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ABSTRACT:

KEYWORDS:

The authors present a rare case of endovascular papillary angioendothelioma also known as “Dgbska tumor”, which occurs
mainly in children and young adults. This neoplasm was found in the right maxillary sinus and nasal cavity in a 22-year-old
woman that remained undiagnosed for one year. After the initial diagnostic imaging, the tumor was removed through the
endoscopicapproach. After ayear, the patient developed a mucopurulent cystin the postoperative cavity, which was removed
without any recurrence of the neoplastic disease in the follow-up histopathological examination. The authors present the
clinical picture of this potentially malignant neoplasm and review the current literature.

Dabska tumor, endoscopic treatment, paranasal sinuses, rare neoplasms, sinus tumors

STRESZCZENIE:

Autorzy opisuja rzadki przypadek srédbtoniaka wewngtrznaczyniowego brodawkowatego, znanego réwniez jako ,guz Dab-
skiej”, wystepujgcego gtdwnie u dzieci i mtodych dorostych. Nowotwoér ten zostat stwierdzony w prawej zatoce szczekowej
iwjamienosau22-letniejpacjentki,uktérej rozwijatsie niezdiagnozowany przezjeden rok. Powstepnejdiagnostyce obrazowej
guzzostatwycietydoszczetnienadrodzeendoskopowej.Pouptywierokuuchorejdosztodowytworzeniatorbielisluzowo-ropnej
w lozy pooperacyjnej. Torbiel usunieto, a w kontrolnym badaniu histopatologicznym nie stwierdzono nawrotu choroby
nowotworowej. Autorzy przedstawiajg kliniczny obraz tego potencjalnie zto$liwego nowotworu oraz dokonujg przegladu
aktualnego piSmiennictwa.

SEOWA KLUCZOWE: guz Dabskiej, guzy zatok, leczenie endoskopowe, rzadkie nowotwory, zatoki przynosowe

ABBREVIATIONS

CT - computed tomography

EPA/PILA - endovascular papillary angioendothelioma
/papillary intralymphatic angioendothelioma

MRI — magnetic resonance imaging

initially considered a malignant neoplasm [1]. In view of its bor-
derline behavior and pronounced lymphatic phenotype, the tu-
mor was subsequently renamed PILA in 1998 by Fanburg-Smith
et al. [2]. There have been de novo cases, as well as those formed
within the chronic lymphedema or preexisting vascular malfor-
mation, such as, for example, hemangioma, cavernous heman-
gioma or peripheral lymphoma [3]. Dabska tumors have a favo-
rable prognosis; however, they may have the potential for local

INTRODUCTION

Dabska Tumor, or endovascular papillary angioendothelioma
(EPA); papillary intralymphatic angioendothelioma (PILA) is
a rare tumor in soft tissue. Most authors classify Dabska tumor
as a neoplastic entity on the border of benign lesions, such as
hemangiomas, and malignant ones, such as angiosarcomas. Due
to the fact that two patients had lymph node metastasis, it was
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recurrence and low-grade metastases. At the time of diagnosis,
lesions tend to have a size of two to three centimeters. The dia-
gnosis of choice is biopsy, and treatment is based on a wide sur-
gical excision [3, 4]. Because these lesions are so rare, most of
the information can be found in case reports.

The authors present a description of Dabska tumor, which was
discovered in the maxillary sinus of a young woman.
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Fig.1.(A) CTand (B, C) MRI of Dgbska tumor in right maxillary sinus. CT and MRl images show penetration of the tumor masses into the orbit and the nasal cavity. MRI clearly shows

the extent of tumor and the accompanying secondary changes in the sinuses.

CASE REPORT

A 22-year-old female was admitted to the Department on August
30, 2020 with a tumor diagnosed in the right maxillary sinus. The
patient reported: gradually worsening nasal patency on the right
side, year-long recurrent secretion of yellowish nasal discharge, and
bloody discharge since approximately two weeks. The patient de-
nied any headaches or vision impairment. Physical examination re-
vealed a polyp filling the entire nasal cavity on the right side and ri-
ght-eye lacrimation. Computed tomography (CT) of the paranasal
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Fig.2. (A, B, C, D, E) Microscopic image of tumor, succes-
sively at 4x,10x, 20x magnification (a rather dense
structure of tumor visible, with the presence of
vascular channels filled with blood and papillary
hyperplasia).

sinuses was as follows: “On the right, lesions of heterogeneous
intermediate densities fill in the right maxillary sinus, the ru-
shes and the frontal sinus, and the sphenoid sinus, as well as the
middle and posterior parts of the nasal cavity, protruding ap-
proximately 6 mm beyond the posterior nasal apertures. Bone
scaffold of the nasal turbinates on this side visible in sections”.
Magnetic resonance imaging (MRI) revealed that the main mass
of the tumor is localized within the maxillary sinus, protruding
into the nasal cavity, while the remaining lesions reported in the
CT scan were secondary.
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Fig.3. Moderate atypia of endothelial cells visible at 40x magnification, as well as
admixture of inflammatory cells (lymphocytes).

On August 30, 2019, right-sided endoscopic resection of the nasal
and sinus tumor was performed. The tumor was accessed through
the nasal cavity and via an opening made within the right canine
fossa. After excision, we found numerous defects in the osseous
deficiencies of the right maxillary sinus — mainly within the upper
wall (visible orbital periosteum protruding under compression of
the eyeball), as well as in the posterolateral portion. The procedu-
re and further hospitalization were uneventful. The patient was
discharged from the Department on the 2nd postoperative day in
good general and local condition, without visual impairment. Hi-
stopathological examination of the postoperative material revealed
endovascular papillary angioendothelioma (Fig. 2.).

Due to the possible malignancy of tumor, the patient required con-
stant oncological and otolaryngological monitoring. In February
2020, the patient was diagnosed with a severe swelling of the na-
sal mucosa accompanied by purulent discharge — she had an on-
going upper respiratory tract infection. She was referred for a fol-
low-up CT scan and MRI of the paranasal sinuses, however, the
COVID-19 pandemic developing at that time significantly impeded
diagnosis. The tests were performed in August 2020 and found:
“filling of the entire lumen of the right maxillary sinus by tissue
masses with a slight marginal enhancement going upwards along
the wall of the orbit and into the posterior ethmoid cells (Residual
lesion? mucosal lesions?)”.

The patient felt well and returned for another follow-up visit in
November 2020. She was qualified for re-treatment in the scope of
cleaning the tumor bed and subsequent histopathological verifica-
tion of the lesions. The procedure was performed on December 9,
2020. Initially, there were plans to perform only endoscopic surgery
through the nasal cavity, however, due to the rather cohesive scar-
ring changes filling the lateral wall of the nasal cavity at the entran-
ce to the maxillary sinus, it was decided to reopen it through the
fossa. This choice was additionally determined by the greater safe-
ty of this type of procedure for the soft tissues of the orbit. During
the procedure, it was observed that the described lesion was pro-
bably a thickwalled mucopurulent cyst, filled with thick, purulent
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Fig. 4. (A, B) Image of follow-up postoperative MRI in the presented case. Visible cystic
lesion filling the right maxillary sinus, not penetrating the eye socket nor the
nasal cavity.

contents. A wide connection of the right maxillary sinus with the
nasal cavity was made. The procedure and the postoperative period
were uneventful. The patient was discharged on the next postopera-
tive day in good general and local condition. The outcome of histo-
pathological examination of postoperative material was as follows:
“Sinonasal mucosa with a superimposed moderately severe chronic
inflammation, no oncologically suspicious lesions”. Follow-up visits
revealed no changes in the nasal cavity and sinuses.

DISCUSSION

Endovascular papillary angioendothelioma was first described in
1969 in the journal “Cancer” by Professor Maria Dabska and to this
day, it is called “Dabska’s tumor” from her last name. The author
presents the structure and characteristics of this tumor detected in
six children aged 4 months to 6 years [1, 5]. Tumor locations inclu-
ded: knee, heel, cheek, temporal area, neck, hand; in three cases the
tumor infiltrated deep structures such as: muscles, fascia, tendons
and bones [5]. The lesion has been described as low-grade vascular
sarcoma, characterized by a papillomatous intravascular growth of
atypical endothelium that forms vascular channels connecting within
the skin [5, 6]. Although there have been reports of regional lymph
node metastases, the prognosis for long-term relapse-free survival is
good [5-8]. According to Silva et al. [8] (paper from 2020), less than
40 such cases have been described so far. Some authors believe that
the most frequent tumor locations are soft tissues of the skin of the
extremities, although cases of involvement of deep structures such
as the spleen, tongue, testicle or bones have been described. The
location of Dabska tumor within the maxilla, orbit and zygomatic
bone was discussed by Li et al. [9]. A case of malignant transforma-
tion into vascular sarcoma was also presented [10]. Due to its rarity,
multifocal nature and morphological features, it is a great challenge
for histopathologists [8]. Looking deeper at the world literature, it
turns out that it has taken professor of pathomorphology M. Dab-
ska 30 years of work to record the fate of 6 children diagnosed with
this cancer. Two of them developed metastases. In the former case,
the metastases involved the lymph nodes, while in the latter- both
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Tab. I. Patients diagnosed with Dgbska tumor. The table presents 47 cases (22 children/25 adults; 25 women/22 men).

NO.

1

20

21

22

23

24

25

26

27

28

29

30

31

32

33

34

35

36

37

38
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AGE SEX
congenital change F
congenital change M
lesion congenital F
congenital change M
congenital change F
15 months M
22 months M
5years M
6 years M
7years B
8 years F
9 years M
11years F
approx.11years F
13years F
14 years M
14 years M2
14 years F
15 years M
16 years F
16 years F
18 years M
22 years F
23years F
24 years M
30 years F
32years F
35years M
35years F
38 years M
39 years F
41years M
42years M
42 years F
43 years M
44 years F
45 years F
46 years M

LOCATION OF LESIONS
knee

heel

cheek

thumb

temple
facial bones

(zygomatic bone, orbital bone,
jaw bone)

testicle
spleen

forearm

neck

soft tissues of forearm
shoulder blade
abdomen

knee

palatine tonsil
thigh

hand

thigh

thigh

buttock

buttock

buttock
maxillary sinus
subcutaneous tissue of abdomen
testicle

arm

hand

buttock

soft tissue of foot
gluteus muscles
femur

thumb

vertebra
thigh/buttock
calf

bone

femur

thigh

TREATMENT

excision, radiation therapy
excision

excision, radiotherapy

excision

excision

excision

orchidectomy
splenectomy

excision

excision
resection
excision
excision
excision

tonsillektomia

amputation

excision

excision
excision
excision
orchidectomy

excision

excision

enucleation, resection

corpectomy

excision

enucleation

enucleation

SOURCE
[s]
[s]
[s]

[2]

[27]

current work
[28]

[21]

[17]
[2]
[22]

[10]

[18]

[18]
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NO. AGE SEX LOCATION OF LESIONS TREATMENT SOURCE
39 51years M collarbone excision [12]

40 53years M ear excision [13]

4 58 years F thigh excision [30]

42 59 years F abdomen - [2]

43 59 years F neck excision [14]

44 63 years F cheek excision [4]

45 67years M tongue excision [29]

46 68 years F forearm excision [15]

47 83years F neck excision [16]

Ymetastases to the lymph nodes
2 metastases to the [ymph nodes and lungs

F=FEMALE/M = MALE/-=notavailable

the lymph nodes and the lungs, leading to death of the patient [1].
Interestingly, more recent studies often mention cases of adults,
which may change the epidemiological picture of this cancer in the
near future. Already in 1999, Fanburg-Smith et al. described a case
series of 12 patients that covered an age interval of 8—59 years with
an average of 30 years, suggesting a wider range [11].
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