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ABSTRACT

Congenital malalignment of the toenail is characterized by the lateral (rarely medial) devia-
tion of nail plates that affects mostly the great toes from one foot or both, but has also been
described on other toes, even on the hands. This nail disease is still considered a rare en-
tity, although it is not a rare clinical observation in daily practice. We present a few cases in
children and adults, highlighting the diagnosis made by clinical observation, regardless of
the different grades of severity of the nail disease. Conclusion: It is of great importance to
clinically recognize this entity in young children and to make the correct recommendations.
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INTRODUCTION

The first description of the nail disorder was done in 1978 by Samman, who
named it “great toenail dystrophy”.! In 1979, Baran gave the disorder its actual
name: “congenital malalignment of the big toenail”.2

Although initially considered a rare congenital disease, affecting only the
great toenails of both genders, during the last decades, more and more reports
have been published, describing cases affecting other nails of the feet or hands,
and not only congenital but also acquired forms.?

Diagnosis is made by clinical observation, regardless of the different grades
of severity of the nail disease. The mild form cannot be observed until puberty
or adulthood, although the nail changes are present at birth. This form is char-
acterized by minor displacement of the nail, without characteristic changes in
the nail plate, and remains undiagnosed during childhood; it is more common
in both great toenails as external deviation of the nail plate with hyperkeratosis
and shorter aspect; medial deviation is extremely rare. Unilateral cases can oc-
cur, more often affecting the right great toenail (Figure 1A, 1B, 1C).* Esthetic
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FIGURE 1. Congenital malalignment of the great toenail at puberty. A — Bilateral congenital malalignment of the great toenail with
hyperkeratosis and nail discoloration; B — Unilateral congenital malalignment of the great toenail; C — Short and hyperkeratotic deviated
nail; D — Malalignment of the great toenail in early infancy; E — Bilateral congenital malalignment of the great toenail in a 2-year-old boy;
F — Triangular or trapezoid shape of the nail plate and deviated nail plate in a child; G — “Oyster shell-like appearance” in a child; H — On-
ychomadesis associated with congenital malalignment of the great toenail in a child; I — Transversal grooves or ridges on the nail plate in
a child; J — Congenital malalignment of the second toenail in a child; K — Congenital malalignment of the fifth toenail in a child; L — Acute

bilateral paronychia in a teenager (17-year-old male) diagnosed since birth with congenital malalignment of the great toenail

concerns and/or previous extended antifungal treatments
with no efficacy represent the main causes of seeking med-
ical advice.

The classic form of malalignment of the great toenail is
diagnosed based on the following criteria:2-5

itis noticed at birth or in early infancy (Figure 1D);
it is bilateral in the majority of cases (Figure 1E);

the nail plate has a triangular or trapezoid shape and
is shorter than normal or than the other nails (Figure
1F);

nail plate hyperkeratosis aggravates with age and
chronic trauma, and it can have an “oyster shell-like
appearance” (Figure 1G); onychogryphosis can be a
severe complication;

onycholysis and onychomadesis can be associated in
complicated cases (Figure 1H);

nail discoloration is a distinctive feature, varying
from brown, gray, green due to thickened nail plate,
and fungal or Pseudomonas infection;

transversal grooves or ridges can cross the nail plate
(Figure 11).

Apart from the congenital malalignment of the great
toenail, the condition can be extremely rarely diagnosed
on other toenails, uni- or bilateral (Figure 1], 1K).

The etiology and pathogenesis of the disorder are still
unknown; clinical appearance is explained by deviation of
the growth axis of the nail plate related to the longitudinal
axis of the distal phalanx.?

An autosomal dominant inheritance with variable pen-
etrance has been postulated in some cases,5 and further ge-
netic clinical examination is recommended.

Therapeutic approach, especially in small children, should
be done carefully in order to avoid unnecessary diagnostic
tests (mycological examination, nail biopsy) and aggressive
curative methods. In cases with minimal deviation, in the
absence of any sign of complication and bearing in mind that
spontaneous improvement is reported in many cases before
puberty, surveillance is recommended.” Surgical correction
is the mainstay of therapy in severe cases, preventing com-
plications such as acute paronychia (Figure 1L).

CONCLUSION

It is of great importance to clinically recognize this entity in
young children and to make the correct recommendations.
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