on the inner thighs, without surrounding erythema.
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Fig. 2. (A) Histopathology showing dilated blood vessels in the papillary dermis, with vascular walls thickened by eosinophilic hyaline material (haematoxylin
and eosin, original magnification 25x). (B) Periodic acid-Schiff staining of hyaline material in blood vessel walls (original magnification 40x).
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Diagnosis: Cutaneous collagenous vasculopathy

Cutaneous collagenous vasculopathy (CCV) is a rare idio-
pathic microangiopathy first described in 2000, with fewer
than 50 cases reported to date worldwide (1). CCV primarily
affects Caucasian adults, with a slightly higher prevalence
in females, and has a mean onset age of 62 years. Only 1
paediatric case has been reported to date, in a 16-year-old
patient. No familial cases have been reported to date (2).
While the term “telangiectatic macules” is often used ge-
nerically to describe CCV lesions, the clinical presentation
comprises distinct lesions: blanching erythematous macules
or patches with visible macroscopic telangiectasias (2),
erythematous macules or patches lacking macroscopic
telangiectasias (3), and isolated linear or pin-point te-
langiectasias without surrounding erythema (1, 2). Different
types of lesions can coexist within a patient, potentially
representing stages of the same process. Petechiae and
ecchymosis are occasionally observed. The macules may
darken gradually (4). Symmetrical lesions typically begin
on the lower limbs, spreading progressively to the abdomen
and trunk and, less commonly, to the upper limbs. Facial
involvement is anecdotal (2). A singular case has been
reported to originate bilaterally on the breasts (5). Mucous
membranes and nail beds are unaffected. Lesions are often
asymptomatic, although approximately 10% of patients
report mild pruritus. Patients do not exhibit photosensitivity
or seasonal variation. CCV is not associated with systemic
manifestations, and routine laboratory tests and autoimmune
panel are within normal ranges (2).

Histologically, CCV is characterized by dilated post-
capillary venules located in the papillary dermis, with a
vascular wall thickened by eosinophilic hyaline material.
Perivascular inflammatory cells are usually absent, but a
few lymphocytes can occasionally be observed (6). Extra-
vasated erythrocytes or hemosiderin are minimal to none.
Leukocytoclastic debris or fibrinoid necrosis of vessel walls
are not seen (1). The material within blood vessel walls is
positive for Periodic acid—Schiff staining but negative for
Congo red and eclastic staining. Blood vessel walls show
positive staining with Masson trichrome (4), indicating
accumulation of collagen fibre, and are also highlighted
via immunohistochemistry for type IV collagen (7). Direct
immunofluorescence is negative (5). Electron microscopy
reveals a characteristic basal lamina reduplication in post-
capillary venules (6). The first reports of CCV exhibited
Luse bodies, which are collagen with an abnormal ultra-
structural banding pattern. However, they lack specificity
and may be sometimes absent in CCV (8).

The aetiopathogenesis of CCV is unclear. Several hy-
potheses have been proposed, including a primary genetic
defect of collagen production in the microvasculature,
systemic diseases, and medications (1). The more widely
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accepted theory suggests that there is endothelial cell
damage that would lead to reparative fibrosis by hyper-
plastic endothelial cells and/or activated wall veil cells,
resulting in abnormal and disorganized collagen deposi-
tion within blood vessel walls (6). Histologically, the rare
observation of intravascular organizing fibrin thrombi
supports the hypothesis of endothelial damage (8). Howe-
ver, the trigger event that causes endothelial cell damage
is unknown (8).

When presented with diffuse telangiectasias, considera-
tion of CCV and its differential diagnoses, such as generali-
zed essential telangiectasia (GET), hereditary haemorrhagic
telangiectasia (HHT), telangiectasia macularis eruptiva
perstans (TMEP), and telangiectasias associated with drug
administration is essential. A definitive diagnosis relies on
histological examination, as none of these entities exhibit
thickened vessel walls with eosinophilic deposition.

The course of CCV is benign, with a disease history
ranging from weeks to years until diagnosis (2). Lesions
spread slowly over time, lacking systemic progression, but
potentially causing patient distress. The current case had a
35-year history, the longest reported in the literature (2),
confirming the benign nature of this disease. Most patients
reported in the literature did not receive therapy. In 1 case,
a 585-nm pulsed dye laser was used for aesthetic purposes,
resulting in some lesional fading (10). In conclusion, CCV
is an idiopathic microangiopathy of dermal blood vessels
with distinct histopathology. It is likely to be underdiagnos-
ed and under-reported due to its benign and asymptomatic
nature, as well as its clinical similarity to GET, which could
potentially result in misdiagnosis.
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