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Onychomatricoma, a rare tumor of the

nail apparatus: report of three cases
Onicomatricoma: Tumor raro do aparelho ungueal - Relato de trés
casos

ABSTRACT

Onychomatricomas are rare benign tumors originating from the nail matrix and under-
lying stroma. They are usually asymptomatic and slow growing, affecting both middle-
aged men and women, and more frequently involve the digits of the hands. Key clinical
features for diagnosis are: yellowish longitudinal band of variable width, splinter hemorr-
hages, longitudinal grooves associated with the transverse overcurvature and fingerlike
projections emerging from the nail matrix. The authors report three cases of this tumor
affecting toes, emphasizing main clinical aspects, dermoscopic findings, and surgical treat-
ment.
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RESUMO

Os onicomatricomas sao tumores benignos raros que se originam a partir da matriz ungueal e do estro-
ma subjacente. Sdo geralmente assintomaticos e de crescimento lento. Acometem igualmente homens e
mulheres de meia idade, comprometendo com maior frequéncia os digitos das maos. As caracteristicas
clinicas fundamentais para o diagnéstico sdo: faixa longitudinal amarelada de espessura variavel, esti-
lhagos hemorragicos, estrias longitudinais associadas a hipercurvatura transversal e projegoes digitiformes
emergentes da matriz ungueal. Os autores relatam trés casos desse tumor acometendo pododactilos,
enfatizando seus principais aspectos clinicos, achados dermatoscopicos e tratamento ciriirgico.
Palavras-chave: unhas; unhas malformadas; neoplasias.

INTRODUCTION
Onychomatricoma (OM) is a rare benign tumor that origi-
nates from the nail matrix and the underlying stroma.'” It was first
described by Baran and Kint in 19927 Since its first description a few
more than 40 cases have been reported in the international literature.*
OM aftects middle-aged men and women evenly and is

more prevalent in Caucasians.**

It is the only nail tumor in
which the alteration of the nail plate is actively produced by the
lesion.® Although its etiology is not yet understood, history of
trauma 1s referred as a predisposing factor.'*

The picture is usually asymptomatic, however there are
four key clinical features for the diagnosis: presence of a yellow-
ish longitudinal stripe of variable thickness; splinter hemorrhag-
es involving the proximal portion of the nail plate; longitudinal
grooves associated with the transverse hypercurvature; and fin-
gerlike projections emerging from the matrix—the latter being
responsible for the production of small cavitations observed
from the free border of the nail plate. ">*°

The present study reports three OM cases, emphasizing
the main clinical aspects, dermoscopic findings, and surgical

treatment.

CASE REPORTS

Case 1: A fifty-three-year-old Caucasian man referred for
thickening of the nail of the right hallux for the preceding five
years. On examination, the nail plate was perceived to be thick-
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ened and of chestnut brown color in its medial portion (Figures
1A and B). The nail plate was removed, and a chestnut grayish
homogeneous mass could be observed in the matrix region.The
lesion was surgically excised (Figure 1C), and the histology
revealed features of OM. There was no recurrence six months
after the surgery. (Figure 1D)

The nail plate had a hard consistency and presented cav-
itations in its proximal portion. (Figures 1E and F)

Case 2: A forty-two-year-old Caucasian woman present-
ed with a thickening of the nail of the left hallux for ten years,
with an absence of associated symptoms. Upon examination it
presented with a thickened and yellowish nail with splinter
hemorrhages (Figure 2). Surgery with avulsion of the nail plate
was carried out (Figure 3A). The nail plate had cavitations in its
proximal portion (Figure 3B) and had coupled with the tumor
through fingerlike projections in the matrix (Figure 3C), which
was excised (Figure 3D). Anatomical pathology confirmed the
OM diagnosis. There was no recurrence after six months, and
nail growth took place without sequelae.

Case 3: A fifty-five year-old Caucasian woman com-
plained of asymptomatic thickening of the nail plate of the left
third toe for two years. Upon examination, thickened, yellowish
nails were observed, with longitudinal grooves and transverse
hypercurvature (Figure 4A). Dermoscopy evidenced whitish
striae and splinter hemorrhages (Figure 4B); whitish circular
images (Figure 4C) were identified in the frontal view.

Avulsion of the nail plate was carried out (Figure 4D) and
after its elevation a tumor with fingerlike projections in the area
of the matrix was observed (Figure 4E). The complete excision of
the lesion (Figure 4F) was performed. Dermoscopy of the nail
plate showed small cavitations involving the proximal portion
(Figure 4G). Histopathology was compatible with OM (Figure
4H). Six months after treatment there was no recurrence of the
tumor, however the patient developed nail pterygium (Figure 41).

R

FIGURE 1: A) Nail plate with longitudinal chestnut brown color and thickening in

its medial portion. B) Lateral view of alterations of the nail plate. C) Complete

surgical exeresis of the lesion and part of the nail matrix. D) Outcome after six

months. E) Nail plate. F) Fingerlike impressions in the portion of the nail plate
that is in contact with the tumor.
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FiGURE 2: A) Thickened nail plate with longitudinal grooves (black arrows)
and splinter hemorrhages (red arrows). B) Dermoscopy of the nail plate
showing splinter hemorrhages (red arrows)

FiGURE 3: A) Avulsion of the nail plate. B) Cavitations involving the proxi-
mal portion of the nail plate. C) Tumor with fingerlike projections emer-
ging from the nail matrix. D) Surgical exeresis of the tumor and of part of
the matrix.

DISCUSSION

OM is usually asymptomatic and most patients only seek
medical care many years after its emergence.**

In the reported cases, the patients had no associated
symptoms, and the main complaint was the thickening of the
nail plate. That fact can be explained by the slow growth inher-
ent to the tumor. Studies on markers cannot distinguish whether
the OM 1is a tumor or a reactive lesion, although it has been sug-
gested that it can be a hamartoma of epithelial and connective
tissue mimicking matrix structures.” Trauma history was not
mentioned in any of the cases, and as described in the literature,
the etiology remains obscure. >**

The tumor is more common in middle-aged Caucasians,™
as in the cases reported. Although descriptions of involvement of’
the fingers are more common than those involving toes,® all
reported cases had involvement of toenails—two of them in the
hallux and one in the third toe.

The four main clinical features in the diagnosis might
have variable expression in cases where the color alteration of
the nail is more exuberant—such as in Case 1—and others
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FiGure 4: A) Thickened nail plate with yellowish color. B) Dermoscopy sho-
wing longitudinal striae (red arrows) and splinter hemorrhages (black
arrows). C) Frontal view from dermoscopy, evidencing whitish circular ima-
ges (black arrows). D) Avulsion of the nail plate from the distal border. E)
Tumor with fingerlike projections in the region of the matrix (red arrows).
F) Surgical exeresis of the tumor and of part of the matrix. G) Nail plate der-
moscopy showing small cavitations in its distal border, produced by the
tumor’s fingerlike projections. H) Anatomical pathological examination
(Hematoxylin-Eosin, 40X): papillomatous epithelial hyperplasia and stromal
fibroblast proliferation compatible with OM. I) Nail pterygium

where the diffuse thickening of the nail and the presence of
splinter hemorrhages are more evident—such as in Cases 2 and
3.The fourth typical characteristic of the tumor, which corre-
sponds to finger-like projections emerging from the matrix, can
only be examined during surgery. >*

Dermoscopy assists in the visualization of splinter hem-
orrhages in the proximal portion of the nail plate and longitu-
dinal whitish grooves, the latter corresponding to the channels
of the nail plate.>°A frontal view of the nail plate can also show
circular whitish areas, some with bleeding fragmentsembedded
within, as shown in Case 3.

The bioposy of the lesion is crucial for a definitive diag-
nosis, which is histological. OM is a fibroepithelial tumor com-
posed of two distinct parts. The proximal zone is characterized
by deep epithelial invaginations and fibrillary and fibrotic stro-
ma; the distal zone has multiple digitations along its axis.
Immunohistochemistry is of great diagnostic aid. The AE1/AE3
antibody is a potential marker for OM. There is also a diffuse
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expression of CD34, whereas CD99 markers, S-100 protein,
epithelial membrane antigen, actin, and desmin are negative.>”*

Among the complementary tests, ultrasound 1s useful for
observing the tumor in the matrix area, beneath the proximal
nail fold. If performed in the nail plate region, it is not instruc-
tive due to the thickening of the nail plateforming an acoustic
shadow, which hampers the identification of the tumor. On the
other hand, MRI can yield information both relative to the
matrix and the nail plate.* Another recently described diagnostic
method suggests the clipping of the distal part of the nail and
anatomical pathological examination.” Nevertheless, in most
cases the clinical and dermoscopic examinations, associated with
anatomical pathological examination, are sufficient for diagnos-
tic clarification, as in the cases reported in the present study in
which no complementary examinations were required.

The differential diagnosis should be carried out with
squamous cell carcinoma, verruca vulgaris, keratoacanthoma,
fibrokeratoma, Bowen’s disease, fungal, and bacterial infections.
There are also atypical cases described as a verrucous surface
tumor located in the lateral nail fold, total onychodystrophy and
a variation of the pseudo-fibrokeratoma type.*>*?

In the face of a suspected diagnosis, patients should
undergo avulsion of the nail plate for matrix analysis. > It is
worth noting that in the three cases described, the nail plate hada
hard consistency, making handling difficult during surgery. In all
cases tumors with fingerlike projections in the matrix could be
observed, which were responsible for the formation of small cav-
itations observed in the free border of the nail plate. ">*

The long-term prognosis is favorable, and growth of the
nail can occur later without defects. Some patients, however,
develop onychodystrophy."
patients were reassessed with no evidence of tumor recurrence.

Six months after the surgery,

Nevertheless, only in Case 2 did the growth of the nail plate
occur without sequelae.

The authors can conclude that, despite the rarity of this
condition, early diagnosis is key for optimal treatment. It is
important to note that the clinical presentation might not pres-
ent all the typical characteristics of the tumor, and there may be
variations among the cases. The authors call attention to the cir-
cular whitish areas that contain splinter hemorrhages —visual-
ized during dermoscopy and observed in one of the cases
reported—as well as to the hard consistency of the nail plate
found during surgery in all cases described. ®
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