
CASE  AND  RESEARCH  LETTERS  435

Conflicts of Interest

The  authors  declare  that  they  have no  conflicts  of interest.

References

1. Theiler M, Mann C, Weibel L. Self-healing collodion baby. J  Pedi-
atr. 2010;157, 169-169e1.

2. Prado R, Ellis LZ, Gamble R, Funk T, Arbuckle HA, Bruckner AL.
Collodion baby: An update with a focus on practical manage-
ment. J Am Acad Dermatol. 2012;67:1362---74.

3. Tanahashi K, Sugiura K, Asagoe K,  Aoyama Y, Iwatsuki K, Akiyama
M. Novel TGM1 missense mutation p.Arg727Gln in a case
of self-healing collodion baby. Acta Derm Venereol. 2014;94:
589---90.

4. Oji V, Tadini G,  Akiyama M,  Blanchet Bardon C, Bodemer C,
Bourrat E, et  al. Revised nomenclature and classification of
inherited ichthyoses: Results of the First Ichthyosis Consen-
sus Conference in Sorèze 2009. J  Am Acad Dermatol. 2010;63:
607---41.

5. Vahlquist A, Bygum A, Gånemo A, Virtanen M,  Hellström-
Pigg M, Strauss G,  et  al. Genotypic and clinical spectrum
of self-improving collodion ichthyosis: ALOX12B, ALOXE3, and
TGM1 mutations in Scandinavian patients. J Invest Dermatol.
2010;130:438---43.

6. Hernández-Martín A, Garcia-Doval I, Aranegui B, de Unamuno P,
Rodríguez-Pazos L, González-Enseñat MA, et  al. Prevalence of
autosomal recessive congenital ichthyosis: A population-based

study using the capture-recapture method in Spain. J Am Acad
Dermatol. 2012;67:240---4.

7. Harting M, Brunetti-Pierri N, Chan CS, Kirby J, Dishop MK,
Richard G,  et al. Self-healing collodion membrane and mild
nonbullous congenital ichthyosiform erythroderma due to
2 novel mutations in the ALOX12B gene. Arch Dermatol.
2008;144:351---6.

8. Rodríguez-Pazos L,  Ginarte M, Vega A, Toribio J. Auto-
somal recessive congenital ichthyosis. Actas Dermosifiliogr.
2013;104:270---84.

9. Raghunath M,  Hennies HC, Ahvazi B, Vogel M,  Reis  A, Stein-
ert PM, et  al. Self-healing collodion baby:a dynamic phenotype
explained by a particular transglutaminase-1 mutation. J  Invest
Dermatol. 2003;120:224---8.

10. Van Gysel D,  Lijnen RL, Moekti SS, de Laat PC, Oranje AP. Collo-
dion baby: A  follow-up study of 17  cases. J Eur Acad Dermatol
Venereol. 2002;16:472---5.

R.  Santesteban  Muruzábal,a,∗ A.  Larumbe  Irurzun,a

I.  Yanguas  Bayona,a M.A.  Ramos  Arroyob

a Servicio  de  Dermatología,  Complejo  Hospitalario  de

Navarra,  Pamplona,  Spain
b Servicio  de Genética,  Complejo  Hospitalario  de Navarra,

Pamplona,  Spain

∗ Corresponding  author.
E-mail  address:  raquel.santesteban@hotmail.com
(R.  Santesteban  Muruzábal).

A Familial Form  of Primary
Essential Cutis  Verticis Gyrata�

Forma familiar de cutis verticis gyrata
primario esencial

Dear  Editor:

Cutis  verticis  gyrata  (CVG)  is  a  rare  skin  condition  character-
ized  by  thickening  of  the scalp,  giving  rise to  convolutions
and  sulci,  with  a cerebriform  pattern.  CVG  is  classified  as
primary  (essential  and nonessential)  or  secondary.

We  present  2 cases  of primary  essential  CVG  in a sin-
gle  family.  The  2 men  (patients  1  and  2) were  siblings  of
32  and  28  years  of  age,  with  no  other  relevant  family  his-
tory.  They  presented  progressive  thickening  of  the  scalp  that
had  started  in adolescence.  Physical  examination  revealed
anterior-posterior  folds  on  the  scalp  of  both  patients  (Fig.  1)
and  mild  subungual  hyperkeratosis  and  distal  onycholysis  of
the  nail  plates  of  the  great  toes  of  both  feet.

Detailed  dermatologic  and  systemic  medical  history  and
physical  examination,  including  endocrine  and  neurologic
evaluation,  detected  none  of  the  abnormalities  associated
with  the  primary  nonessential  forms.  Scalp  biopsy  revealed
a  mild  nonspecific  superficial  periadnexal  and  perivascular

� Please cite this article as: Suh  H, Flórez-Menéndez Á, de La
Torre-Fraga C. Forma familiar de cutis verticis gyrata primario esen-
cial. Actas Dermosifiliogr. 2016;107:435---437.

mononuclear  inflammatory  infiltrate  in both  patients.  The
following  studies  were  performed  to  exclude  causes  of  sec-
ondary  CVG:  plain  x-rays  of  both  hands,  cerebral  computed
tomography  (CT),  routine  blood  tests  with  thyroid  function,
lipid  profile,  insulin-like  growth  factor  1, antinuclear  anti-
bodies,  and  syphilis  serology.  The  cerebral  CT  of patient
1  showed  the skin  folds affecting  the scalp  (Fig.  2). Other
studies  were  normal  or  negative.  Studies  of the nail  alter-
ations  (culture  and histopathology)  were  only positive  in
patient  2 (growth  of Trichophyton  interdigitale),  and treat-
ment was  prescribed  with  oral  terbinafine  (250  mg/24  h for
3  months).  Genetic  analysis  was  not  performed  in either
patient.

Primary  essential  CVG  is  most common  in postpubertal
men.1 The  etiology  is  unknown,  but  genetic  and endocrine
factors  are believed  to  be implicated.2 The  majority  of
cases  of  primary  essential  CVG  are  sporadic,  although
familial  forms  with  autosomal  dominant  or  recessive  inher-
itance  with  variable  expression  have  been  reported.3,4

The  prevalence  data  for  the general  population  date
from  1964,  with  an estimated  prevalence  among  men
and  women  of  1 and  0.026  cases  per  100  000 population,
respectively.5

The  primary  essential  form  is  not  associated  with  other
abnormalities,  in  contrast  to  the primary  nonessential
form,  which  can  be associated  with  mental  retardation,
cerebral  palsy,  epilepsy,  schizophrenia,  deafness,  and
cranial  and  ophthalmologic  abnormalities.6 The  secondary
forms  of  CVG  can  be associated  with  numerous  underlying
diseases,  such  as pachydermoperiostosis,  acromegaly,
cutis  laxa,  cylindroma,  cerebriform  intradermal  nevus,
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Figure  1  A, Anterior-posterior  folding  of  the  scalp  (patient  1).  B,  Anterior-posterior  folding  of  the  scalp  (patient  2).

Figure  2  Cerebral  computed  tomography  showing  irregular
skin folds  (patient  1).

amyloidosis,  myxedema,  syphilis,  intracranial  aneurysms,
intraventricular  ependymoma,  and inflammatory  conditions
of  the  scalp;  exclusion  of  these  associations  is  therefore
important  (Fig.  3).7,8

Primary  CVG  affects  the scalp,  particularly  at the vertex
and  in the  occipital  region.  The  folds  usually  run symmet-
rically  in an  anterior-posterior  direction,  although  they  can
be  transverse  in the  occipital  region.  The  number  of  folds
varies  between  2  and  12,  and  they  cannot  be corrected  by
pressure  or  traction.4

The  additional  tests  to  be performed  will  depend  on
the  clinical  presentation  and  on  any  associated  disease.
Imaging  studies  such  as  magnetic  resonance  imaging  or
CT  must  be performed  when neurologic  or  ophthalmologic
abnormalities  or  mental  retardation  are present,  although
some  authors  recommend  routinely  performing  these
studies  to  exclude  structural  cerebral  alterations.9 Scalp
biopsy  enables  us to  exclude  other  underlying  causes,
such  as  cerebriform  intradermal  nevus,  cylindroma,  and
inflammatory  dermatoses  of  the scalp.  In  the primary
forms,  histopathology  is  normal  in the majority  of cases,
although  thickening  of  the dermis  and  hypertrophy  of  the
pilosebaceous  units  have  been  reported.10

CVG  is  a progressive  disease  and, in its  primary
essential  form,  only  affects  the scalp;  surgery  is there-
fore  only considered  in cases  with  major  psychological
repercussions.11

In  summary,  we  have presented  a case  of  familial  pri-
mary  essential  CVG.  Primary  essential  CVG  is  a  rare  entity,
especially  in its  familial  form,  with  only  1 other  familial
case  described,  also  with  clinical  manifestation  arising  in
adolescence.4 In  these  cases  it  is still  important  to  exclude
causes  of  secondary  CVG  as  well  as  diseases  associated  with
the primary  nonessential  form.
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Scalp skin folds that cannot

be flattened

History

Physical examination

Additional tests (laboratory tests, imaging

studies, scalp biopsy)

Can secondary causes (inflammatory and neoplastic
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palsy, epilepsy, schizophrenia, deafness, ophthalmic alterations)? 

Yes
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Primary essential CVG
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No
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Figure  3  Diagnostic  algorithm.
CVG  indicates  cutis  verticis  gyrata.
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