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Case Report
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Pacinian neurofibroma is a rare variant of neurofibroma composed of structures resem-
bling pacinian corpuscles at various stages of maturation. It is a rare neurogenic tumor
which has been reported predominantly on hands, and feet, where pressure receptors are
typically located. It usually presents as a solitary nodule and is not reported in associated
with von Recklinghausen’s disease or any other syndrome. The intraoral site is unusual.
The purpose of this report is to present a rare case of intra-oral pacinian neurofibroma
associated with neurofibromatosis type 1 and to describe its clinical and microscopic

features contributing for the best knowledge about this rare entity.
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Introduction

Benign neurogenic tumors are lesions that originate
from peripheral nerve bundles and account for about
45% of neoplasms in the head and neck region [1].
Neurofibroma (NF) is the most common type among
these neoplasms [2] and is described as a benign tumor
of peripheral nerve sheath (grade I in WHO classificat-
ion), composed of diverse lineages cells, including
perineurial cells, Schwann cells, fibroblasts with inter-
mixed axons [3]. NF can occur sporadically or as part of
the genetic syndrome neurofibromatosis type 1 (NF1) or
Von Recklinghausen disease [2].

Based upon the clinical presentation and histopathol-
ogic features, numerous systems have been made for NF
in the literature and also at the European NF meeting
(2008) [4]. One such system classifies NF based on
anatomical location into cutaneous NF and subcutaneo-

379

us deep NF [5]. Cutaneous NF is classified as diffuse or
localized as well. The localized tumors are more co-
mmon than diffuse lesions, usually presenting as a soli-
tary asymptomatic lesion in adults that can arise in
nodular or polypoid form anywhere on the body and it
is infrequently related to NF1. However, any patient
with multiple lesions should be evaluated clinically for
the possibility of NF1. Diffuse cutaneous NF is a rare
and clinically unique variant which presents as an ill-
defined plaque of thickening in dermal and subcuta-
neous layers with surface hyperpigmentation. It is most
common in young adults and arises on the skin of trunk
and also head and neck area. About 10% of the cases are
associated with NF1 [5]. Although unusual microscopic
variants of NF1 have been described in the literature,
these tumors, in any location, show similar histopatho-
logic and immunohistochemical features. There are 11
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different histopathological variants of cutaneous NF
based on cell morphology [5]. Pacinian cutaneous NF is
one of these variants, characterized by the presence of
numerous components similar to pacinian corpuscles
within the classic type of cutaneous NF. Pacinian neuro-
fibroma (PNF) was introduced by Thoma for the first
time in 1894 and by Prichard and Custer in 1952 later,
and by Prose et al. in 1957 as well [6]. It is usually a
solitary nodule that is most commonly developed on the
hands, fingers and feet, where many pressure receptors
are located [7]. PNF is not related to von Recklinghau-
sen’s disease or other syndromes [8].

In the oral cavity, PNF is an uncommon finding and
can present as a well-defined, soft, slow-growing mass
in the gingival region, which may involve the underly-
ing bone [5]. The purpose of this study is to report a rare
case of intra-oral PNF associated with NF1.

Case Presentation

A 48-year-old man was referred to a dental clinic in
Kerman in 2024, complaining of a painless gingival
mass that interfered with the placement of his partial
denture. Oral examination revealed a dome-shaped mass
on the lingual attached gingiva of the right mandibular
ridge in front of the retromolar pad area. The mass had
the same color as the surrounding normal mucosa, was
covered by intact mucosa, and measured about 2 ¢cm in
diameter. It was sessile, and had firm consistency upon
palpation According to the patient; the lesion had been
present for about a year with slow growth and was not
associated with trauma or other factors. No enlarged ce-
rvical lymph nodes were observed. A cone-beam comp-
uted tomography (CBCT) scan revealed a small, well-

defined, elliptical radiopacity with homogeneous densi-
ty without a surrounding radiolucent rim, suggest-ive of
osteosclerosis in the molar region (Figure 1a). However,
no abnormalities were detected in relation to the soft
tissue lesion. Skin examination revealed multiple pap-
ules and nodules on the face, trunk, and extremities,
with higher nodule density on the face and hands (Fig-
ure 1b). The patient reported that he had been diagnosed
with NF1 for 30 years. Based on the clinical examina-
tion and patient history, a differential diagnosis of an
intra-oral NF was considered. The lesion was surgically
excised, and the specimen was sent to a pathology la-
boratory. Histopathological examination, using hema-
toxylin and eosin staining (H&E; X40 & 100), revealed
a well-demarcated tumor with nerve bundles and several

-B PreiAt?
Figure 1: a: Cone-beam computed tomography (CBCT) (cor-
onal view) of molar area showing a well-defined opacity. b:
Skin examination showing multiple papules on the skin of ha-
nds

Figure 2: a: A well-demarcated tumor with several pacinian corpuscle-like structures (arrows) (Hematoxylin-Eosin, original
magnification 40x), b: Pacinian corpuscle-like structure: a central homogeneous, hypocellular, eosinophilic core surrounded by pale-
staining, concentric collagenous lamellae (Hematoxylin-Eosin, original magnification 100x)
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Figure 3: Immunohistochemistry (IHC) staining for protein S-100 in pacinian neurofibroma (100x)

pacinian corpuscle-like structures, each showing a cent-
ral homogeneous, hypocellular, eosinophilic core surro-
unded by pale-staining, concentric collagenous lamellae
with a few nerve bundles in a collagenous stroma. The
lobules contained ovoid or spindle-shaped nuclei, both
in the central portion and surrounding lamellae. The
concentric lamellae were merging with adjacent colla-
gen fibers, suggestive of PNF (Figures 2a-b).

Considering this histopathologic picture, the diagno-
sis of PNF was made. Although the lesion was identif-
iable using routine hematoxylin and eosin staining, the
specimen was submitted for immunohistochemistry for
protein S-100, which showed positive reactivity to this
neural cell marker (Figure 3).

Sutures were removed one week later, and the pa-
tient was on regular follow-up with no complaints or
recurrence six months after surgery.

Discussion

Vater-Pacinian corpuscles are pressure-sensitive, oval-
shaped mechanoreceptors located at the ends of sensory
nerve fibers, primarily in the palmar and plantar surfa-
ces of the hands and feet. Other sites include the conjun-
ctiva, vulva, clitoris, buttocks, urethra and loose conne-
ctive tissue. These structures are tactile receptors [5].
PNF is an uncommon variant of NF composed of struct-
ures similar to pacinian corpuscles at various stages of
maturation. The mature structures show a homogeneo-
us, acellular and eosinophilic central core, while imma-
ture corpuscles contain more cellular elements with
spindle nuclei [4]. PNF is a rare benign neural tumor,
typically presenting as a solitary, soft-to-firm, well-
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demarcated and mobile nodule, as in our case. Multiple
tumors are uncommon. Generally, they occur on the
hands and feet, although other locations include the but-
tocks, sacrococcygeal region, arm, neck and face. They
are more frequently seen in adolescents and young
adults [5].

Given the lesion's location on the alveolar ridge adj-
acent to a partial denture, the clinical differential diag-
nosis included reactive lesions such as peripheral ossify-
ing fibroma, pyogenic granuloma, and giant cell granu-
loma as well as other benign soft tissue tumors.

The fact that many PNF present as common oral
mucosal pathologies highlights the critical importance
of conducting histopathological examinations on all
excised lesions, regardless of its benign clinical appear-
ance, to ensure an accurate diagnosis.

Histopathologic examination plays an important role
in verifying the diagnosis, as clinical features are not ty-
pical enough in most cases [1]. In this case, microscopic
characteristics included a well-defined lesion with round
or ovoid lobules containing pacinian corpuscles in a fib-
rous stroma. Immunohistochemistry showed tumor cells
with positive immunoreactivity for S-100 antibodies.

Differential diagnoses included pacinian hypertr-
ophy, pacinian hyperplasia, and NF. Pacinian hyperpl-
asia is a hamartomatous overgrowth and there is usually
a history of prior trauma. In both pacinian hypertrophy
and pacinian hyperplasia, the classical structure of pa-
cinian corpuscles is well-remained. In contrast, PNF
shows pacinian corpuscle-like differentiation at various
stages of maturation within a myxoid or fibrous stroma
[8]. Other histopathologic differential diagnoses include
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ancient schwannoma and peripheral nerve sheath myx-
oma. Although both tumors originate from neural tissue
and are S-100 positive, their microscopic features play
the main role in differentiating between them. Ancient
schwannoma is characterized by Antoni A and B areas,
along with degenerative changes such as stromal myx-
oid degeneration, cystic changes, hemorrhage, and he-
mosiderin pigmentation. In contrast, peripheral nerve
sheath myxoma exhibits a lobulated prominent myxoid
stroma containing numerous spindle and stellate cells
[9-10]. The presence of pacinian corpuscle-like struc-
tures and a collagenous stroma in PNF serves as a diag-
nostic hallmark.

Based on the literature, PNF is not associated with
von Recklinghausen’s disease or other syndromes that
usually needs further workup [8]. This is the first case of
PNF associated with NF1. The clinical course of this
tumor is benign; however, recurrence rate is 50% [5].
Different clinical presentations can make the diagnosis
difficult, leaving the definite diagnosis to the pathologist
[1]. Wide surgical excision is the treatment of choice,
considering crucial factors such as tumor size and inva-
sion to the vascular and nerve structures [8].

The high percentage of neural tumors in the head
and neck region (45%) is attributed to the large number
of peripheral nerve endings in this area. The rare lesions
reported in the oral cavity may originate from the nerve
endings of the inferior alveolar nerve, triggered by
trauma or an unknown stimulus [1]. In our case, the
patient’s history of NF1 suggests a higher likelihood of
NF occurrence in the mouth. This case was reported
with the informed consent of the patient.

Conclusion

In the literature, there are few reports of PNF, which is
typically found on the hands, feet, buttocks, and rarely
in the oral cavity. To our knowledge, this is the first
case of PNF associated with NF1 presented in the oral
cavity. Histopathological analysis is crucial for diagno-
sis, particularly the identification of structures resem-
bling Vater-Pacini corpuscles.
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