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Abstract
Introduction. Infantile hemangiomas with multi-organ involve-

ment are rare, and presentation in the form of uncontrollable bleeding 
is exceptional.

Clinical case. 4-day-old newborn with multiple hepatocutaneous 
hemangiomas and a purplish vascular lesion in the third finger of 
the right hand. In the third week of life, the lesion became ulcerated 
and caused uncontrollable bleeding. Therefore, urgent amputation 
was required, with a histopathological result of GLUT-1 positive 
infantile hemangioma, and an architecture compatible with arterio-
venous malformation in the deep portion. Imaging tests revealed it 
was a high-flow lesion. Genetic tests (MAP2KI, RASA 1, EPHB4, 
GNAQ, and GNA 11) were negative. Patient progression was good, 
with hepatocutaneous lesions receding and eventually disappearing.

Discussion. No explanation has been given yet as to why the 
same vascular lesion may behave differently in different patients. 
New mutations may be accountable for this.
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Hemangiomatosis; Bleeding; Arteriovenous malformation.

Hemangiomatosis hepatocutánea difusa:  
presentación inusual

Resumen
Introducción. Los hemangiomas infantiles con afectación mul-

tivisceral son escasos y su presentación en forma de hemorragia 
incontrolable es excepcional.

Caso clínico. Recién nacido de 4 días de vida que presenta-
ba múltiples hemangiomas hepatocutáneos y una lesión vascular 
púrpura-violácea, que abarcaba el tercer dedo de la mano derecha. 
En la tercera semana de vida, la lesión presentó ulceración y un 
sangrado incoercible requiriendo amputación urgente, con un resul-
tado histopatológico de hemangioma infantil GLUT-1 positivo, con 
arquitectura compatible con malformación arteriovenosa en la parte 
profunda. Las pruebas de imagen mostraron que se trataba de una 

lesión de alto flujo. La genética (MAP2KI, RASA 1, EPHB4, GNAQ 
y GNA 11) fue negativa. La evolución del paciente fue buena, con 
la involución de las lesiones hepatocutáneas hasta su desaparición.

Comentarios. La divergencia en el comportamiento de las mismas 
lesiones vasculares en diferentes pacientes aún no ha encontrado expli-
cación. Es posible que nuevas mutaciones puedan darnos una respuesta.

Palabras Clave: Hemangioma infantil; Hemangioma hepático 
difuso; Hemangiomatosis; Sangrado; Malformación arteriovenosa.

INTRODUCTION

This is a rare, unprecedented case of diffuse hepatocu-
taneous hemangiomatosis associated with a vascular lesion 
in the third finger of the right hand which required urgent 
amputation as a result of uncontrollable bleeding.

CLINICAL CASE

A newborn presented with an elevated purple lesion, 
with a peripheral halo, occupying and deforming the third 
finger of the right hand. It was associated with multiple (> 
15) small, reddish, bright cutaneous lesions in the head, 
the trunk, and the four limbs, clinically compatible with 
infantile hemangioma (IH) (Figs. 1 y 2).

Laboratory studies showed moderate transitory throm-
bocytopenia (59 x 103/µl), elevated D-dimer levels (3,588 
ng/ml), and a cholestatic pattern with slightly increased 
transaminase levels. Ultrasonography demonstrated a high-
flow lesion in the finger, and multiple small, hypervascu-
lar, hypoechoic, and homogeneous hepatic lesions, which 
supported diagnosis of diffuse infantile hepatic heman-
gioma. MRI confirmed the presence of a large number 
of hepatic hemangiomas, with an inconclusive diagnosis 
for the high-flow abnormality of the finger (Fig. 3). In 
the sixth day of life, the patient had a single episode of 
intestinal bleeding, which required blood transfusion, with 
an immediate recovery and no hemodynamic instability. 
Intestinal vascular involvement was not demonstrated fol-
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lowing rectoscopy, rectal biopsy with findings of allergic 
proctitis, scintigraphy – which ruled out the presence of a 
Meckel’s diverticulum –, and magnetic resonance angiog-
raphy, which was normal and showed no active bleeding 
signs. Propranolol treatment (3 mg/kg/day) was initiated, 
with a good response. One month later, hepatocutaneous 
hemangiomas had receded.

In the third week of life, the finger lesion became ulcer-
ated, with uncontrollable bleeding, which required urgent 
amputation. Histopathological results included abnormally 
large vessels and excessively thick walls in the dermis and 
the hypodermis, suggestive of arteriovenous malformation 
(AVM). Between these vessels and the epidermis – part 
of which was ulcerated –, the dermis had capillary prolif-

eration, with a lobular pattern below the epidermis, and 
a diffuse nature underneath. The most superficial vessels 
showed GLUT-1 positive endothelial staining (Fig. 4). 
These vessels were initially believed to be a sign of reac-
tive angiomatosis, which is a relatively frequent finding 
in AVM. However, given the fact endothelial staining was 
GLUT-1 positive, and in light of other clinical signs, part of 
these vessels were considered to be potentially suggestive 
of IH. The lesion was defined as an unprecedented combi-
nation of AVM and overlying capillary proliferation, which 
is partly consistent with the definition of IH.

The results of genetic tests (MAP2KI, RASA 1, 
EPHB4, GNAQ, and GNA 11) in the finger tissue involved 
were negative.

At 18 months of age, the patient had no symptoms, 
hepatocutaneous hemangiomas had receded and eventually 
disappeared, no further episodes of digestive bleeding had 
been noted, and the surgical wound was in good shape.

DISCUSSION

The presence of multiple cutaneous hemangiomas 
in the newborn has been associated with organ – and 
especially liver – involvement. Other locations such as 
the gastrointestinal tract, the central nervous system, the 
respiratory system, the eyes, and even the peritoneum have 
also been reported, but less frequently(1-6). A multicenter 
prospective study revealed that 16% of children with 5 or 
more IHs had single or multiple hepatic hemangiomas, 
and 1.3% had hemangiomas in the gastrointestinal tract 
or in the respiratory system(7). Soukoulis et al. and Torres 
et al. reported diffuse hepatocutaneous hemangiomatosis 
associated with gastrointestinal tract hemangiomas in 
three patients(6,8). The severity spectrum associated with 
diffuse hepatocutaneous hemangiomatosis varies widely 
and ranges from asymptotic presentation to death. It is 
crucial to determine which patients have a higher risk of 

Figure 1. Purplish vascular lesion with a whitish halo in the third 
finger of the right hand deforming the whole finger.

Figure 3. MRI revealing multiple small, symmetrical, roundish 
images in the liver. These images were compatible with infantile 
hepatic hemangiomas.

Figure 2. Multiple infantile cutaneous hemangiomas.
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suffering this type of lesions and which risk factors make 
some of them behave more aggressively than others. It is 
also important to find out why there are unusual presen-
tations and associations in selected cases.

Our patient had diffuse hepatocutaneous hemangioma-
tosis associated with a rare deforming lesion in the third 
finger of the right hand, which was initially thought to be 
congenital hemangioma (CH) or AVM. Simultaneous occur-
rence of IH and CH has also been reported, although rarely. 
However, in 2004, Mulliken et al. described the presence of 
both vascular tumors in the same patient, and suggested post-
natal and congenital tumors were potentially correlated(9). 
Similarly, Wessman et al. also found out IH was associated 
with congenital hepatic hemangioma, suggesting a potential 
biological connection between both(10). Following a literature 
review, no previous descriptions of diffuse hepatocutaneous 
hemangiomatosis associated with AVM were found.

Additionally, the histopathological analysis of the fin-
ger revealed an unexpected result. The sample had a super-
ficial GLUT-1 positive component and a deeper portion 
with a vascular architecture compatible with AVM. AVM 
is typically more aggressive than IH, which could explain 
progression to uncontrollable bleeding in our patient. Nev-
ertheless, the unusual presentation of some IHs has been 
described by Koh et al. and Mulliken et al. as congenital 
GLUT-1 positive lesions, without a proliferative phase, and 
with significant ulceration and bleeding(11,12).

Finally, genetic tests were negative for common genes 
associated with vascular abnormalities, which made it more 
difficult to find a name for this lesion. In the future, new 
unknown mutations may explain why the same lesion may 
behave differently in different patients and scenarios. It is 
crucial to determine which patients have a higher risk of 
suffering this type of lesions and which risk factors make 
some of them behave more aggressively than others.
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Figure 4. A) The image demonstrates 
abnormally large vessels and exces-
sively thick walls in the dermis and 
the hypodermis, suggestive of arterio-
venous malformation (AVM). B) The 
image reveals an ulcer in the epider-
mis, with capillary proliferation in the 
dermis, and a diffuse, lobular pattern. 
The most superficial vessels show 
GLUT-1 positive endothelial staining.A B


