Letters to the Editor

Mongolian spots combined with halo-like disappearance

surrounding café au lait spots

Sir,

Phacomatosis pigmentovascularis is a rare group of disorders
characterized by the presence of a capillary malformation and
a pigmented nevus. It is a poorly understood sporadic disorder
explained by somatic mutation triggered by mosaicism or a
result of twin spotting by one or more somatic mutation causing
dysregulation in multiple embryonic cell lines, including
melanocytes and fetal vasculature.! Mongolian spots with
superimposed café au lait spots and halo-like disappearance
surrounding each spot have been reported in only a small
number of patients.>* Here, we describe a new case of this rare
phenomenon.

A 5-month-old baby was seen for evaluation of multiple skin
lesions on her body at the Faculty of Medicine, Akdeniz
University, Antalya, Turkey. She was born at term (birth weight
3 kg, height 50 cm) after a normal pregnancy to unrelated
parents. At birth, she had a homogenous grayish-blue patch
covering the lumbosacral region and buttocks. It was consistent
with Mongolian spot. After 1 month, multiple brownish
macules appeared and gradually increased in size and number
on the extremities and on the buttocks within the Mongolian
spot. Dermatologic examination revealed a halo nevus-like
appearance of normal skin color around café au lait macules on
the Mongolian spot [Figure la and b]. On clinical examination,
she was healthy and had reached all the developmental milestones
appropriate for her age with no abnormalities on physical and
neurological examination. She had no signs of neurofibromatosis
such as axillary freckling, peripheral or central nervous systems
anomalies, poliosis circumscripta, kyphoscoliosis, bone
hypertrophy or pseudoarthrosis. Neurofibromatosis type-1 FISH
test was analyzed for Neurofibromatosis-1 and showedno deletion
in the 17q11.2 region. Family history was negative for signs or
symptoms of neurofibromatosis-1, and clinical examination of the
parents was normal.

Three punch biopsy specimens were obtained from three
areas: the blue patch, the brown macule and the halo-like zone

surrounding this macule [Figure 2a-c]. In halo-like zone and brown
macule (café au lait macule), dermal melanocytes were small,
round and their degree of melanization was less than that in the blue
patch (Mongolian spot). Further, dendrites of dermal melanocytes
were decreased in the halo-like zone and in the dermis of the café
au lait macule [Figure 3a-c]. All three specimens had no evidence
of inflammatory reaction.

This phenomenon has been reported rarely in the literature.*
Although two of the patients had neurofibromatosis and one
had phacomatosis cesioflammea, others had no sign for genetic
disorders.>* Our case did not show any other sign for any systemic
disorder or genetic defect for neurofibromatosis.

Mongolian spots can be seen in association with nevus flammeus
(phacomatosis pigmentovascularis type II) or with cutis marmorata
telangiectatica congenita (phacomatosis pigmentovascularis
type V).!' Wolf et al., differently from previously reported
phacomatosis cases, described an unusual case with Mongolian
spots and segmental café au lait macules.’ They proposed the
name “phacomatosis pigmento-pigmentalis” in analogy to other
similarly named entities such as phacomatosis pigmentovascularis
and phacomatosis pigmentokeratotica. We also think that
Mongolian spots combined with café au lait macules was not a
simple coincidence, but the result of twin-spotting phenomenon.
The reason for the halo phenomenon is unknown. This halo-like
zone has normal skin color and does not show any evidence
of inflammatory reaction in biopsy specimens, unlike the
depigmentation in halo nevus. The most specific histologic finding
of all cases is that dendrites of dermal melanocytes were not
clearly seen in the halo-like zone and the dermis of the café au
lait macule. Dendrites of dermal melanocytes of Mongolian spots
seemed to disappear at the site of café au lait macule and in the
halo-like zone.

In conclusion, phacomatosis pigmentovascularis is a group
of disorders with different clinical features. Halo-like
disappearance of surrounding café au lait spots on Mongolian
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Figure 1b: Multiple halo nevus-like zone of normal skin color around café
au lait macules on the Mongolian spot

Figure 1a: Multiple halo nevus-like zone of normal skin color around café
au lait macules on the Mongolian spot

Figure 3a: Diffuse pan-dermal dendritic and pigmented melanocytosis was
more prominent in the blue patch biopsy (MelanA,x400)

spot is a very rare feature of this group. There is no specific
treatment for this phenomenon at present. After reviewing
similar cases in the literature in detail, we suggest the term
melanization was less than in the Mongolian spot (H and E, x400) “phacomatosis pigmento-halo-pigmentalis” to better name this
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Figure 3b: Dendrites of dermal melanocytes were decreased in the whitish
halo-like zone (MelanA, x400)

unusual condition. Better understanding of this phenomenon
and the process involved can help us arrange a follow-up
program to diagnose its accompanying systemic or dermatologic
involvement and treat these lesions in the future. Therefore,
documentation of more such cases is essential to confirm this
suggested entity.
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