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form of palatine fissure. There seems to be an association of 
congenital curved nail of the fourth toe with cleft palate to 
different degrees; however, the pathogenesis of the defor-
mity remains unknown.  © 2017 S. Karger AG, Basel 

   Introduction 

 Congenital curved nail of the fourth toe (CNFT) was 
first described by Iwasawa et al.  [1]  in 1991 and represents 
an unusual deformity in which the nail covers not only 
the dorsal but also part of the plantar area of the distal 
phalanx  [1, 2] . 
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 Abstract 

 Congenital curved nail of the fourth toe represents an un-
usual deformity in which the nail of the fourth toe curves in 
a plantar direction. It is unknown why only this toe is affect-
ed; however, the initial descriptions suggest that this is a me-
sodermal defect. We describe a case of congenital curved 
nail of the fourth toe associated with bifid uvula. There are 
only 2 reports mentioning the association of this nail abnor-
mality with cleft palate and/or lip. In our patient, there was 
an association with bifid uvula that is considered a minor 
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   Established Facts 

 • Congenital curved nail of the fourth toe represents an unusual deformity in which the nail of the fourth 
toe curves in a plantar direction. 

 • Distal bone and soft tissue hypoplasia usually occur. 

   Novel Insights 

• We describe a case of congenital curved nail of the fourth toe associated with bifid uvula.
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 It is unknown why only the fourth toe is affected, but 
the initial descriptions suggest that it is a secondary 
change due to soft tissue and bone abnormality. By some 
authors, CNFT is considered a mesodermal defect  [1, 
3–5] . Currently, it is thought to have an autosomal reces-
sive inheritance, and rare reports associated with other 
malformations have been published  [2, 4, 5] .

  Congenital CNFT is usually asymptomatic and bilat-
eral, and the movement of the interphalangeal joints is 
preserved  [1, 4] . White discoloration of the proximal nails 
and hyperkeratotic digital plaques may occur  [4] . Pteryg-
ium inversum unguis, congenital claw-like fingers and 

toes, traumatic hook nail, and parrot beak nail are con-
sidered the main differential diagnoses  [2, 4] .

  We describe a case of congenital CNFT associated with 
bifid uvula.

  Case Report  

 A 21-year-old Caucasian male presented with a nail abnormal-
ity since birth, without symptoms. He denied a history of gesta-
tional complications and previous local traumas. The dermato-
logic exam showed nail plates curved from the dorsal toward the 
plantar area of the distal phalanx of both fourth toes ( Fig. 1 ). Bifid 
uvula was observed at oroscopy exam ( Fig. 2 ), and an X-ray of the 
fourth toes showed bony hypoplasia of the distal phalanges ( Fig. 3 ). 
Family history revealed that his deceased grandfather had a similar 
nail abnormality, without other anomalies.

  Discussion 

 Congenital CNFT is a rare nail disorder, and there 
have been 23 cases in 7 reports only, all from Asian coun-
tries  [1–8] . Previously reported cases in the literature 
showed that males are more commonly affected, with an 
approximate prevalence rate of 78%, and that 86.9% pre-
sent with bilateral affection, as in our case  [1–8] .

  The most common radiographic alteration is bone and 
soft tissue hypoplasia of the distal toe area; however, lack 
of the crescent-shaped cap of the distal phalanx or distal 
symphalangism may occur  [1, 2, 4, 5] . Usually, the lengths 
of the metatarsals are normal  [5] . Our case showed bone 
hypoplasia of the distal phalanges in the affected toes.

a b

  Fig. 1.  The nail of the fourth toe curves in a plantar direction.  a  Right.  b  Left. 

  Fig. 2.  Bifid uvula. 
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  This deformity is rarely associated with other digital 
anomalies, among which we could cite thumb polydac-
tyly  [1] , congenital malalignment of the contralateral 
fourth toenail  [3] , and very slight curvature of the nail 
plates of the other toes  [5] . As for other abnormalities, 
there are only 2 reports mentioning the association of 
congenital CNFT with cleft palate and/or lip  [1, 5] . In our 
patient, there was an association with bifid uvula that is 
considered a minor form of palatine fissure in which in-
complete merging of the palate processes is observed  [9] . 
Because the uvula is posterior to the incisive foramen, it 
is formed by the secondary palate. This embryological 
structure begins at 8–9 weeks of gestation, and its devel-
opment may be influenced by genetic and environmental 
factors  [10] .

  The initial development of the nail unit occurs at 
6–18 weeks of pregnancy, and the first structures to ap-
pear are continuous shallow grooves forming the nail 
field, which are initially ovoid and later become flat  [1, 
11] . Subsequently, the globular blebs of periderm cells 
most often accumulate in the fingertips  [11] . Miura  [12]  
described the ungual phalanges as the first skeletal ele-
ments to ossify in the embryonic hand, suggesting that 
the congenital CNFT occurs due to an early pregnancy 
problem.

  Nail changes can be a sign of hereditary or acquired 
disease. Knowledge of the embryology and anatomy of 
the nail unit is fundamental for understanding the he-
reditary nail disorders  [13] . A genetic approach may be 
useful to clarify the cause of this disease, since it is thought 
to have an autosomal recessive inheritance  [1] . There 
seems to be an association of congenital CNFT with cleft 
palate to different degrees; however, the pathogenesis of 
the deformity remains unknown.
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  Fig. 3.  Radiologic examination: bony hypo-
plasia of the distal phalanx of the fourth 
toe. 
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