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ABSTRACT

Onychomatricomas are rare and benign tumors of the nail apparatus. Clinical findings, dermoscopic
features and possibly imaging and histopathology exams confirm the diagnosis. We report the case of
a 15-year-old male patient who had undergone multiple previous treatments for other diagnoses with
no response. The transverse hypercurvature and digitiform projections on the nail plate, complemented
by histopathological analysis, confirmed the hypothesis of onychomatricoma. The relevance of proper
diagnosis and therapeutic management in these cases spares the patient and optimizes the use of public
resources that would otherwise be spent on countless consultations and the long period until diagnosis.
Keywords: Neoplasms, Adnexal and Skin Appendage; Nails; Onychomycosis; Nails, Malformed.

RESUMO

O onicomatricoma é um tumor raro e benigno do aparelho ungueal. Achados clinicos, dermatoscdpicos e eventualmente
exames de imagem e histopatologia confirmam o diagnéstico. Relatamos o caso de um paciente masculino de 15 anos
submetido a miltiplos tratamentos prévios para outros diagnosticos sem resposta. A hipercurvatura transversa e as
projegoes digitiformes na ldmina ungueal, complementadas pela andlise histopatoldgica, confirmaram a hipdtese de
onicomatricoma. A relevancia do diagndstico correto e da devida condugdo terapéutica nesses casos poupa sofrimento
para o paciente e otimiza recursos piiblicos que seriam gastos em intimeras consultas e longo periodo até o diagnéstico.
Palavras-chave: Unhas Malformadas; Onicomicose; Unhas; Neoplasias de Anexos e de Apéndices Cutdneos.
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INTRODUCTION

An onychomatricoma (OM) is a rare and benign tumor
of the nail apparatus, of unknown origin, found primarily in
the nail matrix of the fingers. The classical clinical presenta-
tion includes a thick yellow band on the nail plate, tending to-
ward transverse hypercurvature, often accompanied by findings
of splinter hemorrhage and cavitations in the distal portion of
the nail plate.'” Generally asymptomatic and rarely associated
with chronic paronychia, OMs may cause severe pain and im-
pair quality of life.” In the literature, we find several reports of
patients with long care pathways before proper diagnosis and
treatment.*> This article reports on a clinical case referred to the
dermatology department, treated for years as onychomycosis but
with a clinical and histopathological diagnosis matching OM.
Clinical and complementary criteria for an earlier and more as-
sertive diagnosis are discussed below.

CASE REPORT

A patient, Caucasian, male, 48 years old, employed as
an information technology assistant, visited the dermatology
department complaining of an alteration in the thickness and
coloring of the nail on the right hallux. The alteration began
approximately 15 years earlier, and had been accompanied by
intense pain for 1 year, with progressive worsening and impaired
walking. The patient had undergone several earlier treatments
for onychomycosis, such as oral terbinafine and topical antifun-
gal medications, without improvement. He reported episodes
of acute pain with drainage of purulent periungual secretion
requiring systemic antibiotic therapy on several occasional, as
well as frequent use of nonsteroidal anti-inflammatory drugs for
pain relief. Upon dermatological examination, the right hallux
was found to have a thickened and yellowish nail plate, with
a well-defined band of hyperkeratosis and transverse hypercur-
vature containing digitiform projections and areas of splinter
hemorrhage, more clearly seen in dermoscopy. There was also
edema and warmth of the proximal nail fold (Figures 1 and 2).
Direct mycological examination of the nail bed was negative, but
a culture found growth of Trichophyton mentagrophytes. In an
X-ray of the right hallux (Figure 3), there was doubt regarding
the presence of a punched-out lesion of the distal phalanx in
the area underlying the nail injury. Magnetic resonance imaging
of the right hallux was requested (Figures 4 and 5), showing
an oval injury to the nail matrix, hypointense on T1 and with
heterogeneous signal on T2, with poorly-defined limits and no
soft tissue infiltration, but also found remodeling of the bone
contour. A surgical approach with excisional biopsy of the lesion
to confirm the diagnosis was chosen. The procedure consisted
of a distal anesthetic block, detachment of the nail plate, and
exeresis of an exophytic lesion measuring 1.5 cm by 0.5 cm in
the nail matrix. The presence of digitiform projections of the
nail plate toward the nail matrix lesion was observed during the
procedure (Figure 6). Histopathological analysis using hemato-
xylin and eosin staining found nail plate cavitations filled with

FIGURE 1: Thickened and yellowish nail plate, with a well-de-
fined band of hyperkeratosis and transverse hypercurva-
ture containing digitiform projections and areas of splinter
hemorrhage

FIGURE 2: Thickened and yellowish nail plate, with a well-de-
fined band of hyperkeratosis and transverse hypercurva-
ture containing digitiform projections and areas of splinter
hemorrhage
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FIGURE 3: Radiograph of the hallux

FIGURE 4 and 5: Magnetic resonance imaging

FIGURE 6: The presence of digitiform projections of the nail
plate toward the nail matrix lesion was observed during the
procedure

plasma and fibroepithelial tumor with digitiform projections of
the matrix epithelium and interspersed mastocytes, compatible
with the diagnosis of OM (Figures 7 A,B).

DISCUSSION

OMs are rare and benign fibroepithelial tumors of the
nail matrix and still represent a diagnostic challenge. Origi-
nally described by Baran and Kint in 1992,° OM shows peculiar
CD34 expression in the connective tissue portion.*” The inci-
dence 1s higher in Caucasians, with more reports among women,
though some authors claim they are not more frequent in either
sex. It occurs mainly around the fifth decade of life, but there are
case reports in children.”® The fingernail matrix is affected more
often (63%), with the index finger accounting for two-thirds of
cases; toes are affected in 36% of cases. Multiple fingers and toes
may be affected simultaneously, but that is unusual.?

Clinical features consist of a well-demarcated portion of
the nail plate with evident thickening, presence of splinter he-
morrhage, transverse hypercurvature, and xanthonychia, the lat-
ter the most frequent sign, found in a little over 50% of all cases.’
Other characteristics include: erythema and edema of the proxi-
mal nail fold, prominent longitudinal groove, onychodystrophy,
and dorsal pterygium.>’ Pain may or may not be associated with
the condition. Digitiform projections after surgical avulsion of
the nail plate are highly suggestive.” The primary differential
diagnoses are fibrokeratoma and periungual fibroma, but also
include squamous cell carcinoma, Bowen’s disease, subungual
verruca vulgaris, keratoacanthoma, osteochondroma, and fungal
and bacterial infections. It may also present with associated lon-
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FIGURE 7: A and B - Slide and nail matrix
(hematoxylin-eosin, 10x)

gitudinal melanonychia, with the differential diagnosis including
disorders of proliferation and activation of nail matrix melano-
cytes.” OM and onychomycosis frequently coexist, since cavita-
tions make the nail plate more susceptible to secondary fungal
infections. OM cases are frequently treated as onychomycosis,
leading to delayed diagnosis and unnecessary use of ineffective
medications.'™" Therefore, the finding of septate hyaline hyphae

upon direct mycological examination and fungal growth in cul-
ture media do not rule out OM, and the absence of response to
standard therapy should suggest the hypothesis of other difte-
rential diagnoses.* Dermoscopy evidences thickening of the nail
plate with multiple honeycombed cavitations (70%), hemorrha-
gic striae (72%), and white longitudinal grooves corresponding
to nail plate channels (71%). Honeycombed cavitations may be
filled by yellowish or red-black pigmentation material. While
the patterns of plaque thickening and splinter hemorrhage do
not have high specificity and may be present in isolated cases
of onychomycosis, the presence of parallel longitudinal white
grooves assoclated with lateral demarcation of the lesion and
honeycombed cavitations have high specificity.**>”'? Comple-
mentary tests may be requested to rule out skeletal involvement
and explore the presence of OM, but they are not required for
diagnostic confirmation. Ultrasonography has higher predictive
value when performed by an experienced professional and may
find hypoechoic areas on the nail matrix with adjacent hype-
rechoic linear areas corresponding to digitiform projections.>!!
Radiography of the affected finger or toe is easily available and
may rule out skeletal involvement, but it does not show typical
signs for a conclusive diagnosis. Magnetic resonance imaging,
although not routinely necessary, shows low signal uptake in the
lesion and in the nail matrix and high uptake of adjacent signal
corresponding to tumor projections.> In this case report, the ra-
diograph showed an equivocal image of the distal phalanx of the
right hallux, which might correspond to skeletal involvement
(punched-out lesion), so a second imaging examination was re-
quested before the surgical procedure to enable better planning.
In terms of histology, OM are fibroepithelial tumors comprising
two distinct parts. The proximal zone is characterized by ha-
ving deep epithelial invaginations occupied by overlapping nail
protrusions. The distal zone corresponds to epithelial digitations
originating from the matrix epithelium, which proliferate and
cause perforations in the nail plate.>'*"* Immunohistochemistry
is of great diagnostic aid, with OM positive for CD34, whereas
CD99 markers, S-100 protein, epithelial membrane antigen, ac-
tin, and desmin are negative.! Clinical suspicion combined with
complementary examinations, such as radiography, ultrasonogra-
phy, magnetic resonance imaging, and dermoscopy, are valuable,
but diagnosis can only be confirmed by histopathological analy-
sis.>” Treatment consists of full surgical excision of the tumor, in-
cluding the normal nail matrix proximal to the lesion to prevent
local relapse. Though a benign tumor, long-term follow-up is re-
commended due to the risk of relapse. Permanent nail dystrophy
is not an infrequent complication.>"® Despite classical clinical
and intraoperative characteristics, the lack of knowledge about
the condition and its tendency to be asymptomatic contribute
to late diagnosis. Given what appears to be a case of intractable
onychomycosis associated with transverse hypercurvature, nail
thickening, and splinter hemorrhages, underlying OM should
be suspected. @
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