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• Lymphatic net-like malformation: a different
type of lymphatic malformation

• Hobnail hemangioma: not a tumor

• Verrucous venous malformation: not always
verrucous

• CM-AVM: Not capillary any more
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Imaging studies
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Histopathologic diagnosis

Superficial lymphatic malformation

(not included in ISSVA classification 2014, 
reviewed 2018)





Unique dermoscopy features
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Lymphatic net-like malformation

• New cases?

• Genetic studies?

• Therapies?
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Vascular anomalies represent a large spectrum of common

and rare disorders, from a simple patch to a life-threaten-

ing disease. The International Society for the Study of Vas-

cular Anomalies (ISSVA) published the most recent update

of the classification of vascular anomalies in 2014.1 How-

ever, new entities and unusual presentations of entities

that have already been described but that do not fit into

that classification continue to emerge.2 We present a case

of a recently described lymphatic malformation.

A 15-year-old girl presented with a 10-year history of

purple skin lesions that had been slowly progressing. The

lesions had appeared initially on the left back, and had

progressed to the left anterior hemithorax and finally to

the ipsilateral arm. The patient reported that the lesions

were transient, remaining in place for a few weeks and

then fading away slowly while others appeared in the

same area. The patient was otherwise healthy, and there

was no family history of similar lesions.

Physical examination revealed reticulated net-like

patches of different sizes and shapes located on the left

upper side of the patient’s body extending to the arm.

The patches ranged in colour from clear pink to dark pur-

ple. No deep component or vesicles were observed

(Fig. 1). The ipsilateral breast and arm were slightly

enlarged compared with the other side. Dermoscopy

showed deep-red vascular structures (Fig. 2a).

Skin biopsy revealed dilated thin-walled vessels in the

upper dermis lined by a single layer of endothelial cells

(Fig. 2b), which were positive for the lymphatic endothe-

lial marker podoplanin (Fig. 2c). The epidermis, mid to

deep dermis and subcutaneous tissue were normal.

The conditions was considered benign, and as the

patient was asymptomatic, she decided against treatment,

including topical therapies and lasers.

This patient had a lymphatic malformation in the

upper dermis manifesting as transient purple reticulated

patches, distinct from those included in the ISSVA classifi-

cation (cystic, generalized, associated with Gorham–Stout

disease, channel type or primary lymphoedema)1 and dis-

tinct from hobnail haemangioma, a superficial lymphatic
Figure 1 Net-like haemosideric patches with different sizes and

shapes over the left upper side of the body and arm.
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Net-like superficial lymphatic malformation

Abstract

The net-like superficial lymphatic malformation (LM) is a 

newly described entity with distinctive clinical, dermo-

scopic, and histologic characteristics. Clinical picture con-

sists of red to purplish macules with a finely reticulated 

pattern of vascular structures. Dermoscopy shows arbo-

rizing telangiectatic vessels. Histology is characterized by 

a vascular proliferation composed of thin-walled vessels, 

located in the upper dermis, that stains positive with po-

doplanin (D2-40). We report a new case of LM with an ad-

ditional clinical feature, hypopigmented areas.

In 2016 Noguera-Morel et al1 described a new type of superficial 

lymphatic malformation (LM) with distinctive characteristics. Only 

four cases1,2 of this entity have been reported in the literature, and 

it is not included in the latest update of the International Society for 

the Study of Vascular Anomalies (ISSVA) classification. Herein, we 

report a new case of the so-called net-like superficial LM.

A 2-year-old otherwise healthy boy presented for evaluation 

of asymptomatic and slowly growing skin lesions that had ap-

peared 6 months before. Physical examination showed bright red 

to purplish macules with a finely reticulated pattern of vascular 

structures, located on the upper part of the right leg extending 

to the knee. (Figure 1A). Dermoscopy showed deep red and pur-

ple arborizing telangiectatic vessels, with no erythema between 

FI GU RE 1  (A) Red to purplish macules 

with a finely reticulated pattern of 

vascular structures, intermingled with 

hypopigmented areas. (B) Dermoscopic 

image: deep red and purple arborizing 

telangiectatic vessels are seen

(A) (B)

FI GU RE 2  (A) 100× view of 

hematoxylin and eosin stain showing a 

vascular proliferation composed of small 

thin walled vessels in the upper dermis, 

with a single layer of endothelial cells 

with prominent nuclei. (B) 200×  view of 

Podoplanin (D2-40) stain

(A) (B)
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Lymphatic net-like malformation

• New cases?
• Genetic studies? So far no gene 

identified
• Therapies? Topical sirolimus; physical

therapy



Hobnail hemangioma: not a tumor
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Immunohistochemistry

WT1 (N=52) D2-40 (N=10) Ki-67 (N=10) HHV-8 (N=12)

52 negative

8  positive; 

2 positive focal 10 negative 12 negative

WT1 D2-40

Dr. Isabel Colmenero



Hobnail hemangioma & THH

H&E: similar to microcystic
lymphatic malformations

IHC + for D2-40: 
lymphatic origin

IHQ – for WT1: 
malformation

HH is a small, superficial, lymphatic 
maformation that becomes visible in 
childhood (sometimes after trauma)





Verrucous venous malformation: not always
verrucous
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Verrucous hemangioma
– Superficial component

– Deep component
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GLUT-1







CM-AVM: not capillary any more







Peripheral halo
(vascular steal?)
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Capillary malformations





Pink macule Healthy contralateral

6 patients
RASA1 mutation
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