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Linear and whorled nevoid Linear and whorled nevoid 
hypermelanosis: A case report hypermelanosis: A case report 
with dermoscopic fi ndingswith dermoscopic fi ndings

Sir,
Linear and whorled nevoid hypermelanosis is a rare 
pigmentary disorder presenting with brownish macules 
in a streaky configuration along the lines of Blaschko; 
the macules lack atrophy and are not preceded by any 
inflammatory or palpable lesions.[1] The most common 
sites involved are the trunk and extremities; the palms, 
soles, face and mucosae are usually spared.[1-3] It is 
histopathologically characterized by an increase in basal 
layer pigmentation without melanocyte proliferation; 
pigment incontinence is generally absent.[1,4] The 
lesions may be present at birth or may develop in the 
first few weeks of life and continue to progress for a 
year or two before stabilization.[2] Hyperpigmentation 
tends to persists throughout life, although the 

macules may become less prominent with age in some 
patients.[1,2] Linear and whorled nevoid hypermelanosis 
does not show a sex predilection and typically occurs 
sporadically but rare familial instances have also 
been described.[1] It is considered to result from the 
expression of genetic mosaicism or chimerism and 
several cytogenetic alterations have been reported.[3] 
The condition may be associated with extracutaneous 
abnormalities including central nervous system 
diseases, cardiac defects, psychomotor delay, deafness, 
brachydactyly and hydrocephalus.[1] The true incidence 
of such associated systemic features is unknown but 
some studies have reported a rate between 16% and 
31%.[2] We report a case of linear and whorled nevoid 
hypermelanosis and discuss the dermoscopic findings.

A 17-year-old girl presented with brownish macules 
arranged in a whorled and linear pattern along the lines 
of Blaschko on the trunk and limbs [Figures 1a and b]. 
These asymptomatic lesions had initially appeared over 
her trunk when she was two months old, and gradually 
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progressed to involve both upper and lower limbs by the 
time she turned one. There was no history of previous 
vesiculo-bullous or inflammatory lesions and similar 
lesions were not present in any family member. There 
were no abnormalities of the mucosae or skin appendages. 
The girl had normal developmental milestones and 
systemic examination was within normal limits On 
dermoscopy, the whorled patches on the trunk showed 
numerous brownish rings and curved lines and a few 
brownish streak-like lines [Figure 2a], while the linear 
patches on the legs showed short brownish streak-like 
lines arranged in a parallel manner and a few curved 
brownish lines [Figure 2b]. Another dermoscopic finding 
present in both linear and whorled lesions consisted of 
focally distributed hypopigmented dots corresponding 
to perifollicular areas [Figures 2a and 2b].

A skin biopsy from a lesion on her left thigh confirmed 
the clinical diagnosis of linear and whorled nevoid 
hypermelanosis by revealing increased basal layer 
pigmentation without melanocytosis; there was no 
pigment incontinence in the dermis [Figure 3]. Genetic 
studies to evaluate the presence of chimerism or 
mosaicism were not done as the girl’s parents refused. 
The patient was reassured and explained about the 
benign nature of the disorder; no treatment was given.

Dermoscopic features of linear and whorled nevoid 
hypermelanosis have been described in two previous 
instances and the findings were found to be discordant.[3,4] 
Naveen and Reshme reported a “net like” pattern of 
pigmentation noted in both linear and whorled lesions 
while Ertam et al. described a “parallel” pattern which 
consisted of linear or circular arrangements of parallel 
brown streaks with an overall alignment along the lines 
of Blaschko.[3,4] In particular, on the epigastric region, 
due to the whorled-like configuration of the lesions, the 
authors found partially curved, circular and/or linear 
parallel pigmented streaks in a parallel pattern while 
on the popliteal region, the same curved and/or linear 
streak-like pigmentations were vertical to skin profiles, 
but parallel to each other.[4] The dermoscopic features 
described in our case are reminiscent of the “parallel” 
pattern. Moreover, the predominance of linear streaks 
on the linear patches on the legs, and rings/curved lines 
on the whorled lesions of the back may be justified by 
the well-known regional variations in morphology of 
Blaschko’s lines.[4] However, our patient showed one 
additional previously unreported dermoscopic feature, 
namely, dotted perifollicular hypopigmentation. 
Interestingly, these dots did not involve all the follicular 

Figure 1: Brownish macules arranged in a whorled and linear 
pattern along the lines of Blaschko on the trunk (a) and limbs (b)
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Figure 3: Increased basal layer pigmentation without 
melanocytosis; there is no pigment incontinence in the dermis 
(H and E, ×200)

Figure 2: (a) Dermoscopic view shows numerous brownish 
rings (white star) and curved lines (white arrowhead) and a few 
brownish streak-like lines (white arrow) on the whorled patches 
of the trunk and (b) short brownish streak-like lines arranged 
in a parallel way (white arrow) and a few curved brownish lines 
(white arrowhead) on the linear patches of the legs. Focally 
distributed hypopigmented dots (black arrow), corresponding 
to perifollicular areas, are also present in both whorled (a) and 
linear (b) lesions (×10)
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ostia in the lesional areas which is in keeping with the 
mosaic nature of the disorder.[3]

In conclusion, our case emphasizes that linear and 
whorled nevoid hypermelanosis may be dermoscopically 
heterogeneous, displaying some individual variations. 
It also confirms that dermoscopy might be useful in 
differentiating this disorder from its prime differential 
diagnosis, namely, incontinentia pigmenti, which 
is characterized by blue-gray dots histologically 
corresponding to pigmentary incontinence.[3]
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Multifocal spindle cell Multifocal spindle cell 
hemangioma: Report of two caseshemangioma: Report of two cases

Sir,
Spindle cell hemangioma, formerly known as spindle cell 
hemangioendothelioma was first described in 1986 and 
was initially considered to be a low-grade angiosarcoma. 
In 1996, its benign behavior was recognised and the 
name spindle cell hemangioma was proposed.[1] It is a 
rare vascular proliferation, with less than 200 reported 
cases. The tumor originates from blood vessels and 
recently, lymphatic origin has been suggested.[2] The 
standard treatment is wide local excision but the the 
tumor has a high recurrence rate. We present two cases 
of multifocal spindle cell hemangiomas. One case was 
successfully treated with sclerotherapy suggesting 
that this can be an alternative treatment which is less 
invasive and has better long-term results.

The first case was a 10-year-old girl with a 4-year 
history of multiple violaceous and reddish cutaneous 

and subcutaneous nodules on the right ankle and 
foot [Figure 1]. Magnetic resonance imaging performed 
to determine the extent of the lesions showed multiple 
hypervascular deep nodules in the left foot and 
ankle with irregular bone resorption. She was treated 
with sclerotherapy. The nodules were punctured 
under ultrasound guidance. Under angiographic 
monitoring, injection of 2% etoxisclerol foam was 
performed [Figure 2] which lead to significant 
reduction in the volume of the lesions. There were 
no adverse effects and patient was asymptomatic at 
2 years of follow up.

The second case was an 18-year-old woman with 
multiple subcutaneous nodules located on the left upper 
extremity. Magnetic resonance imaging showed multiple 
hyperintense nodules on T2 in the left upper extremity 
and neck. Patient had undergone surgical removal of 
12 nodules 4 years back, all of which had recurred in 
18 months and new lesions continued to appear.

In both cases, no enchondromas were found in the 
affected bones ruling out Maffucci’s syndrome. 
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