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To the Editor:
In issue one of the Centenary of our journal Actas
Dermo-Sifiliográficas a case report appeared authored
by Monteagudo et al1 on “Isolated anterior cervical
hypertrichosis” upon which we would like to make some
comments.
Firstly, the classification of “localized familial
hypertrichosis” (Table) is not entirely rigorous as this
is a reference to 4 forms of localized hypertrichosis
encountered in 11 patients by Vashi et al.2 There are many
classifications available in dermatology and trichology
books that group localized congenital hypertrichosis
Table. Congenital circumscribed hypertrichosis
Congenital pigmented nevi
Becker melanosis
Nevoid hypertrichosis
Primary nevoid hypertrichosis
   Cubital hypertrichosis (hairy elbow syndrome)
   Hypertrichosis of the eyebrows
   Hypertrichosis of the external ear
   Hypertrichosis of the tip of the nose
   Eyelash trichomegaly
   Polythelia pilosa
   Hairy cutaneous malformations of palms and soles
   Anterior cervical hypertrichosis
   Posterior cervical hypertrichosis
Secondary nevoid hypertrichosis
   Hypertrichosis associated with neurofibroma
   Hemihypertrophy associated with muscular problems
   Associated to the underlying hemodynamic system
   Hypertrichosis with lipodystrophy
   Hypertrichosis with scoliosis
Spinal dysraphism
Adapted from references: 3-11.

into several groups, one of which is “nevoid localized
hypertrichosis”—a group that includes anterior cervical
hypertrichosis (ACH). There is no doubt that simpler
classifications can be used to ease the strain on those new
to hypertrichosis, classifications such as those we used
ourselves when we wrote the chapter on hypertrichosis for
the Spanish Academy of Dermatology and Venereology
(AEDV) Clínicas Dermatológicas.3 The version we used
was taken from Olsen,4 a current authority on trichology
and expert on hypertrichosis. When he wrote on this
subject in the 2008 edition of “Fitzpatrick’s Dermatology
in General Medicine” with Paus and Messenger,5 he
broadened the category of nevoid hypertrichosis to
include hypertrichosis of the eyebrows and auricles of the
ears. Even so, consideration is still needed of “polythelia
pilosa,” “hypertrichosis of the tip of the nose” and “eyelash
trichomegaly,” as one of the present authors, Dr Camacho,
noted in Monografías de Dermatología,6,7 in books on
trichology by Camacho and Montagna8 and BlumePeytavi et al,9 and in the chapter on “Hypertrichosis and
hirsutism” in “Dermatology” by Bologna et al.10,11
Leaving the issue of classification aside, we would like
to comment on the case of the 27-year-old patient with
ACH. The diagnosis is acceptable considering the image
provided, and—as the condition is neither familial nor
associated to any other abnormality—it is reasonable to
assume this is sporadic nonsyndromal ACH. We also
agree with the authors that this condition is possibly under
diagnosed, and must be recognized to exclude associations
and avoid requests for unnecessary studies that entail high
personal and social costs.
But we do not agree with the authors that Trattner et
al described ACH in 1991.12 What Trattner et al actually
discovered was the association of ACH with peripheral
sensorimotor neuropathy; although the confusion of
Monteagudo et al1 is justified given that Trattner et al
stated in the discussion section that “they had found no
publications of sporadic or familial cases of ACH.”
“Goat’s beard hypertrichosis,” as it is also known, is
characterized by the appearance of a small area of terminal
hair just above the laryngeal prominence. This can be a
sporadic finding, as in the case of Monteagudo et al,1 or
it can be the marker of a peripheral neuropathy, hallux
valgus, thalassemia minor, or ocular albinism.13 Although
a hereditary pattern has not been established, it seems
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Figure 1. Four cases of familial
anterior cervical hypertrichosis.
A, Woman aged 42, mother
of the other three patients.
B, Woman of 18.
C, Girl of 16.
D, Girl of 11.

that sporadic familial ACH has autosomal dominant
transmission or is X-linked dominant,14 while recessive
forms are associated with neuropathies.
We accept that when writing an article authors do not
generally refer to textbooks or encyclopedias, but in the
article in Monografías de Dermatología7 and in the chapter
on hypertrichosis in the AEDV Clínicas Dermatológicas3
it states the following regarding ACH: “we have decided
to consider the this form of hypertrichosis, which we
described many years ago,15 within the category of nevoid
hypertrichosis, because although we then related it with
underlying pigmentary cellular nevi—although this was
not proven by biopsy as the patients did not agree to
the procedure—we did not consider the reduced level of
touch and pain sensation detected in a woman and three
of her daughters to be important.” This reference to the
description provided by one of us reads: “Congenital
nevoid hypertrichosis. Represented by pigmentary cellular
nevi, Becker nevus, faun tail nevus associated with spina
bifida, hairy elbow syndrome, hypertrichosis of the outer
ear or eyebrows, and other less common familial forms,
with tufts of ectopic hair possibly related to a nevus
(Figures 7.2-7.5).” In the figure legend to which we refer
it said: “Familial tuft of hair in the anterior cervical zone.
All those affected are women.” In fact, the woman’s 2
sons showed no signs of ACH. And even if Trattner et
al12 did not read this book, in 1989 Reed et al16 published
an article on familial cervical hypertrichosis associated
with scoliosis and also claimed to have discovered this
syndrome. More recently, Tsukahara and Hajii14 and Lee
et al17 have published other cases of familial ACH.
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In any case, we are grateful to Dr Monteagudo et al for
their publication, as this is clearly the first sporadic case in
Spain, and it has also given us the opportunity to update
the classification of localized hypertrichosis and to once
more present the case of the 4 women from Granada, a
mother (Figure 1 A) and her three daughters (Figures 1B,
1C and 1D), who all had familial ACH.
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To the Editor:
We thank Professor Camacho and Professor Moreno
for their comments on our article. In fact, in line with
articles of a similar sort,1,2 and even those by these
authors themselves,3 ours did not aim to be a systematic
review of the different varieties of congenital localized
hypertrichosis (as was stated in the article).4 Hence we
had simplified the classification to four of the primary
localized symmetrical clinical forms described in the
specialist literature: cubital hypertrichosis, anterior
cervical hypertrichosis, posterior cervical hypertrichosis
and hypertrichosis of the lumbosacral area5 (identical
to the division made by Vashi et al6 in the introduction
to their article, not only on analysis of their series, as is
suggested). This is inevitably involved leaving other
conditions aside,7-9 including those covered by professors
Camacho and Moreno in other publications.10,11 This list
could also include hypertrichosis associated to congenital
smooth muscle hamartoma,12-15 tufted angioma,12,13,16
congenital plaque-like glomangioma,17 the hair collar
sign (that can surround aplasia cutis congenita, be a skin
marker for cervical spinal dysraphism, or present with no
associated malformations),5,13,18 ectopic eyelashes,12 some
syndromes with congenital localized hypertrichosis19
such as H syndrome,20 pigmentary mosaicism of the
Ito type,9,14,21 (the “twin spotting” phenomenon)21
and segmental odontomaxillary dysplasia,22 and even
distichiasis,12 or “physiological” processes such as scrotal
skin12,13—a benign, self-limiting process with no associated
endocrinological abnormalities that occurs in the first few

months of life23,24—it is not apparent at birth and resolves
spontaneously in a manner similar to many cases of cubital
hypertrichosis.25
Anterior cervical hypertrichosis is a localized congenital
variety of hypertrichosis that we have been able to see in
2 patients over a period of 3 months.4,26 As a result of our
publication other members of the faculty have shared a
further 2 sporadic cases with us, 1 of them associated with
neurological abnormalities; this fact indicates that the
syndrome is not as uncommon as previously thought, and
that the small number of cases described in the literature
could be due to underdiagnosis or the tendency to publish
only familial cases or those with associated abnormalities.
It is true that, in 1989, Reed et al published a case of
familial cervical hypertrichosis associated with scoliosis;
all their patients presented increased hair growth on the
posterior aspect of the neck and were therefore included
in the posterior cervical hypertrichosis group. Those
authors considered this to be the first familial case of
posterior cervical hypertrichosis of autosomal dominant
inheritance associated with scoliosis, but they indicated in
the discussion that they had previously encountered cases
of this form of hypertrichosis.27
In most publications in English,3 including several
reviews,1,29-31 Trattner et al28 are cited as the first to describe
ACH. We consider it correct to point out that there are
earlier descriptions of the syndrome and of this particular
rare variety in the non-English literature,32 which is
more difficult to access, and we are pleased to find that
the author of the first article on this subject was in fact
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a dermatologist and member of the Spanish Academy of
Dermatology and Venereology (AEDV).
The comments provided by professors Camacho and
Moreno, serve not only to enrich our article, but also to
highlight the issue of ACH.
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