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Abstract: Aplasia cutis congenita (ACC) is a congenital disorder characterized by the 
absence of epidermis, dermis, and sometimes subcutaneous tissue and bone. There are nine 
types of ACC based on the number and location of the lesions as well as the presence or 
absence of associated deformities, with type I ACC being the most common. Type V affects 
the trunk with a characteristic pattern resembling the “H” letter of the alphabet, generally 
accompanied by fetus papyraceus (death of one of the twin fetuses) or placental infarction. 
Type V ACC without fetus papyraceus and placental infarction is a rare case. We reported 
a case of type V ACC in a 3-day-old baby girl, with clinical manifestation of extensive ulcers 
on the scalp, back, buttocks, and both lower extremities, in an “H”-shaped pattern, with 
history of placenta accreta, but no fetus papyraceus or placental infarction was found. The 
patient received dialkyl carbamoyl chloride hydrophobic swab with hydrogel (Sorbact® gel 
dressing-BSN Medical) and hydrocolloid wound dressing with good response, as indicated 
by the wounds becoming dried up, leaving an atrophic scar. Complete epithelialization was 
achieved in 72 days. The cause of type V ACC remains not completely understood. The 
diagnosis of ACC can be established based on clinical manifestations. Further examination is 
required if extracutaneous involvement is suspected. Early identification of the etiology of 
the lesions and appropriate investigation and treatment, including conservative wound 
management, are needed so that aplastic lesions can heal successfully, although cosmetic 
repair may be required at a later stage. 
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Introduction
Aplasia cutis congenita (ACC) is a congenital disorder characterized by localized 
areas where the skin is absent,1,2 and this condition sometimes affects the under-
lying subcutaneous tissue and bone.1 The most common form of ACC is an oval, 
sharply marginated atrophic patch on the posterior scalp. Erosion and ulceration 
with a granulating base or thin shiny membranous covering can be present.1,3,4 The 
lesions can occur on any surface of the body, although localized scalp lesion is the 
most frequent pattern.1,5 In 1986, Frieden classified ACC into nine types, with type 
I being the most common.2,5 Type V is rare,2 associated with fetus papyraceus or 
placental infarction,2,5 and characterized by stellate lesions in a symmetrical dis-
tribution over the trunk and extremities,2 differing from other types of ACC, which 
are typically localized to the scalp (70–85% of cases) or extremities. Unlike the 
scalp involvement pattern, there are little epidemiologic data delineating the 
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frequency of other distributions.2 Here, we reported a rare 
presentation of type V ACC in a newborn with extensive 
and symmetrical absence of the skin on the scalp, trunk, 
and limbs without fetus papyraceus and placental 
infarction.

Case
A 3-day-old healthy baby girl with a birth weight of 2.8 kg 
and a length of 48 cm, delivered full term through vaginal 
delivery from a multigravida mother, presented with con-
genital absence of the skin on the scalp, back, buttocks, 
and upper limbs with an atrophic scar on the chest and 
abdomen. The mother was currently 40 years old and had 
four children from a previous pregnancy. During antenatal 
care (ANC), the mother had no history of illness, trauma, 
or taking medicine other than vitamins prescribed by the 
doctor. Ultrasonography was performed at the third trime-
ster and showed a single live fetus with no obvious con-
genital malformations. Soon after delivery, the mother had 
vaginal bleeding due to retained placenta. The bleeding 
did not stop despite subsequent curettage, and 
a hysterectomy was performed. Histopathological exami-
nation of the uterus showed placenta accreta with no signs 
of infarction. All the previous pregnancies were full-term, 
with no complications, and all her children were delivered 
vaginally. A history of miscarriages was denied. The first 
child was a male, died at the age of 2 months due to 
diarrhea, the second is a female, currently 16 years old, 
the third is a boy – 14 years old, and the fourth is a male – 
7 years old. There was no family history with a similar 
skin condition. Upon physical examination, the lesions 
were well demarcated, symmetrical, and stellate, covered 
with a thin, gelatinous, shiny membrane. The lesions on 
the trunk were distributed in an H-shaped pattern measur-
ing 20×7 cm, while lesion on the scalp was 6×4 cm. 
Atrophic scar, 14×5 cm in size, was found in the chest 
and abdomen (Figure 1). There were no embryological 
malformations such as meningomyeloceles, spinal dysgra-
phia, cranial stenosis, congenital midline porencephaly, 
leptomeningeal angiomatosis, ectopia of the ear, omphalo-
cele and gastroschisis, blistering, nail deformity, or mal-
formation syndrome. Laboratory examination revealed 
hypoalbuminemia (2.26 g/dL) and elevated C-reactive pro-
tein (6.73 mg/dL), while other parameters were within the 
normal limit. Head X-ray showed irregularity of the par-
ietal lobe in the vertex region, while radiological examina-
tion of the trunk showed no abnormalities. Magnetic 
resonance imaging (MRI) with contrast in the head 

revealed no subcutaneous defect. The patient was con-
sulted to otolaryngologist, ophthalmologist, neuropediatri-
cian, and cardiologist; consultation results indicated no 
abnormalities other than dermatological abnormality. 
Initially, lesions were treated with Sorbact® gel dressing- 
BSN Medical for autolytic debridement, and then covered 
with sterile gauze until the gelatinous-shiny-membrane 
disappeared. Following that, we used hydrocolloid 
wound dressing (WD) until complete epithelialization 
was achieved (Figure 2). Prophylactic antibiotic was 
given with intravenous injection of ampicillin sulbactam 
and gentamicin. We also gave 20% albumin due to hypoal-
buminemia until the normal level was reached. Bacterial 
culture from wound base was positive for Klebsiella pneu-
moniae with resistance to ampicillin and gentamicin. 
Therefore, antibiotic treatment was modified to intrave-
nous injection of meropenem. After 26 days, the patient 
was discharged from neonatal intensive care unit (NICU) 
when more than 70% of the lesion showed epithelializa-
tion. Following daily local treatment, full epithelialization 
was achieved at day 72, leaving a smooth, hairless, papery 
scar (Figure 3). Until the age of five months, no medical 
problems were apparent, and the infant showed completely 
normal motor skills development.

Discussion
The term aplasia cutis congenita is used for a heterogenous 
group of disorders in which the skin and sometimes the 
underlying subcutaneous tissues and bones are absent at 
birth,1,4 or a congenital atrophic scar is present.4,6 In most 
cases, this condition is localized and isolated on the 
scalp.2,4 There are multiple factors that might be contribut-
ing to the development of ACC, including chromosomal 
abnormalities, trauma, amniotic irregularities, vascular 
disorders, teratogenic substances (misoprostol, benzodia-
zepines, valproic acid, cocaine, methotrexate, angiotensin- 
converting enzyme inhibitors, methimazole), fetus 
papyraceus,5 and congenital infections (herpes simplex 
virus and varicella virus).6 The pathogenesis of ACC is 
unknown;5 however, it is thought to occur due to two 
mechanisms: the first is a disruption to the development 
of the overlying skin layer,5,6 and the second is destruction 
of the skin that had been previously formed.6 Based on the 
physical examination, the patient in this case report had 
absence of skin on her scalp, back, buttocks, and upper 
limbs, with an atrophic scar on the chest and abdomen at 
birth, which is consistent with the clinical features 
of ACC.
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In 1986, Frieden classified ACC into nine types, based on 
the location, pattern of skin disorders, inheritance, associated 
malformations, teratogens, and involved syndromes.5,7,8 

Some types of ACC were inherited in an autosomal dominant 
or recessive manner.8 Type I ACC, the most common type, is 
localized on the scalp with no other associated anomalies. 
Type II is scalp involvement associated with limb 

abnormalities; type III is scalp involvement associated with 
epidermal nevus, neurological, and ophthalmic abnormal-
ities; type IV is ACC accompanied by embryological defor-
mities, can affect the scalp, abdomen, lumbar, and any other 
sites; type V is ACC associated with fetus papyraceus or 
placental infarction with the extended absence of the skin 
on the trunk or limbs; type VI ACC is divided into localized 

Figure 1 Clinical manifestation of ACC, absence of the skin on scalp (A–C), back, buttocks, and upper limbs (D) with an atrophic scar on the chest and abdomen (E).
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on extremities or widespread on extremities and torso accom-
panied by epidermolysis bullosa (EB); type VII is ACC on 
extremities without EB; type VIII is ACC associated with 
teratogens or varicella and herpes simplex infections, can 
affect scalp locally or any other areas; type IX is ACC 
associated with malformation syndromes.5,7

Based on Frieden's classification, type IV, V, VI, and 
VIII are ACC that can affect the trunk. Type IV ACC is 
accompanied by embryological malformations, such as 
meningomyelocele, spinal dystrophy, cranial stenosis, 
omphalocele, and gastroschisis. The body areas affected 
in type VI are the abdomen, lumbar, scalp, and other body 

Figure 2 WD used on the patient. Initially, lesions were treated with Sorbact® gel dressing-BSN Medical and then covered with sterile gauze (A and B), after the gelatinous- 
shiny-membrane disappeared (C) hydrocolloid WD was used until complete epithelialization was achieved (D).

Figure 3 Complete epithelialization on day 72, on scalp (A) and trunk (B).
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parts associated with EB. In this type, blisters are found 
with abnormalities in the nails, with pyloric or duodenal 
atresia, abnormalities in the ears and nose, and urethral 
stenosis. In this patient, there were no blisters, no abnorm-
alities in the ears, nose, gastrointestinal tract, or urinary 
tract. Therefore, differential diagnosis with type VI can be 
excluded. The mother’s pregnancy history revealed neither 
a history of chicken pox (varicella) or herpes simplex 
infection nor a history of consuming medicines other 
than vitamins prescribed by doctor during pregnancy. 
Therefore, differential diagnosis with type VIII can be 
excluded. The absence of skin formation in the body can 
also be differentially diagnosed with iatrogenic trauma 
caused by forceps.3,4,8 However, the patient was delivered 
vaginally without forceps, ruling out the possibility of 
iatrogenic trauma disorders. There was no family history 
with similar skin condition.

Bullous dermolysis of the newborn (BDN) or transient 
bullous dermolysis is an extremely rare clinical type of 
dystrophic EB, characterized by subepidermal blistering at 
birth or shortly thereafter.9 Skin lesions in BDN are found 
in friction areas and the extremities at birth,10,11 and new 
blisters can appear due to local trauma followed by rapid 
improvement with pigmentation or minimal scarring.9,10 In 
this patient, no blisters were found and there were no new 
skin lesions following local trauma.

The precise incidence of ACC is unknown, but thought 
to be around 0.5–1 in 10,000 births,6 with a significantly 
lower incidence observed in type V.7 The cause of type 
V ACC is more often associated with fetus papyraceus or 
placental infarction.2 In 1995, Boente et al reported one 
case of type V ACC without fetus papyraceus or placental 
infarction,12 then in 2016 Kaur et al reported two similar 
cases.13 Although the exact etiology has not yet been 
definitively proven, type V is thought to be the result of 
a transient vascular process due to fetus papyraceus.7 Type 
V ACC commonly has extensive lesion. The skin defects 
are located on the flanks, buttocks/thighs, abdomen, scalp, 
axillae/arms, and back.14 The lesion had highly character-
istic, symmetric distribution pattern that encircled the 
umbilicus and formed an “H” pattern on the anterior and 
less often, posterior trunk.6,12,14 Type V lesions formed 
early in utero may heal with scarring before delivery.7 In 
this patient, at birth, we found skin absence on the scalp, 
back, buttocks, and upper limbs, forming an “H” pattern 
on the posterior trunk, accompanied by an atrophic scar on 
the chest and abdomen, which was thought to be ACC 
lesion that healed before delivery. There was no fetus 

papyraceus or placental infarction, but histopathology 
examination of samples taken from the mother’s uterus 
revealed placenta accreta. We believe this is the first case 
report that showed extensive ACC on the scalp and trunk 
that formed an “H” pattern on the back associated with 
placenta accreta. Based on the patient’s history and clinical 
manifestation, the diagnosis of type V ACC without fetus 
papyraceus or placental infarction was established.

Although most ACC lesions heal spontaneously, the 
use of WD is highly recommended for a faster healing 
process.15 Sorbact® gel dressing-BSN Medical is a modern 
WD that reduces bacterial load in a wound to support 
moist wound healing in low exuding or sloughy wounds. 
This hydrophobic interaction attracts bacteria and binds 
them irreversibly to the dressing fibers which will prevent 
them from proliferating, releasing harmful endotoxins, or 
shedding disrupted cellular content that otherwise might 
result in delayed wound healing.16,17 The gel formulation 
of this dressing provides moisture to dry wounds, which is 
needed to assist with debridement. The moist environment 
also facilitates the movement of bacteria into the dressing, 
where it becomes irreversibly bound.16 We used Sorbact® 

gel dressing-BSN Medical as an antibacterial dressing and 
for wound debridement.

Hydrocolloid is a modern WD, which has 
a debridement ability and can absorb exudate.18,19 The 
gel will form when hydrocolloid contacts with exudate 
making wound environment damp. Hydrocolloid is recom-
mended for pediatric patients because it does not cause 
pain when removed.19 We have used hydrocolloid as WD 
since the 4th day of observation after the gelatinous-shiny- 
membrane on lesion disappeared. The lesion had comple-
tely dried up at day 72, leaving an atrophic scar.

Despite the extensive skin lesions, the defects healed 
with an appropriate wound care and observation during the 
early days of life, with no additional surgical procedures. 
The patient also had a normal development according to 
her age, implying a good clinical prognosis for the disease.

Conclusion
Type V aplasia cutis congenita is a rare case, usually 
accompanied by fetus papyraceus and placental infarction, 
and typically occurs as a large cutaneous defect in the 
trunk and extremities. Further examination is required if 
extracutaneous involvement is suspected. With early iden-
tification of its etiology and appropriate investigation and 
treatment, including proper wound management, aplastic 
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lesions can heal successfully, but may require cosmetic 
repair at a later stage.
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