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A Diagnostic Mistake, Treated with Shock Waves: Dabska Tumor

Paul Germéan Terén Vela', Felipe Sebastian Criollo Palacios’, Estefania Anabel Lozada
Tobar', Luis Eduardo Guzman Freire’, Eloisa Abigael Najera Garcia’

Abstract

Papillary intralymphatic angioendothelioma (PILA) or Dabska tumor (DT) is a low-grade angiosarcoma. This vascular tumor usually has a
higherincidence during childhood and occurs the mostin the extremities and trunk. DT islocally aggressive, and no high metastatic potential is
reported. We present a case of a 34-year-old female patient, treated with extracorporeal shock wave therapy (ESWT) for a misdiagnosis of left
patellar tendinopathy. Due to the persistence and intensification of her symptoms, she is re-evaluated by Orthopedic Specialists. In magnetic
resonance imaging studies, a mass was identified in the left external femoral condyle measuring approximately 10 mm with significant diffuse

bone edema. Surgical resection was performed, and a PILA was identified by immunohistochemistry. In this case report, the complications of

the use of focused ESWT and the histopathological characteristics of DT are discussed.
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Introduction

Papillary intralymphatic angioendothelioma
or Dabska tumor (DT) is a diagnostic
challenge as it is a rare pathology. Initially
described in 1969 at the Maria Skoldowska-
Curie Institute of Oncology [1], this low-
grade angiosarcoma is a vascular tumor that
usually develops in childhood. At present,
there are only case series reports; Fanburg-
Smith et al. [2] describe the case of 12
patients where the average age was 30 years,
and most of their cases were at the level of
glutes and thighs with a 50% incidence in
these regions. According to the World Health
Organization (WHO) [3], the most frequent
sites of location are the extremities and the
trunk.

DT is a slow-growing nodule that, when it
reaches a size between 2 and 3 cm, presents
clinical manifestations, with a high rate of
local recurrence; however, metastases are rare
[1]. Despite this, the WHO classifies DT as a
locally aggressive tumor [3].

Microscopically it is characterized by the
presence of anastomosing vascular channels,

some have papillary projections or tuft-
shaped structures that simulate renal
glomeruli [4]. The vascular channels, as well
as the papillae, are lined by cuboidal
endothelial cells and are often flanked by
dense hyalinized areas containing large
numbers of lymphocytes [S].

For proper management, it is necessary to
make a correct diagnosis, surgical resection,
characterization of the tumor, and finally
follow-up management due to its higher
probability of recurrence. Due to the small
number of cases worldwide, the basic
treatment is excision of the tumor, and
follow-up examinations through imaging
techniques are mandatory [6].

CaseReport

A 34-year-old female patient consults
complaining about pain in her left thigh,
lasting approximately 2 months, with no
apparent cause, no schedule or periodicity.
She reports that the pain intensifies at night
and in the early morning, sometimes, the pain
is defined as electrical type. The patient was
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initially managed in a Sports clinic where X-
rays were evaluated (Fig. 1), then she was
treated with focused shock waves for three
sessions. There was no known protocol for
the intensity or frequency of application. She
also received in conjunction with
extracorporeal shock wave therapy (ESWT)
the following: Electrotherapy treatment,
physical therapy, laser, magnetotherapy, and
bicycle exercises. Pharmacologically, she was
treated by the sports clinic with pregabalin 75
mgevery day.

The patient states that the pain increased
considerably in the weeks following the
application of focused ESWT and presents to
the orthopedic specialty consultation at our
center. She reported intense pain throughout
the thigh rated on the Visual Analog Pain
Scale 8/10. A DN4 questionnaire was
performed for neuropathic pain obtaining a
value of 6/10. The pain was predominantly
at night. She also reported intense pain
during single-left leg support added to
intense pain while performing full flexion and
extension. In specific tests, there was no pain
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Smm diameter.

Figure 1: (a) AP and (b) lateral radiographs of the left knee with the presence of a
radiolucent mass at the level of the lateral femoral condyle on the left side of approximately

in the patellar tendon or for ligamentous or
meniscus injuries.

In the magnetic resonance image (Fig. 2),
extensive trabecular edema is observed in the
femoral metaphysis and external femoral

condyle. A cystic formation is observed on
the anterior edge of this condyle, with
defined, sclerotic borders, measuring 10 mm
of partially dense content, without adjacent
periosteal reaction. The quadriceps tendon,

sectionin Tl sequence.

Figure 2: Magnetic resonance image of the left knee after the application of focused extracorporeal

shockwave therapy (a) Coronal section (b) Axial section (c) Sagittal section T2 sequence (d) Sagittal

patellar tendon, internal collateral ligament,
and insertion of the tendons that make up the
pes anserinus show normal characteristics.
After these findings, surgical resection of the
mass was performed through an extensive
curettage divided into the following phases:
(1) Curettage, (2) high-speed bone rimming,
(3) electrofulguration, and (4) absolute
alcohol exposure for 5 min. This process was
repeated 3 times to amplify action margins in
thebone tissue.

The sequential extended curettage led to an
important bone defect cavity for which it was
necessary to support the distal femur with a
tricortical autograft from theiliac crestand an
osteosynthesis plate (Fig. 3). To avoid cross-
contamination, the tricortical bone block
autograft from the iliac crest was initially
taken.

The tissue obtained was histopathological
and immunohistochemical analyzed
revealing a CD31-positive tumor mass in
endothelial cells of blood capillaries and in
endothelial cells that form pseudopapillary
structures in the capillary lumen, CK7
negative, CK20 negative, KI67 nuclear
positivity in 1% of proliferating endothelial
cells (Fig. 4). The tumor was reported as an
intralymphatic papillary angioendothelioma
(DT).

Discussion

Information on DT is limited, although its
study began in 1969, its behavior, and its
potential for malignancy are still unknown;
however, its recurrence has been described
and is also aggressive. Having been treated as
patellar tendinopathy by a sports center,
disease progression was possibly increased
and exacerbated dueto ESWT [7].

The patient initially underwent focused
ESWT treatment without having an accurate
diagnosis. When using this therapy, as
described by Wang et al. [8], a biological
effect is produced in the tissues, stimulating
the production of angiogenic factors, which
induce neovascularization. Specifically in
bone, angiogenic activity includes increased
production of nitric oxide synthase, vessel
endothelial growth factor, bone
morphogenetic protein-2, and proliferating
cell nuclear antigen. In this way, the pain and
symptoms were accentuated in the patient,
since in the face of neovascularization caused
by treatment with ESW'T, the natural history
of this DT was accelerated. Furthermore, the
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Figure 3: (a) AP and (b) lateral radiographs of the left distal femur after extensive curettage. The
osteosynthesis plate is placed at the level of the lateral condyle.

production of anti-apoptotic factors such as  are downregulated [7,9].

the BCL-2 proteinisincreased as wellas pro- It is essential that qualified specialized

apoptotic factors such as BAX and caspase 3 physicians not only analyze the case and
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Figure 4: Microscopic image: Bone tissue with trabeculae that present fragmentation and

. r

degeneration due toaproliferation of blood capillaries into the connective tissue of the intertrabecular
space. Flattened endothelium, without atypia. In occasional fields, the endothelium tends to form
small lumens such as glands and nests of epithelioid cells, other capillaries present endothelial
proliferation in the form of papillae that protrude into the lumen, in other areas, foci of old hemorrhage
are observed.

reach a timely diagnostic criterion based on
the orthopedic clinic. It is also important for
the correct management of imaging
examinations that must include all those
necessary to have diagnostic safety and
certainty. Similarly, it is indicated that the
application of focused shock waves or radial
pressure waves must be carried out by
qualified and certified medical professionals
to avoid possible errors such as those
presented in the present case [7].

The international society for shockwave
medical treatment [10] completely
contraindicates the use of shock waves and
radial pressure waves in tumors, due to the
stimulation of angiogenic factors, whichleads
to the intensification of the symptoms
resulting from the presence of the tumor
mass.

According to Moya et al., there is a high
incidence rate of erroneous diagnoses
accompanied by underreporting of them. In
this case, due to the error in the initial
diagnosis, when applying ESWT on a tumor
mass, a “biological repair process” was
triggered, which generated an accentuation
and exacerbation of the symptoms and
findingsrelated to the tumoralmass [7].
Evidence of the beneficial effects of ESWT
can be seen between the 3rd and 6th month
after the start of treatment [7]. In the case of
our patient, the complications of the use of
focused shock waves in a tumor area were
evident almost immediately after their use
and 2 months after treatment, the symptoms
had greatly exacerbated.

In the event of a diagnostic failure, by
performing a correct clinical evaluation and
requesting the pertinent imaging studies, the
tumor mass is identified. After the resection
of the DT, in the subsequent controls, the
patient reports significant improvement in
her symptoms, now without any recurrence
of the tumor mass.

Conclusion

Due to the low reported incidence of DT, the
natural history of the tumor is not known nor
is the clinical manifestations. However, this
entity or other tumor masses must be present
in patients with persistence and even
intensification of their symptoms. Before
starting treatment with ESWT, one must
know the contraindications and, above all,
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have diagnostic certainty to avoid the
progression of tumoral pathologies. With

this case, we seek to corroborate the

of ESWT.

existing information on the adverse effects
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