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ABSTRACT

Intranodal palisaded myofibroblastoma, also known as “intranodal
hemorrhagic spindle cell tumor with amianthoid fibers,” is a benign
mesenchymal tumor of the lymph node originating from smooth muscle cells
and myofibroblasts often with the presence of amianthoid fibers. Ninety-three
cases of intranodal palisaded myofibroblastoma have been reported in the
literatlire since its first description and most of them have the same clinical
history “painless firm nodiile”. It is mostly seen in inguinal region there are
few cases have been described in other locations. It’s large and important
differential diagnostic spectrum makes this tumor special.

Introduction

Intranodal palisaded myofibroblastoma (IPM) is a rare benign
mesenchymal neoplasm with

myofibroblastic smooth muscle differentiation, and collagen
fibers known as amianthoid fibers®. It was first dercribed in 1989 and
was named in different forms such as “palisaded myofibroblastoma”,
“intranodal hemorrhagic spindle-cell tumor with amianthoid fibers”
and “myofibroblastoma”’ 2

In fact it's a benign lesion which have no clinical importance,
but in the literature, there is a case of sharing facts in precious
medical journals. Because It is important in terms of the antities
that make differential diagnosis such as schwannoma, kaposi
sarcoma, hemangioendothelioma, dendritic reticulum cell tumor,
and inflammatory myofibroblastic tumor (IMT)!-3. Also spindle-cell
proliferation to lymph nodes is frequently seen as metastases from
malignant melanoma, carcinoma with a pseudosarcoma feature or
sarcoma.

Clinical Features

IPM commonly affects the second to eighth decade, with a peak
incidence in the group between 40 and 60 years of age, but an infant
patient has also been reported?. It is more common in men with a
male to female ratio of 1.5. Usually IPM arises within inguinal lymph
nodes. In the literatiire there are few cases affected cervical, axillary,
and submandibular lymph nodes*t. IPM presents as a solitary
asymptomatic painless nodular mass. The tumor is well capsulated
and usually involves a single lymph node without infiltrating the
overlying skin*. But in the published data there are multiple and
bilateral forms®”. For example [ had a case with the pre-diagnosis of
lymphoma, who has multiple and bilateral inguinal lymph nodes’.
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Macroscopic and Microscopic Features proliferative spindle cells, that have little pleomorphism,
arranged in short intersecting or crisscrossed fascicles
with foci voguely palisaded nuclei. In some areas, the
cells form sheets with slit-like extracellular spaces
containing eryhrocytes, that make it similar to kaposi
sarcoma. Hemosiderin-laden histiocytes can be seen
anywhere (Figure 2(a-d)). Metaplastic bone formation and
calcification have also been reported*. In fact the tumor is
benign and local excision is adequate and curative.

Gross features include gray white tumor with multifocal
hemorrhagic areas. It is usually possible to identify a rim
of residual node at the periphery of the tumor (Figure 1(a,
b)). Microscopically, the tumor consists of areas of low

Ninety-three cases have been reported in the literature
so far. As I said before most of them affect inguinal lymph
nodes. Most of them have same clinical history, such as
painless firm nodiile.

Histology and Anchillary Methods

The histogenesis is still not completely understood. The
cell of origin is most likely to be the myofibroblast or smooth
muscle cell of the lymph node blood vessels®. The fact that
inguinal lymph nodes, which are preferably involved, have
richer vascular components supports this claim. Positive
immunohistochemistry (IHC) for vimentin and actin,
and negative for desmin supports the origin (Figure 3(a-
d)). Electron microscopy shows irregular contours of the
nucleus and occasional intra-nuclear pseudoinclusions.

Cytoplasm shows focal densities believed to be smooth
muscle myofilaments®. Although having so little study on
this topic, genetic evidence associated with HHV-8 and
Epstein - Barr virus (EBV) suggests that a viral mechanism
of oncogenesis might be involved in the development
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Figure 2(a). Remnant lymph node is seen at the periphery as a rim with extensive areas of fresh and old hemoragies with
hemosiderin-laden macrophages within the tumor (H&Ex100).

(b,c).The tumor consisted of bland spindle cells arranged in whorls and fascicles. b; (H&Ex100), c; (H&Ex200).
(d). Low proliferative spindle cells, with little pleomorphism ; (H&Ex400).
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Figure 3a. Strong cytoplasmic positivity with vimentin (Vimentin x100).
b. Cytoplasmic positivity with smooth muscle actin (SMAx200).
c. Negatif with Desmin (Desmin x200).

d. Low proliferatif index (Ki67 x 400).
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Figure 4(a-d). Among the spindle cells, ‘amianthoid fibers’ exhibiting an irregular distribution and forming stellate structures

(H&Ex100), (H&Ex400).

of these lesions® . Kleist et al demonstrated cyclin D1
expression in 50% of spindle cells in these lesions!!. Genetic
studies conducted with the same cases did not show any
mutations in the CCND1 gene locus and they suggested
that cyclin D1 over-expression develops independently
from any genetic changes and influences the spindle cells
as a growth factor’’. The most distinctive feature of the
tumor is the “amianthoid” fibers or thick collagen mats

which are nearly always present (Figure 4(a,b)). Nature
of amianthoid fibers has been intriguing ever since, and
an old study had an explanation like this; the amianthoid
fibers are sometimes centered by small vascular vessels,
and this finding has led some investigators to believe that
the formation of these structures probably represents a
degenerative process of perivascular collagen, perhaps
linked to trauma or anoxia!’. Anyway recent studies
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indicates that the center of these fibers is composed of
type I collagen and type III collagen localized peripherally.
Electron microscopy also confirms that amianthoid fiber
is a collagen fiber and not an amianthoid fiber. This fiber
has smaller width than amianthoid fiber ranging from 80
to 150 nm vs 280 to 1000 nm?.

Differential Diagnose

This tumor has a large pathologic differential diagnose
spectrum, that develop from spindle cells. Malign and
benign spindle-cell tumors and benign mesenchymal
lesions of the lymph node should keep in mind. Neoplasms
that have spindle-cell morphology can originate from
vascular endothelium, fibroblasts, histiocytes, smooth
muscle cells, myofibroblasts, dendritic reticulum cells, or
interdigitating reticulum cells, all of which are stromal
components of lymph nodes, are rarely seen lesions and
they can imitate IPM histologically.

SchwannomaandKSarethemostimportanttumorsinthe
differential diagnosis. Moreover, hemangioendothelioma,
dendritic reticulum cell tumor, and inflammatory
myofibroblastic tumor (IMT) should also be considered in
the differential diagnosis’* 1. Schwannomas, extending
through the peripheral nerve sheath, contain spindle
cells with nuclear palisading and are often confused
with IPM. Since it lacks peripheral nerve innervation, the
lymph node is not expected to be a site of schwannoma
development. Immunohistochemically, detection of S-100
immunoreaction contributes to the differential diagnosis
of those two lesions. Because IPM contains extravasated
erythrocytes and hemosiderin pigments among the
spindle cells, it may be mistaken for KS. In some IPM
cases, detection of HHV-8 immunoreactivity reduces the
utility of this marker in the differential diagnosis. However,
histomorphologically, nuclear palisading and amianthoid
fibers are not observed in KS. Moreover, the absence of
immunoreaction with endothelial markers also supports
an IPM diagnosis*!*,

Conclusion

Diagnosis of IPM is important since potential confusion
with primary or metastatic mesenchymal neoplasms
in the lymph nodes can be avoided. The clinical history,
the physical examination, and the typical histological

characteristics help in the correct diagnosis of IPM. Better
understanding of IPM will help in proper diagnosis and
management because IPM is a benign lesion with very low
or negligible rate of recurrence. Regarding treatment, total
removal of the lesion suffices.
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