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Abstract 

Amniotic band syndrome is a rare congenital disorder resulting from the entrapment of fetal parts, particularly limbs or digits, in 

fibrous amniotic bands during intrauterine development. This condition is characterized by a wide spectrum of anomalies 

affecting multiple systems. Its estimated birth prevalence ranges from 1 in 1,200 to 1 in 15,000 live births. Supernumerary 

nostril—also referred to as triple or accessory nostril—is another rare congenital anomaly involving the presence of an additional 

nostril, which may or may not be associated with accessory cartilage. Typically unilateral and isolated, supernumerary nostrils 

can, in some cases, coexist with other congenital malformations. However, the co-occurrence of supernumerary nostril and ABS 

has not been documented in the literature to date. In this report, we present a rare case of a female patient born with a 

supernumerary nostril located above the left nostril in the context of amniotic band syndrome. This appears to be the first 

documented case of such an association. The aim of this report is to highlight the unusual combination of these two distinct 

congenital conditions and to contribute to the body of knowledge on the phenotypic variability of ABS. This case underscores the 

importance of thorough clinical evaluation in patients with congenital anomalies and suggests that rare associations may exist 

between seemingly unrelated malformations. Further research is needed to explore potential embryological links and to 

determine whether this association is incidental or part of a broader, yet unidentified, syndrome. 
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1. Introduction 

Amniotic band syndrome (ABS) is a rare congenital dis-

order caused by entrapment of foetal parts (usually a limb or 

digits) in fibrous amniotic bands while in utero that presents 

with complex multisystem anomalies [1-3]. Considering the 

rarity of the condition with birth prevalence of around 1:1,200 

to 1:15,000 live births, it association with supernumerary 
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nostril is anecdotal. Supernumerary nostril also known as 

triple nostril or accessory nostril is characterized by the con-

genital presence of accessory nostril with or without acces-

sory cartilage. Supernumerary nostril was mostly unilateral 

and isolated. Also, it can be related with other congenital 

malformations [4-6]. 

We report a case of female patient’s supernumerary nostril 

above the left nostril with ABS. As far as we know, this is the 

first report of such association in the literature. 

2. Case Presentation 

A 5 days female baby was brought to our department for an 

accessory opening above the left nostril which had been pre-

sented since her birth. The patient and her parents’ medical 

history was non-specific. The age of her mother was 36 years 

old and there was nothing wrong at parturition. Physical 

examination showed a left accessory nostril and left unilateral 

incomplete cleft lip (Figure 1). The size of a supernumerary 

nostril was about 0.5 cm diameter and not connected to the left 

nostril. The right one was normal. There was a right colu-

mellar deviation. The nasal cavity structure was normal. The 

patient had constriction band of fingers with syndactyly and 

short digits along with absence of the 4 last fingers on the 

right hand (Figure 2). The patient was diagnosed to have 

amniotic band syndrome associated with supernumerary 

nostril and unilateral incomplete cleft lip. Patient was lost to 

follow-up, and was declared deceased by the parent during a 

phone contact. 

 
Figure 1. Clinical photograph revealing accessory nostril above left 

nostril and left incomplete cleft lip. 

 
Figure 2. Clinical photograph revealing syndactyly, short digits on 

the left hand and absence of the 4 last fingers on the right hand. 

3. Discussion 

ABS is a rare condition. The manifestations may be protean 

in the form of craniofacial deformities, constriction rings in 

various parts of the body, lymphedema of the digits, and com-

plex multiple congenital anomalies [1, 2, 7]. Predisposing fac-

tors for amniotic band syndrome are maternal drug abuse, cig-

arette smoking, unplanned pregnancy, anorexia, abdominal 

trauma, infections, amniocentesis, abnormal glycaemic index, 

very young age of the mother and/or father at the time of con-

ception, populations living at a high altitude, history of febrile 

illness in the mother in the antenatal period, primigravida, and 

those women who have vaginal bleeding in the first trimester [1, 

7-10]. The pathogenesis of ABS consists of amnion rupture 

resulting in transient oligohydramnios. The passage of foetus in 

the extraembryonic coelom through the amniotic defect results 

in entanglement of foetal body parts with the relatively “sticky” 

mesoderm on the chorionic surface of the amnion leading to 

amputations, constriction rings, and skin abrasions [1, 3, 7, 11]. 

Congenital facial clefts formed as a result of amniotic bands 

that wrap around the developing foetus may involve the soft 

tissues of the face and bones [1, 8, 12]. 

Supernumerary nostrils are exceedingly rare congenital 

anomalies of unclear aetiology. It is characterized by a 

nose-like structure arising from the dorsum nasi or ala. It is a 

very rare congenital anomaly of duplication resulting from 

embryological defects with less than 50 cases reported after 

its first description by Lindsey in 1906 [4, 6, 13]. 

The fissuring of the lateral nasal process during develop-

ment is the most accepted and cited theory by various authors. 

This theory may explain the presence of supernumerary nos-

tril occurring in isolation but fails to explain the anomalies 

associated which are present in significant (45%) percentage 

of patients. The presence of associated anomalies in super-

numerary nostril cases may be due to early significant em-

bryological interruption [6]. 

The nostril appears similar to the natural ones with vibris-

sae. It may or may not communicate with the ipsilateral 

normal nasal cavity, depending on the extent of the anomaly's 

embryologic progression and with or without accessory car-

tilage. It can be unilateral (mostly) or bilateral. The external 

opening of the accessory nostril may be situated above or at 

the same level or below the normal nostril. It may be situated 

lateral or medial to the normal nostril. In most of the cases, the 

supernumerary nostril was located on the left side and above 

the normal nostril (as seen our case) [4-6, 14, 15]. 

Associated congenital deformities are seen in 45% of the 

patients, among them craniofacial malformations are the most 

common. Reported anomalies are incomplete facial cleft, 

ipsilateral congenital cataract and microcornea, congenital 

double columella, patent ductus arteriosus, central incisor 

fusion, severe sensorineural deafness, ipsilateral/contralateral 

naso-ocular cleft, cleft palate and lip, hypoplastic heminose, 

congenital auricular hypoplasia, esophageal atresia, imper-

forate anus, frontonasal dysplasia, dermoid cyst at the con-
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tralateral nasomaxillary groove, and congenital adrenal hy-

perplasia with clitoromegaly. Furthermore, anophthalmia of 

the contralateral eye with multiple hemangiomas of head and 

chest have been reported [4, 6, 14]. 

The principle of surgery for supernumerary nostril consists 

of complete removal of soft tissue along with the cartilage 

between the normal and false nostril. This is followed latter by 

rhinoplasty for the nostril asymmetry [6, 13]. Saiga proposed 

a classification of various shapes of supernumerary nostril and 

ways of treating them. In type 1, the inner nostril is suffi-

ciently large, and symmetry with the unaffected side can be 

obtained. Treatment is by resection of the outer nostril. This is 

the type which is most often reported. In type 2, the inner 

nostril is sufficiently large, and symmetry with the unaffected 

side can be obtained. Treatment is by resection of the inner 

nostril. And in type 3, the inner nostril is sufficiently large, 

and symmetry with the unaffected side cannot be obtained. 

Although surgery can enlarge the nostril, there is a further 

problem as to whether or not the inner nostril can be fused 

with the outer nostril [5]. 

4. Conclusions 

The manifestations of ABS may be protean. Supernumer-

ary nostril is a rare congenital deformation of the nose. To our 

knowledge, this is the first case of such association in the 

literature. 
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