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Desmoid tumor: Clinical analysis and
literature review

heck
Updates

Tumor desmoide: analisis clinico y revision de
literatura

A 27-year-old woman with a family history of breast can-
cer (mother) initially presented with an abdominal tumor
(Fig. 1) that increased in volume. She was programmed
for surgical examination and a 15 x 20 cm abdominal tumor
that invaded the deep planes, aponeurosis, and muscle was
found. Due to the extensive tissue invasion, an incisional
biopsy was performed and sent to the oncologic surgery ser-
vice. Invasion of the abdominal wall involving all layers up
to the parietal peritoneum was reported. The tumor was

Figure 1

Axial view (A) of the tomography scan of the chest
and abdomen and sagittal view (B) showing the tumor that is
dependent on the abdominal wall layers up to the parietal peri-
toneum, without local invasion to adjacent organs.

resected with macroscopic tumor-free margins. The defini-
tive histopathologic study confirmed desmoid tumor (Fig. 2).

Desmoid-type fibromatosis is an aggressive benign tumor
of mesenchymal origin that has an incidence of 2-4 cases
per million inhabitants and accounts for 0.03% of all tumors
and 3% of soft tissue tumors. This type of tumor is related
to trauma and previous surgery, to radiotherapy, and to
increased estrogen levels, as occur in pregnancy. It affects
soft tissues, is divided into superficial and deep, and consists
of a single entity known as the desmoid tumor. The biologic
behavior of desmoid tumors varies and is an intermedi-
ate stage between a benign fibroblastic tumor and fibrous
sarcoma.'

Figure 2
showing a solid, well-delimited, light gray tumor. (B) Micro-
scopic image of the surgical specimen, showing fusiform cells
that correspond to fibroblasts, cells that make up the cellular
component of the tumor (arrow), and surrounding fibrillar struc-
tures that correspond to collagen fibers of the stromal content
of the tumor (circle).

(A) Macroscopic section of the surgical specimen,

325


https://doi.org/
http://www.elsevier.es/rgmx
http://crossmark.crossref.org/dialog/?doi=10.1016/j.rgmxen.2024.12.003&domain=pdf
dx.doi.org/10.1097/PAS.0b013e31818dd6ca
dx.doi.org/10.14309/crj.0000000000000894
dx.doi.org/10.17235/reed.2023.9652/2023
dx.doi.org/10.1136/bcr-2018-224931
dx.doi.org/10.1186/1471-230X-11-68
dx.doi.org/10.1186/s12876-021-01607-w
dx.doi.org/10.3748/wjg.15.2287
dx.doi.org/10.3393/ac.2013.29.3.130
dx.doi.org/10.1016/j.patol.2017.03.003
dx.doi.org/10.1111/1751-2980.12874
mailto:gcastillol@unav.es
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.rgmxen.2024.12.003&domain=pdf
dx.doi.org/10.7759/cureus.55225
dx.doi.org/10.7759/cureus.47596
dx.doi.org/10.1503/cmaj.202893
dx.doi.org/10.1186/s12245-020-00318-5
dx.doi.org/10.1093/ehjcr/ytae310
dx.doi.org/10.1111/ans.16501
dx.doi.org/10.29045/14784726.2021.3.5.4.49
dx.doi.org/10.1016/j.ijscr.2023.108289
dx.doi.org/10.24875/CIRU. 21000010
mailto:dcalderonc30@gmail.com
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.rgmxen.2024.12.003&domain=pdf
dx.doi.org/10.1111/his.13975
dx.doi.org/10.1002/deo2.10
dx.doi.org/10.1111/his.14178
dx.doi.org/10.3748/wjg.v25.i39.5991
dx.doi.org/10.1186/s12957-022-02625-y
dx.doi.org/10.1007/s12022-016-9432-9
dx.doi.org/10.1016/j.ejso.2016.08.004
dx.doi.org/10.1016/j.ejso.2015.02.011
dx.doi.org/10.3748/wjg.v28.i19.2076
mailto:hbenites@usil.edu.pe
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.rgmxen.2024.12.003&domain=pdf
dx.doi.org/10.1002/hep.31065
dx.doi.org/10.1016/j.cgh.2019.11.013
dx.doi.org/10.1016/j.cgh.2019.11.013
dx.doi.org/10.1016/j.jhep.2024.03.021
dx.doi.org/10.1016/j.jhep.2024.03.021
dx.doi.org/10.1111/apt.15248
dx.doi.org/10.1016/j.jhep.2010.12.032
dx.doi.org/10.1016/j.jhep.2023.11.032
dx.doi.org/10.1016/j.jhepr.2022.100601
dx.doi.org/10.1016/j.ejmg.2016.09.014
dx.doi.org/10.1111/apt.13584
dx.doi.org/10.3389/fimmu.2021.798602
mailto:drinter77@gmail.com
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.rgmxen.2024.12.003&domain=pdf

SCIENTIFIC LETTER

Tumor etiology is currently known to be either sporadic
or hereditary. Close to 90% are sporadic, caused by an acti-
vating somatic mutation in the B-catenin-encoding gene
(CTNNB1), whose function is to act as an intermediary in the
network of cadherins and actin filaments that are respon-
sible for cell adhesion. They present mainly in the limbs,
thoracic wall, head, neck and breast.? On the other hand,
close to 10% are hereditary, and are associated with familial
adenomatous polyposis (FAP) and its Gardner syndrome vari-
ant. Desmoid tumors related to FAP arise due to inactivation
of the APC gene that is found on chromosome 5, resulting in
an inability to degrade B-catenin, favoring fibroblast prolif-
eration. The presence of FAP increases the risk of presenting
with desmoid tumor by 8-14%.3

Desmoid tumors tend to appear in patients between 15
and 60 years of age, and most commonly around 30 years
of age. Women are more prone to develop them, espe-
cially after pregnancy, and said incidence decreases after
menopause. Reports state that tumors also tend to grow
more rapidly in reproductive-age women than in men.* Clin-
ical presentation is dynamic, from an asymptomatic and
indolent mass to a locally invasive mass with varying clin-
ical symptoms, in which increased volume predominates,
depending on tumor location.

Ultrasound is commonly utilized as the initial study and
is the preferred option for follow-up and guided biopsies
in patients with tumors in the limbs or abdominal wall.?
Contrast-enhanced computed axial tomography enables the
identification of soft tissue lesions, whether they have well-
defined borders or infiltrative margins, as occurs in the
abdominal wall or mesentery, respectively. It is the pre-
ferred study for the follow-up of intra-abdominal tumors.>
Magnetic resonance imaging is the study of choice in
extra-abdominal presentations and in individuals who are
allergic to iodine-containing contrast medium." Tru-cut nee-
dle biopsy is recommended, as is immunohistochemistry,
in which the tumor is positive for B-catenin, vimentin,
COX2, tyrosine kinase, PDGFRb, androgen receptors, and
estrogen receptor beta and is negative for desmin, S-100,
h-caldesmon, CD34, and CKIT.®

It is currently recommended to start with a period of
active surveillance, unlike previous practice that centered
on surgery.® Progression has been reported to stop within
a 14 to 19-month period in up to 50% of cases and 25% of
patients experience tumor regression. Progression tends to
occur in the first months and is very unlikely after 3 years of
follow-up. Only 14-16% of patients require surgery.” The rec-
ommended active surveillance follow-up is with computed
axial tomography or magnetic resonance imaging, according
to tumor characteristics, every month for the first 2 months,
every 3 months for the first year, every 6 months up to the
fifth year, and then once a year.

Systemic treatment may be considered in patients
that present with progression during the active surveil-
lance period (except in cases of abdominal wall tumors)
or in patients that reject that type of follow-up. Anti-
inflammatory agents, estrogen blockers, targeted therapies,
or chemotherapy may be employed. Surgical intervention is
reserved for a small group of patients because these tumors
have a high recurrence rate (between 20 and 65% at 5 years)
and surgery often requires extensive procedures that can be
incapacitating, affecting patient functionality. Currently, it

is preferred to leave microscopically positive margins, as
long as that is justified for preserving functionality.’
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Endoscopic ultrasound-guided ‘T
gastrojejunostomy for managing
superior mesenteric artery

syndrome: A case report with

follow-up at 18 months

Gastroyeyunostomia guiada por ultrasonido
endoscopico para manejo de sindrome de
pinzamiento de la arteria mesentérica
superior: reporte de caso con seguimiento a
18 meses

Superior mesenteric artery syndrome (SMAS), also known
as Wilkie syndrome, is a rare benign cause of mechanical
obstruction secondary to compression in the third portion of
the duodenum due to a decrease in the angle of the superior
mesenteric artery in relation to the aorta. The degrees of
angulation and the distance between the superior mesen-
teric artery and the aorta considered normal are 38° to 65°
and 10 to 33 mm, respectively. A distance < 8 mm has 100%
sensitivity and specificity, and an angle < 22° has 42.8% sensi-
tivity and 100% specificity for the diagnosis of SMAS. Surgical
or endoscopic gastrojejunal anastomosis is an efficacious
treatment for SMAS."

An 18-year-old male presented with perforation of the
ascending colon with abdominal sepsis as the first symptom
of Crohn’s disease. A right hemicolectomy with ileostomy
was performed. The patient then developed hospital-
acquired pneumonia and required 21 days of mechanical
ventilation. After 4 weeks of hospitalization, he presented
with oral feeding intolerance and became severely malnour-
ished, according to the Glim criteria (15 kg weight loss, BMI:
18 kg/m?) and a low level of albumin (1.6g/dl). A tomog-
raphy scan revealed a decrease in the angle and distance
between the superior mesenteric artery and the aorta (10°
and 3.1 mm, respectively), with retrograde gastroduodenal
dilatation consistent with SMAS (Fig. 1). He was treated
conservatively, with a decompression nasogastric tube, par-
enteral nutrition, and intravenous prokinetic for 2 weeks,
without achieving oral feeding tolerance. In the interdisci-
plinary clinical discussion, the patient was considered a poor
candidate for surgical gastrojejunostomy due to his poor
nutritional status, so endoscopic ultrasound-guided gastro-
jejunal anastomosis (EUS-GJA) was carried out, with no
complications. A lumen-apposing metal stent (LAMS), with
a 15mm diameter, was placed utilizing a Hot Axios device
(Boston Scientific, Marlborough, Massachusetts, USA). Serial
clinical-radiologic follow-up has been favorable, with the
patient having adequate oral feeding tolerance, weight gain
of 8kg (BMI: 21kg/m?), increased albumin level (3.8g/dl),
and improved superior mesenteric artery-aorta angle and

distance (27° and 8 mm, respectively). The LAMS has been
in place for 18 months with no related complications (Fig. 2).

EUS-GJA is a safe and efficacious alternative for manag-
ing obstructed gastroduodenal emptying, with a technical
success rate of 92% (95% Cl 88-95%), a clinical success
rate of 90% (95% ClI 85-94%), and a complication rate of
12% (95% ClI 8-16%).2 Most scientific evidence on EUS-GJA
has come from palliative management of malignant gas-
troduodenal obstruction and there is little information in
the literature related to EUS-GJA in benign disease. One of
the studies with a higher number of cases of EUS-GJA in
benign disease reported that clinical success, technical suc-
cess, procedure time, and hospital stay were similar in both
malignant and benign disease cases.® There are questions
regarding the long-term patency and safety of the LAMS in
EUS-GJA in benign disease. A recent study that evaluated
patients who underwent EUS-GJA in benign disease showed
adequate long-term patency of the LAMS, with a median per-
manency of 286 days (range: 88-1,444 days), even describing
3 patients that surpassed 900 days (944, 1,408, and 1,444
days).* There are very few reports on EUS-GJA for treating
SMAS in the literature.>™° The present case shows that EUS-
GJA is a minimally invasive alternative that has long-term
safety and efficacy, in patients with benign gastroduodenal
obstruction who are not candidates for surgery and/or have
failed conservative treatment.

Figure 1  A) Sagittal view of the abdominal tomography scan
with intravenous contrast shows decreased angle and distance
between the superior mesenteric artery and the aorta (10° and
3.1mm). B) Coronal view of the abdominal tomography scan
with oral contrast shows the compression at the level of emer-
gence of the superior mesenteric artery and the aorta, with
retrograde gastroduodenal dilatation (arrow).

327


mailto:josemiliano0203@gmail.com
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://creativecommons.org/licenses/by-nc-nd/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.rgmxen.2024.12.003&domain=pdf

	Desmoid tumor: Clinical analysis and literature review
	Ethical considerations
	Financial disclosure
	Declaration of competing interest

	References
	Boerhaave syndrome: A case report of successful conservative treatment
	Ethical considerations
	Financial disclosure
	Conflict of interest

	References
	An unusual type of early gastric cancer with aggressive behavior: It is not always adenocarcinoma!
	Ethical considerations
	Financial disclosure
	Conflict of interest

	References
	Should mycophenolate mofetil be first-line treatment in autoimmune hepatitis?
	Ethical considerations
	Financial disclosure
	Declaration of competing interest

	References
	Desmoid tumor: Clinical analysis and literature review
	Ethical considerations
	Financial disclosure
	Declaration of competing interest

	References
	Endoscopic ultrasound-guided gastrojejunostomy for managing superior mesenteric artery syndrome: A case report with follow-up at 18 months
	CRediT authorship contribution statement
	Ethical considerations
	Declaration of Generative AI and AI-assisted technologies in the writing process
	Financial disclosure
	Declaration of competing interest

	References

