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Abstract A 58-year-old female patient presented with a single-digit clubbing on the second
finger of her right hand two years previously. After investigation with imaging and incisional
biopsy, superficial acral fibromyxoma was diagnosed. A brief review on single-digit clubbing
and its causes is presented, focusing on superficial acral fibromyxoma.

© 2020 Sociedade Brasileira de Dermatologia. Published by Elsevier Espana, S.L.U. This is an
open access article under the CC BY license (http://creativecommons.org/licenses/by/4.0/).

Case report

A 58-year-old hypertensive woman reported a progressive
increase in volume in the distal phalanx of the second right
finger for two years, asymptomatically. On examination,
she presented hypertrophy of the distal phalanx associated
with increased nail bed convexity, suggesting single-digit
clubbing (Figs. 1 and 2 ) and confirmed by the profile
angle and phalangeal depth ratio." Nuclear magnetic res-
onance showed a nodular formation on the dorsal aspect
of the distal segment of the finger, located superficially to
the phalanx, causing adjacent bone remodeling, measuring
1.8 x 1.3 x 1.0cm and causing bulging of the skin surface
(Fig. 3). Lesion biopsy was performed (Fig. 4).

Figure 1 Increased volume of the second finger in the right
hand.
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Figure 2 Hypertrophy of the distal phalanx associated with increased nail bed convexity.

Figure 3  Nodular formation on the dorsal surface of the distal segment of the finger, located superficially to the phalanx, causing
adjacent bone remodeling and bulging the skin surface.

Figure 4  (A) Dermal proliferation of spindle and stellate cells without atypia, immersed in a myxoid stroma with moderate
proliferation of small vessels. (B) Greater magnification showing the stellate cells. (C) Positive immunohistochemistry exam for
CD34. (D) Positive immunohistochemistry exam for vimentin in the cytoplasm of all cells.

What is your diagnosis? Discussion

A. Enchondroma Histopathology assessment showed dermal proliferation of
B. Osteoid osteoma spindle and stellate cells without atypia, within a myxoid
C. Myxoid cyst stroma with moderate proliferation of small vessels, sug-
D. Superficial acral fibromyxoma gestive of neurofibroma or superficial acral fibromyxoma
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(SAFM). Immunohistochemistry assessment was requested
to distinguish between the two tumors; cells positive for
vimentin, CD34, and KI-67 (1%), and negative for S-100
(Fig. 4) were observed. Negativity for S-100 protein and
positivity for CD34 favored the diagnosis of SAFM.

Digital clubbing is characterized by a focal increase in
the terminal segments of the fingers due to the prolifera-
tion of connective tissue between the nail matrix and the
distal phalanx. For confirmation, it is recommended to cal-
culate the profile angle, which should be greater than 180°,
and the ratio of the depth of the distal phalanx to the inter-
phalangeal joint, which should be greater than 1."?

Single-digit clubbing is a rare condition, usually caused by
an expansive process in the distal phalanx. Enchondromas,
osteoid osteoma, myxoid cyst, and myxochondromas have
been described as the cause of this condition.? To the best
of the authors’ knowledge, the literature presents only one
case of single-digit clubbing due to SAFM.?

SAFM is a rare and benign soft tissue tumor, usually with
slow and painless growth. It usually affects the periungual
and subungual regions of the fingers and toes. lts radio-
graphic findings are nonspecific.*?

Histologically, there is dermal or subcutaneous prolif-
eration of fusiform and stellate cells within a myxoid,
mixoid-collagenous, or collagenous matrix, with prominent
microvasculature and mast cell infiltrate. Mild nuclear atyp-
ias and mitoses may be observed. Immunohistochemistry
assessments are positive for CD34, CD99, vimentin, and
CD10, and negative for S-100.4%

Differential diagnoses include myxoid tumors and those
that affect the distal part of the limbs, such as dermatofi-
brosarcoma protuberans, myxoid neurofibroma, fibrous
histiocytoma, acquired digital fibrokeratoma, acral myxoin-
flammatory fibroblastic sarcoma, sclerosing perineurioma,
superficial angiomyxoma, and low-grade fibromyxoid sar-
coma, in addition to the previously mentioned causes of
single-digit clubbing.*’-°

In acquired digital fibrokeratoma, CD34 may be positive,
but it differs histopathologically, as it presents pronounced
hyperkeratosis and acanthosis, low cellularity, and thick
collagen bundles parallel to the long axis of the lesion.
Low-grade fibromyxoid sarcoma is negative for CD34, unlike
SAFM, which is positive.'°

Treatment consists of complete excision of the lesion.*>’
The patient opted for clinical follow-up due to the benign
nature of the lesion.
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