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Aplasia cutis congenita is a heterogeneous group of disorders in which larger

or smaller areas have skin absence at birth. This process can be observed in

isolation, or may be associated with other abnormalities.

We report three cases of uniquely located congenital skin aplasia on the scalp

served at our center over the years; two cases with multiple injuries and

another patient with a unique injury associated with the “hair collar sign” Its

clinical, dermatoscopic, ultrasound and histopathological characteristics are

analyzed according to each case.

Aplasia Cutis Congenita (ACC), present at birth, is a
relatively rare and heterogeneous group of congenital
disorders characterized by generalized or localized ab-
sence of skin, and subcutaneous tissue, as well as bone
in some other cases. Although this condition may ma-
nifest itself in any part of the body, the most frequent
location is the scalp. Generally, it is identified as an iso-
lated disorder. However, it may be associated with other
genetic syndromes or congenital anomalies; such as
dystrophic epidermolysis and newborn epidermolysis
bullosa (more specific and frequent). In general, the
condition is commonly related to all clinical forms of
inherited epidermolysis bullosa>-4 Oddly enough, these
scalp birth injuries have caused parents to sue surgeons

in the grounds of medical malpractice’

Three cases observed at our center are reported: one cu-
rrent case and two from our pre-dermoscopic archives.
Clinical, ultrasound, dermoscopic and histopathologic

manifestations were reviewed according to each case.
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This case presents a 5-year-old male patient who
attended a medical appointment with his mother in
2010. The examination reveals no relevant personal or
family medical history. He presents with a lesion in
the occipital region of the scalp, whose size has re-
portedly increased. However, this is mostly related to
the patient’s physical development than to the actual
lesional size (Fig. 1). The patient does not manifest any

subjective symptoms.

Examination of the affected area shows triangular
lesion located at the occipital region with one clearer
margin and a somewhat pigmented central area of
atrophic and scarred aspect. It constitutes an alopecic
lesion with little remaining hair formed by two alopecic
lesions separated by a narrow space. One lesion, which
lies superiorly, is bigger and the second one, placed in-

feriorly, is smaller. (Fig 2)
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Figure 1: Alopecic lesion located at the occipital region of the scalp. Figure 4: Absence of skin annexes. Thinning of the epidermis.

Dermoscopic examination shows total absence of folli-
cular openings, white areas which alternate with pig-
mented spaces, as well as punctiform and linear dilated
blood vessels shown through the epidermis. (Fig 3)

Histopathological examination reveals moderate epi-
dermal thinning and absence of skin annexes, with the
exception of rare hairy formations in the upper dermis

(fig 4). Absence of significant inflammatory elements.

The case of a 7-year-old male patient with no re-

levant personal or family medical history is presented.

The patient presents with a three-month clinical
Figure 2: Close-up of previous image. Two atrophic and scarred

; o picture constituting of multiple inflamed nodules in
alopecic areas divided by a narrow area.

the scalp’s occipital region. Physical examination also
manifests two alopecic lesions on the head, which are
reportedly present since birth. Regarding the nodules,
pertinent examination confirmed alopecic and aseptic

nodules of the scalp as the final diagnosis.

Congenital alterations were examined; those which
manifest as two rounded lesions separated by a thin
bridge with little hair which, similar to the previous
case, presents two areas; the first one is clearer and pe-

ripheral, and the second one is central and somewhat

pigmented. Skin presents with atrophic appearance

and absence of hair persistence in the affected area.

Figure 3: Lesional trichoscopy manifesting marked linear and
punctiform vascular dilation and absence of follicular openings. (Fig. 5 and 6)
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Figure 5: Two alopecic and rounded areas separated by an incom-
plete hairy bridge.

Figure 6: A close-up exhibits atrophic appearance of the skin with
total absence of hair and follicular openings. A discrete erythema
on the central area is observed.

A close-up of image no. 6 shows a central area ex-
hibiting a discrete pigmented pattern and an erythe-
matous area, visible due to a translucent epidermis

which exposes the skin vascular weave.

Images 7a and 7b expose two views of the child’s head Figura 7a (superior): Circulo blanco que encierra las placas de
ACC y circulo rojo que rodea la zona de los nédulos alopécicos y

asépticos del CC y Figura 7b (inferior): que muestra los nédulos
ACC; on the back, the lesions diagnosed as alopecic mdltiples con mayor claridad.

and lesions; at the top, alopecic plaques representing

and aseptic nodules of the scalp.

Centro Dermatolégico Dr. Uraga | Vol 2 | N°3 2020 -025



Original Article E.Uragaet. al.

A Doppler color ultrasound of the occipital region was
performed with an 18 MHz high-resolution ultrasound
equipment. Longitudinal view from the ultrasound re-
veals a dermal anechoic area of decreased thickness
and increased echogenicity, suggesting dermal defect.
Thickness of dermal planes and subcutaneous adjacent
areas is conserved. Doppler color imaging does not
detect inner or peripheral vascularization. No defects

involving the bone margin are observed. (Fig 8)

Figure 9: Occipital alopecic lesion with “hair collar sign.”

Region Occipital

Figure 8: Ultrasound of the affected area reveals the aforemen-
tioned alterations.

A 2-month-old patient from our archives presents
with scarred, irregular, erythematous, atrophic alo-
pecic plaque present since birth. The lesion’s peri-
pheral area has a long hair collar that originates ra-
dially from the lesional margin into the outer area.
No personal, family medical history, or any subjective

symptoms were attributed. (Fig 9)

Membranous ACC of the scalp with “hair collar sign”
was confirmed as the clinical diagnosis, whose clo-
se-up is featured in Fig 10. Consequently, a biopsy
was performed. This revealed the presence of marked
epidermal atrophy, dermal scarring fibrosis and mo-
derate focal lymphocytic infiltration. No annexes were

observed. (Fig 11)

Figure 10: Outer red margin enclosing the “hair collar sign” The
ACC does not constitute a new clinical picture. It was inner red margin demarcates the alopecic area and the white arrow
highlights a few remaining hairs.

first described by Cordon in 1767 while treating a patient
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Figure 11: Microphotography exposes marked epidermal atrophy,
absence of annexes and dermal scarring fibrosis with low focal
lymphocytic infiltration.

presenting with ACC lesions on the lower limbs, and by
Campbell in 1826, who recounted a patient manifesting

the first ACC case involving the scalp®

It is a rare disorder, whose incidence rate is reported to
be 1 to 3 in every 10000 births. However, it is likely that
both moderate and isolated lesions are not described.
In addition, solitary lesions in the context of polymal-
formative syndromes may not always be reported? As
a result, the incidence rate may not be exact. There is
slight female predominance, with 85% of cases ma-
nifesting on the scalp. Most cases are sporadic. None-
theless, family cases have been described® The modes
of transmission are autosomal dominant (AD) with re-

duced penetrance or autosomal recessive (AR)!

Etiology is not conclusive. Nevertheless, both genetic
and environmental causes are discussed. Moreover, se-
veral theories have been suggested: incomplete closure
of the neural tube, intrauterine trauma, uteroplacental
vascular insufficiency, amniotic membrane adhesions
(the amniogenic theory sustains that the amniotic
membrane adheres to the fetal skin, leading to cuta-
neous tearing and denudation),’ viral intrauterine infec-
tions with herpes simplex and varicella, toxoplasmosis,

rubella, cytomegalovirus, TORCH syndrome infections
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(occurring during pregnancy) associated to ACC,° AIDS"

and even syphilis (previously cited as a cause).

Several drugs taken during pregnancy, such as valproic
acid, antithyroid medicine (methimazole);> benzodiaze-
pines}? or cocaine consumption, among others, are con-
sidered as causal agents. In 2013, Marneros published a
study in which he identified a well-known single gene
associated to non-syndromic ACC (BMS1) in a family with
a 5-generation-pedigree and AD inheritance of complete
penetrance, a mutation causing a defect in the prolife-
ration of tissues during cell development-% ACC has also
been advocated as a residue of an in utero involuting he-
mangioma. A case of two ACC lesions of the scalp was
reported on a patient suffering from intracranial malfor-

mation (encephalotrigeminal angiomatosis)

Many classification systems have been suggested.
However, only two have been properly accepted. The first
classification system, suggested by Sybert VP, was fea-
tured in a 1985 article published by Pediatric Dermatol:¢
The following year, Frieden IJ presented a second classi-
fication system. Both systems are based on lesional loca-
lization (scalp lesions are separated from abdominal wall
abnormalities), number of lesions, shape, inheritance and

the presence or absence of other associated anomalies!¢-7

Sybert classification divides lesions into 4 groups and 3

subgroups (Table I):

Groupl  ACC limited to the scalp.
Group II  ACC on the body and the scalp.
Subgroup 2 A ACC involving the
body and limb
defects.

Group III  ACC on the body and the scalp.

Group IV ACC associated to epidermolysis
bullosa.
Subgroup IV A Bart syndrome

Table I: Aplasia Cutis Congenita classification (from Sybert®)
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Nonetheless, the most accepted classification is the one
proposed by Frieden in 1986. Such system was featured
in an article published by the Journal of the American

Academy of Dermatology after a 120-publication review,

which divided the disease into 9 subtypes:® (Table II)

Subtype1  ACC of the scalp without AD or sporadic.
multiple anomalies.

Subtype 2 ACC of the scalp associated ~ AD
to limb anomalies
(Adams-Oliver Syndrome).

Subtype 3 ACC of the scalp associated ~ Sporadic.
to epidermal and sebaceous
nevus.

Subtype 4  ACC (abdomen, lumbar Subject to
region, etc.) overlapping subjacent
embryonic malformations.  conditions.

Subtype 5  ACC associated to fetus Sporadic.
papyraceus and placental
infarction.

Subtype 6  ACC associated to a) AD or AR
epidermolysis bullosa and according to the
with 2 variants: type of EA.

a) Focal without multiple b) AR
congenital anomalies and

b) Disseminated with

congenital anomalies.

Subtype 7 ACC without blistering, AD or AR
located on the limbs.

Subtype 8  ACC caused by specific Non-hereditary
teratogens with involvement
of the lower limbs.

Subtype 9 ACC associated to It varies according

malformative syndromes.

to the syndrome.

Table II: Aplasia Cutis Congenita classification (from Frieden'8)
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This classification has been modified to molecular and
genetic diagnosisi>-* The following list from this mod-
ified classification corresponds to the ist group con-
cerning our cases. This modified classification shows
the non-syndromic mode to be associated to genetic
defects (gene BMS1). (Table III)

This case, present since birth, manifests varied features
which are subject to the time of occurrence, tissue in-
volvement and grade of uterine healing® As previously
cited, the most common clinical manifestation is Frie-
den’s subtype 1. Moreover, given that our three cases
identify with the aforementioned subtype, a specific ref-

erence is indicated as follows:

Primarily, subtype 1 manifests as a small alopecic sol-
itary defect located on the vertex of the scalp, covered
by atrophic tissue or crust. However, small and clus-
tered multiple lesions are rarely described. 75% of cases
represent a single lesion, 20% equals two lesions and
8% corresponds to three° Small lesions measuring 1 to
3 cm in diameter are commonly reported. The surface
may present with granulation tissue, as well as erosions,
ulcers and blisters. Subsequent to the lesional healing
process, scarred scleroatrophic surface is frequently
observed. At the same time, non-membranous ACC
bullosa may expose a hypertrophic surface>® with per-
sistent annexes in some lesional areas. Most common
location corresponds to the vertex, which is primarily
related to tensile forces and elongation exerted on the
embryonic skin, along with subjacent mesenchymal
tissues and rapid brain growth throughout early devel-

opment occurring at weeks 10 to 15 of gestation

I: ACC (non-syndromic) of the head: Scalp, generally

IA: Scalp on the vertex.
- Membranous or bullosa.
- Hypertrophic.
A- trophic.

IB. Face Temporal area

and of the cheek.

Cleft lip, cleft palate, tracheoesophageal fistula,
uterine and cervical duplicity, ductus arteriosus,
omphalocele, polycystic kidney, mental
retardation, congenital cutis marmorata
supernumerary breasts, hair collar.

Table I1I: Modified Frieden classification'o™

AD (BMS1) or
sporadic.
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Concerning the lesional shape, it is varied: oval, round,
circular with perforating, linear, rhomboid, triangular or
stellate aspect! ACC is rarely presented as a blister with
serous content covered by a membrane, that which corre-
sponds to membranous ACC of the scalp! When the defect
manifests as a scar, it results from intrauterine healing.
Irregular lesions are frequently associated with bone,
dural, intracranial vascular alterations and they corre-
spond to non-membranous stellate ACC of the scalp. The
parietal region, which is closest to the cowlick section, is
the most affected area. Lesions of the scalp may be asso-
ciated with complications, including thrombosis, seizures
or hemorrhages? Subtype 1, subgroup B (face) of Frie-
den’s modified classification presents lesions at the face
and some rare lesional locations, such as the eyelid, de-

scribed by Gao et al”

Three variants of ACC of the scalp (subtype 1) are cu-
rrently described.

1. Membranous ACC of the scalp.

2. Membranous ACC of the scalp with “hair collar sign.”

3. Non-membranous or stellate ACC of the scalp.

Equally known as ACC bullosa, it is the most frequent
form of ACC of the scalp (60%). In addition, although
there are family case reports, the sporadic form is the
most common manifestation. Commonly, it is present
at birth and exposes a cyst or blister-like aspect covered
by fine and shiny skin. Frequently presented as single, it
may also manifest as multiple following a linear pattern
at times! There are case reports of linear ACC bullosa
adopting Blaschko’s lines? Esterly, Drolet et al. affirm
this form is a variant of the aforementioned neural tube
defect, concept based on histopathological studies which
show great similarity with meningocele and enceph-
alocele. The skin and nervous system derive from the
ectoderm. Moreover, separation between the neuroec-
toderm and epithelial ectoderm is given in the course of
the neural tube closure. Consequently, this chronological
association may justify why skin disorders are commonly

related to neural tube defects2¢-27
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In contrast to other forms of ACC of the scalp, mem-
branous ACC may present with an unusual peripheral
ring of long, coarse hair, known as “hair collar.” It was
first described in 1989 by Comments et al, and it con-
sists of a ring of dark, uneven, long and coarse hair sur-
rounding a nodular congenital lesion of cystic, blister-like
or atrophic aspect located on the scalp26-2® It is believed
such lesion is caused by faulty neuronal migration re-
sulting in the creation of aberrant neural tissue. This sign
has been recognized as a marker for spinal dysraphism

indicating the presence of distant occult rachischisis29->

Histology reveals:

a. Flat epidermis.

b. Missing appendages.

c. Dermal melanocytosis.

d. Dermal area without collagen and elastic fibers.

e. Macrophage hyperplasia and

f.  Presence of numerous horizontally oriented, hyper-

trophic hair follicles, emerging from the margin of

the lesion.

This form exposes big, irregular, angled or stellate lesions,
which leave a scar-like mark as they heal that merges into
areas with conserved skin appendages. This manifestation
usually follows an AD inheritance pattern. An association

with subjacent bone alterations is not rare.

Irregular alterations of non-membranous ACC of the scalp
are clinically different from membranous ACC. Accordingly,
they may have different pathogenesis. Baselga et al* su-
ggest the sclerotic surface may result from abnormal post-
natal healing, whilst large, deep or membranous scars are
the product of intrauterine healing. Other authors, being
Stephan et al?, propose as primary cause the aforeknown

tensile forces exerted on the embryonic skin.

1. Lab testing is normal. There are no specific tests for
the condition.

2.  Dermoscopy.
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3.  Scalp x-rays are performed in special cases.

4.  Skin biopsy (non-essential, unless important histo-
logical information is required for differential diag-
nosis with other clinical pictures).

5. Ultrasound, MRI in case of malformations or com-
plications.

6. Prenatal tests, suggestive of ACC.

a. alpha-fetoprotein levels in the amniotic fluid
and maternal blood.

b. If the ultrasonography is normal, testing for
positive acetylcholinesterase is required

7. Research:

a. Medication record during pregnancy
b. Endocrinological state of pregnant patient
c. Associated diseases
L. Associated to limb diseases
Distal limb reduction (Adams-Oliver
syndrome)
Hypoplasia or absence of distal phalanges
Congenital telangiectatic cutis marmorata
Hemangiomas
Cerebral arteriovenous malformation
Acrochordons
Supernumerary nipples
Woolly hair
II. Associated to:
Epidermal and sebaceous nevus syndrome
Ophthalmic or neurologic disorders
a. Seizures
b. Mental retardation
c. Corneal opacities
d. Eyelid colobomas

8. Genetic testing

Ultrasound imaging of the epidermis and dermis
reveals subtle differences and rules out subjacent
bone involvement. The author of one of the few ar-
ticles written on the subject suggests that the ultra-
sound may show anechoic areas in the dermal layer
which could correlate directly with histopathological
findings and represent an ultrasonographic sign indi-

cating ACC diagnosis.®
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Regarding dermoscopy, few reports have evaluated its
use in ACC. Dermoscopy has allowed for a more reliable
differential diagnosis between ACC and nevus seba-
ceous3' Moreover, this method has already been included
in ACC’s diagnostic protocol Several authors describe
radially disposed hair shafts, as well as elongated hair
follicles with pigmented proximal ends shown through
a translucent epidermis, the presence of severely marked
vessels directly correlated with skin atrophy and the ab-

sence of follicular openings at the center of the lesion

Congenital alopecic areas derive from many processes,
especially ACC and nevus sebaceous. Shortly after birth,
differential diagnosis between the two processes may

not be as easy due to unspecified clinical evidence.

During the neonatal period, differential diagnosis en-
compasses iatrogenic wounds caused by the procedure
of amniocentesis or fetal skin biopsy, along with fetal
scalp electrode application and the use of forceps or
vacuum during delivery. Correspondingly, ACC must
be differentiated from other pathologies, such as con-
genital abscess of the scalp, encephalocele, menin-

gocele and congenital dermoid cyst?

During childhood, stage that is common to many pa-
tients, differential diagnosis with other variants of
scarring alopecia must be made. For example, con-
genital triangular alopecia, the above-named nevus
sebaceous and nevus psiloliparus. It should be noted
that the association with these last two conditions has
been reported in several studies34-3> Nevus psiloliparus
is a mesodermal nevus, considered as a hallmark of
encephalocraniocutaneous lipomatosis and defined
clinically as a smooth, well-demarcated round or oval
alopecic area located at the parietal or frontoparietal
region. The association of ACC and nevus psiloliparus

is known as didymosis aplasticopsilolipara3¢
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If dermoscopy exposes sebaceous glands manifested as
shiny yellow dots, non-associated with hair follicles, di-
agnosis of nevus sebaceous is simple. However, nevus se-
baceous’ evolutionary stages may present diverse dermo-
scopic patterns: aggregated, clustered yellowish globules
over a yellow background, brown globules, whitish-yellow
lobular aspect, yellowish-gray papillary appearance, ho-
mogeneous yellow color, irregular or arborizing linear
vascularization3’ Consequently, it is essential to recognize

nevus sebaceous’ different dermoscopic patterns.

If dermoscopy shows total absence of skin appendages
and an epidermal translucent appearance, dermoscopic
diagnosis of ACC can be confirmed33-4° Table IV exhibits
the most relevant dermoscopic differential features,
which allow for differentiation between nevus sebaceous
and ACC of the scalp.

This dermoscopic differentiation is exposed in Fig.
13 through dermoscopic images of patients with both

conditions.

Original Article

NEVO SEBACED ACC DEL CC

Puntos amarillos
no asociados con
foliculos pilosos

Margen de la placa alopécica
- Signo del collarete de pelo
- Pelos engrosados y pigmentados
visibles a través de la epidermis
traslicida
Centro de la placa alopécica
- Ausencia de aperturas foliculares
- Pérdida de los apéndices cutaneos
- Apariencia trasltcida
- Red vascular visible que
corresponde a la atrofia cutdnea

Table IV: Dermoscopic features of nevus sebaceous vs. ACC of the
scalp. Extracted from Damiano et al

In fact, Fig. 12 shows the difference between the dermo-
scopic image of 4 patients with nevus sebaceous (4 pic-
tures at the left) and the dermoscopy of one of our patients

presenting with ACC of the scalp (picture at the right).

The four images at the left represent some of the pre-

sentation forms of nevus sebaceous: the two images at

Figura 12 Imagen izquierda: dermatoscopia de 4 pacientes con nevo sebdceo de Jadassohn del CC. La imagen derecha corresponde a la derma-
toscopia de un paciente con ACC del CC.
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Figura 13: A la izquierda vision esquemdtica del “signo del set de golf” y a la derecha dermatoscopia de uno de nuestros pacientes mostrando la
translucidez del CC que permite observar los bulbos (flechas negras) a través del mismo.

the top reveal the presence of clustered, aggregated yel-
lowish globules which constitute an essential feature of
nevus sebaceous; the bottom image at the left exposes
a grayish-yellow papillary appearance corresponding to
a verrucous alopecic elevated plaque; the bottom image
at the right matches a patient with the same diagnosis
manifesting a yellowish papillomatous appearance and a
similar structure as the previous one. The image at the
right shows total absence of follicular openings, a dermo-
scopic feature of ACC. Dermoscopy allows for a fairly ac-

curate differential diagnosis between the two pathologies.

Micalli, Lacarruba y Verzi# conclude that the follicle pe-
ripheral orientation surrounding the alopecic area rep-
resents a diagnostic key of ACC. Such feature is recog-
nized as “starbust hair follicles” and indicates radially
oriented hair follicles shown through a thinned epi-

dermis from the hair bulb to the follicular ostium4:

According to Grimalt and Cutrone, the “golf club set”
sign consists of peripherally disposed hairs adopting the
shape of golf clubs positioned in line under a translucent
surface observed within the membranous or cystic form
as a consequence of the blister’s reabsorption#> (Fig.13).
Authors suggest this must be differentiated from the
aforementioned starbust sign of the membranous form
of ACC described by Verzi et al#

Equally, B. Lozano# informs that trichoscopic ex-
amination effectively rules out other entities, such as

herpes simplex, epidermolysis bullosa or other trauma,
because epidermal atrophy is evidenced by the hair
bulbs, appreciated through its distinctive translucency.
Such feature is known as the “translucency sign.”

TREATMENT

Ordinarily, treatment is unnecessary, given that most
cases resolve spontaneously leaving atrophic or hy-
pertrophic (with minor occurrence) scarring. When
treatment during the neonatal period is required, a con-
servative approach must be acknowledged through the
application of topical medication to prevent infections,
along with appropriate focal protection with hydrocolloid
or chitosan bandages and other devices to protect poten-
tially wounded areas. Surgical procedures are required for
bigger or more profound lesions. For example, skin grafts
or flaps#-47 for definitive closure, tissue expanders, cra-
nioplasty,**-4° or new therapies, such as topical ozone
therapy to enhance the osteogenic potential of the bone
surrounding the defect!® Furthermore, the estimated
mortality rate in patients with ACC of the scalp types 1
and 2 manifesting large defects is 14%%#

CONCLUSION

In accordance with what has been reviewed, it is essential
that patients suffering from ACC of the scalp are properly
examined to rule out congenital malformations affecting
tissues and organs derived from the ectoderm, alter-
ations which may be associated with scalp ACC type 1.
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Family case research involving similar pathologies must

be made in order to determine inheritance patterns.

Traditionally, ACC of the scalp, when it consists of a
solitary and small lesion, does not entail any conse-
quences. Therefore, adequate research is not usually
conducted. As a consequence, changes must be made to
ensure the compliance of basic research, management
and follow-up protocols of the reported complications

and associations.

This entity must be recognized by all physicians who
work with newborns, as eventual malformations and
complications may manifest and result in fatal outcomes.
Diagnostic tests, such as dermoscopy and ultrasounds,
are excellent tools for the diagnosis of such entity, as well
as the differential diagnosis with other processes and the

evaluation of potential complications.

Biopsies are generally reserved for processes involving
diagnostic doubts; precise imaging procedures are em-
ployed to rule out or measure serious complications or

associated clinical pictures.

Our three clinical case presentations did not include any
complications or associated malformations. Moreover,

their evolution matches most isolated scalp case reports.

1. Deepti Gupta, Aplasia cutis congenita Uptodate This
topic last updated: Feb 12, 2018.

2. Diociauti A, Castiglia D, Giancristoforo S, Guerra L,
Proto V, Dotta A, Boldrini R, Zambruno G, El Hachem
M. Frequent Occurrence of Aplasia Cutis Congenita
in Bullous Dermolysis of the Newborn.

3. Chiaverini C, Charlesworth A, Fernandez A, Barbarot
S, Bessis D, Bodemer C, et al. Aplasia cutis congenita
with dystrophic epidermolysis bullosa: clinical and
mutational study. Br ] Dermatol 2014; 170: 901-906.

4. McCarthy M, Clarke T, Powell FC. Epidermolysis Bullosa
and Aplasia Cutis Int ] Dermatol 1991;30: 481-484.

5. Martinez JF, Almagro MJ, Lopez F, Poza M. Aplasia
cutis congenita of the scalp. Childs Nerv Syst. 2002;
18:634-637.

Centro Dermatolégico Dr. Uraga | Vol 2 | N°3 2020

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

Original Article

Chacén A, Aplasia cutanea congénita. Presentacion de
un caso https://www.monografias.com/trabajos101/
aplasia-cutanea-congenit...sentacion-caso/apla-
sia-cutanea-congenita-presentacion-caso.shtml
Sthephan MJ., Smith DW., Ponzi W., Alden ER. Origin
if scalp vertex aplasia cutis. The Journal of Pediatrics
1982; 101:850-853.

AlShehri W, AlFadil S, AlOthri A, Alabdulkarim AO,
Wani SA, Rabah SM. Aplasia Cutis Congenita of the
Scalp with a Familial Pattern: A Case Report. www.
wjps.ir. 2016; 5:298-302.

Knopfel N., Bauza-Alonso A., Martin-Santiago A.
Aplasia cutis congénita: etiopatogenia, actitud diag-
ndstica y manejo terapéutico. PIEL 2015; 30:102-112.
Tincopa-Wong OW. Aplasia cutis congénita. Lo que se
conoce en el presente. Dermatol Peru 2012; 22:89-110.
Mette AK., Ramachandra S., Manupati S. Bullous
aplasia cutis congenital: Is HIV an association?
Indian J Dermatol. 2011; 56:344-345.

Karg E, Bereg E, Gaspar L, et al. Aplasia cutis con-
genita after methimazole exposure in utero.Pediatr
Dermatol 2004;21:491.

Marneros AG. BMS1 is mutated in aplasia cutis con-
genita. PLoS Genet 2013; 9:€1003573.

Deurere O. Mutations de BMS1 dans 1“aplasie cutanée
congénitale. Annales de dermatologie et de vénéréo-
logie. 2014; 141: 161.

Pozzati E., Padovani R., Frank F., Gaist G. Leptome-
ningeal angiomatosis and aplasia cutis congenita of
the scalp. Case report. ] Neurosurg. 1983; 58:937-940.
Sybert VP. Aplasia cutis congenita: a report of 12 new
families and review of the literature. Pediatr Der-
matol 1985; 3:1-14.

Gao YY, Xu TX, Zhao HX. Aplasia cutis congenita of
eyelid: case report. Eye 2013;27: 992-994.

Frieden IJ. Aplasia cutis congénita: a clinical review
and proposal for classification. ] Am Acad Dermatol
1986; 14:646-660.

Mandy IA, Giuffré M, Del Vecchio A, Antona V, Corsello
G., Piro E. Recognizable neonatal clinical features of
aplasia cutis congénita. Ital J Pediatr 2020:46:25.
Cambiaghi S, Maffeis L, Restano L, Gelmeti C. Pre-
natal Findings in membranous aplasia cutis. Pe-
diatric dermatol. 2009;26: 362-363.

Baselga E, Torrelo A, Drolet B, Zambrano A, Alomar A,
Esterly N, Familial Nonmembranous Aplasia Cutis of
the Scalp. Pediatric Dermatology 2005; 22:213—217.

-033



Original Article

-034

22.

23.

24.

25.

26.

27.

28.

29.

30.

31

32.

33.

34.

35.

Mahmood F, Tasneem S, Nadeem MM. Aplasia cutis
congenita scalp presenting with life threatening he-
morrhage: a case report. ] Neonat Surg 2012; 1:8.
Bonifazi E. Bullous Aplasia Cutis. Eur. J. Pediat. Der-
matol. 2015; 25:174-175.

Feng Chen J, Chou Chen S2, Chiang CH. Aplasia Cutis
Congenita Associated with Cutis Marmorata Te-
langiectatica Congenita, Atrial Septal Defect, and
Epilepsy: A Newly Recognized Syndrome? A Case
Report. Dermatol Sinica 2008; 26: 157-164.

Kwon HS, Lee JH, Min JM, Kim GM. Case of linear
aplasia cutis congenita. ] Dematol 2017;44:€310-e311.
Drolet B, Prendiville J, Golden J, Enjolras O, Es-
terly NB ‘Membranous aplasia cutis’ with hair co-
llars. Congenital absence of skin or neuroectodermal
defect?. Arch Dermatol 1995; 131:1427.

TAKAYAMA E, HARADA A, IKURA Y, SETO H. Two
cases of aplasia cutis congenita with hair collar
signs and macrophage hyperplasia. J Dermatol
2019;46:734-738.

Colon-Fontanez F, Friedlander SH, NewburyR, Ei-
chenfieldLF. Bullous aplasia cutis congenita. ] Am
Acad Dermatol 2003;48:595-8.

Roche-Gamon E, Febrer-Bosch I, Alegre de Miquel V.
Hair Collar Sign Associated with Scalp Aplasia Cutis
Congenita. Actas Dermosifiliogr. 2007;98:441-445.
Hioki T, Takama H, Makita S, Akiyama M. Infant
bald patch: ultrasonographic diagnosis of aplasia
cutis congénita. JEADV 2017, 31, €273-€306.

Costa AM, Silva EB, Amarante LF, Bruno R. Aplasia
Cutis Congenita: Trichoscopy Findings. Int J Tri-
chology. 2016; 8: 184-185.

Damiani L, Musa Aguiar F, Vale Scribel da Silva M,
Miteva M, Martins Pinto G. Dermoscopic Findings
of Scalp Aplasia Cutis Congenita. Skin Appendage
Disord 2016:2: 177-179.

Brzezinski P, Pinteala T, Chiriac AE, Foia L, Chiriac
A. Aplasia cutis congénita of the scalp--what are the
steps to be followed? Case report and review of the
literature. An Bras Dermatol. 2015;90: 100-103.
Torrelo A, Boente MC, Nieto O, Asial R, Colmenero
I, Winik B, Zambrano A, Happle R. Nevus Psiloliarus
and Aplasia Cutis: A Further Possible Example of
Dydimosis. Pediatric Dermatol 2005; 22:206-209.
Tekin B, Yucelten AD, Akpinar IN. Coexistence of
Aplasia Cutis and Nevus Psiloliparus — Report a
Novel Case. Pediatric Dermatol 2014; 31:746-747.

36.

37.

38.

39.

40.

41.

42.

43.

44

45.

46.

47.

48.

49.

E.Uragaet. al.

Marti N, Alonso V, Jorda E. Lipomatosis encefalocra-
neocutanea y didimosis aplasticopsilolipara. Actas
Dermo-sifilograficas 2012; 103:341-342.

Kelati A, Baybay H, Gallouj S, Muernissi FZ. Dermos-
copic Analysis of Nevus Sebaceous of Jadassohn: A
study of 13 Cases. Skin Appendage Disord 2017:3: 83—-91.
Rudnicka L, Olszewska M, Rakowska A. Atlas of Tri-
choscopy: Dermoscopy in Hair and Scalp Disease.
London: Springer; 2012 pp. 191-202.

Neri I, Savoia F, Giacomini F, Raone B, Aprile S, Patrizi
A. Usefulness of dermatoscopy for the early diagnosis
of sebaceous naevus and differentiation from aplasia
cutis congenita. Clin Exp Dermatol. 2009; 34: €50—2.
Costa AM, Silva EB, Amarante LF, Bruno R. Aplasia
Cutis Congenita: Trichoscopy Findings. Int J Tri-
chology 2016; 8:184-185.

Verzi AE, Lacarrubba F, Micalli G. Starburst hair
follicles: A dermoscopic clue for aplasia cutis con-
génita. ] Am Acad Dermatol 2016;75: e141-2.
Cutrone M, Grimalt R. The Trichoscopic “Golf Club
Set” Sign for Bullous Aplasia Cutis Congenita. Skin
Appendage Disord. 2018; 4:1-3.

Lozano-Masdemont B. A case of membranous
aplasia cutis congenita and dermoscopic features.
Int J Trichol 2017; 9:33-4.

Barcot Z, Bascovic M, Car A, Juric M. Aplasia Cutis
Congenita of the Scalp: The success of Conservative
Approach in Treatment of a Large Defect. Indian
Journal of Pediatric Dermatology.2019;20:166-168.
Echart C, Pérez L. Aplasia cutis congétita. Trata-
miento con apésitos de quitosano. Rev Chil Dermatol
2017;2:57-61.

Lujan M, Diaz-Quijano FA, Alvarez JP. Aplasia Cutis
Congénita: tratamiento con hidrocoloides. Med
Cutan Iber Lat Am 2013; 41:67-69.

Silberstein E, Pagkalos VA, Landau D, Berezovsky
AB, Krieger Y, Shoham Y, Levy A., Rosemberg L., Sil-
verstein T. Aplasia cutis congenita: clinical mana-
gement and a new classification system. Plast Re-
constr Surg. 2014;134(5): 766e— 74e.

Garcia Font D, Pablo B, Pedrazas D. Aplasia cutis con-
génita. Rev Pediatr Aten Primaria. 2015; 17:357-60.
Alexandros B, Dimitrios G, Marios.TS. Aplasia cutis
congenita: Two case reports and discussion of the
literature. Surg Neurol Int. 2018; 9: 1-9.

Centro Dermatolégico Dr. Uraga | Vol 2 | N°3 2020



	Efluvio anágeno. Hallazgos tricoscópicos 
	Sarcoma de Kaposi clásico diseminado en una paciente inmunocompetente  
	Normas de Publicación
	Publishing Guidelines



