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ABSTRACT

Iso Kikuchi syndrome or onychodysplasia is a rare congenital condition characterized by total anonychia or dysplasia
of the nails of the index fingers, with underlying bony abnormalities. It is usually benign and rarely associated with
other conditions. Despite various hypotheses regarding the pathophysiology, the exact etiology remains unknown. We
report a case of a full-term male neonate who presented at birth with bilateral anonychia of the index fingers and
dysplastic radial half of the nails on the middle fingers. X rays of the hands showed Y -shaped bifid distal phalanges of
the index fingers. Systemic and radiological evaluations were otherwise normal. This case highlights the importance
of early recognition of this condition to avoid unnecessary diagnostic work up.
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INTRODUCTION

Congenital onychodysplasia (CO) is a rare, isolated,
benign disorder characterized by complete anonychia or
dysplastic changes of the nails. First described by Iso in
1969 and later by Kikuchi in 1974, it is a clinical
syndrome involving dysplasia or complete absence of
fingernails with underlying bony abnormalities.'* It is
mostly sporadic, and the complete pathophysiology
remains poorly understood. Clinical criteria for diagnosis
include unilateral or bilateral hypoplasia of the index
fingernails and/or other fingers including toenails,
radiographic abnormalities of the distal phalanx of the
affected fingers and congenital occurrence, which may be
sporadic or hereditary.”® Although isolated CO is
typically associated with normal neurodevelopment,
clinical follow up is necessary to exclude other
multisystem pathologies in some cases.?

CASE REPORT

Authors report the case of a full-term male newborn,
second of twins, delivered by cesarean section to a non-

consanguineous couple with an uneventful antenatal and
perinatal course. There was no history of teratogenic drug
exposure during pregnancy. On examination, the child
had mild tachypnea with grunting. Additionally, there
was complete anonychia of both index fingers and
dysplasia of the radial half of the nails on both middle
fingers.

Systemic examination was unremarkable. Lateral X rays
of both hands showed Y-shaped bifurcation of the distal
phalanges of the index fingers. Other laboratory
investigations were within normal limits. Abdominal
ultrasonography was normal. A diagnosis of congenital
onychodysplasia was made. The infant was exclusively
breastfed and discharged on day 8 of life. Follow ups
during vaccination visits revealed normal growth and
age-appropriate developmental milestones (Figure 1 and
2).

DISCUSSION
Iso Kikuchi syndrome is a rare, benign, non-syndromic

condition characterized by abnormalities of the nails of
the index fingers. The clinical presentation is variable,
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ranging from complete absence of the nail (anonychia) to
non-specific nail dysplasia. The exact etiology is
unknown, but a commonly proposed hypothesis is a focal
developmental disturbance, possibly due to transient
ischemia affecting the radial side of the distal phalanx
during intrauterine life. This may interfere with the
development of the nail matrix and, in some cases, the
underlying bone.” Most cases are sporadic, although
occasional reports suggest autosomal dominant
inheritance with variable expression.® It is extremely rare,
with an estimated incidence of approximately 4.2 per
100,000 live births, affecting both sexes equally with no
ethnic predilection.>

Figure 1: (a, b) Total anonychia of index fingers and
dysplasia of radial half of middle finger nails in
both hands.

Figure 2: Plain radiograph of right-hand showing Y-
shaped bifurcation of distal phalanges of index and
middle fingers.

Tirelli et al and Valerio et al reported cases limited to nail
involvement without skeletal changes.'? In contrast, our
case presented with bilateral anonychia of the index
fingers and dysplasia of the radial halves of the middle
fingernails. Y-shaped bifurcation of the distal phalanx on
X-ray, a hallmark radiological finding, was present in our
case as well.” In a case reported by Padmavathy et al
there was significant hypoplasia of the distal phalanx,
whereas our patient showed milder skeletal findings and
no systemic anomalies.> The child showed normal
development during follow up, further affirming the
benign nature of the condition.

Although congenital onychodysplasia of the index finger
(COIF) usually involves only the index fingers, reports
exist of involvement of other digits. Our patient had
additional middle finger nail dysplasia. Krishnegowda et
al described a similar case with associated brachydactyly
and azure lunula, which were not seen in our patient.*
Jindal et al also reported bilateral index finger anonychia
with bony hypoplasia, closely resembling our findings.’
Imaging is crucial for diagnosis, especially in cases with
subtle or atypical nail changes. The bifid or Y-shaped
distal phalanx on X ray is a key diagnostic feature,
differentiating this entity from other causes of congenital
nail abnormalities, such as ectodermal dysplasia or
amniotic band sequence.”!

CONCLUSION

This case highlights the rare entity of congenital
onychodysplasia. It is a benign condition with excellent
prognosis. Early recognition is important to avoid
extensive investigations and unnecessary interventions.
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