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Herein, we describe the case of a 20-year-old woman who presented with dysphagia of
2 months’ duration associated with vomiting, moderate abdominal pain, decreased oral
intake, and significant weight loss. During the past 3 years, the patient experienced inter-
mittent mild abdominal pain with infrequent vomiting. Endoscopy at Jordan University
Hospital showed a mass in the esophagus, and endoscopic biopsies were performed. The
preliminary histopathological report excluded malignancy. Two days after endoscopy, the
patient presented to the emergency department complaining of severely worsening pain
and total dysphagia. The pain persisted despite intravenous paracetamol administration,
which was concerning for esophageal perforation; therefore, an urgent surgical inter-
vention was performed. The mass was removed surgically, along with a para-esophageal
lymph node. The final histopathological results of the endoscopic and resected specimens
supported the diagnosis of pseudomyogenic hemangioendothelioma (PMHE). This is the
first case reporting esophageal involvement of PMHE.
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Case report

A 20-year-old female patient presented to gastroenterol-
ogy clinic in Jordan University Hospital, complaining of
progressive dysphagia of 2 months’ duration, associated
with nausea, vomiting, moderate epigastric pain, decreased
oral intake, and significant recent unintentional weight
loss of 10 kg. The patient’s appetite was normal. The physi-
cal examination was remarkable for epigastric tenderness
and cachexia (weight, 40 kg). During the past 3 years, the
patient experienced intermittent mild abdominal pain with
infrequent vomiting. She was followed at a private clinic
(outside our university hospital), and 2 previous upper en-
doscopies were done, without proper documentation of the
endoscopic or pathologic findings. On both occasions, she
was diagnosed with benign distal esophageal ulceration
due to gastroesophageal reflux disease and was treated
with a proton pump inhibitor with partial improvement. A
few days after her visit, endoscopy at Jordan University

Hospital showed an obstructive mass, extending from 28
to 33 cm from the incisors. The mass was polypoid, fun-
gating, friable, and ulcerated (Fig. 1A). Multiple endoscopic
biopsies were performed. The clinical impression was in
favor of a benign mass due to the long duration of symp-
toms (3 years). A Gastrografin swallow study showed
esophageal dilatation, with a large filling defect involving
the lower esophagus (Fig. 1B). Abdomen and chest com-
puted tomography showed esophageal luminal obliteration
by the mass, diffuse esophageal wall thickening, hiatal her-
nia with adjacent necrotic para-esophageal lymph nodes
(the largest of which measured 8 mm along its short axis),
and para-aortic pathologic lymph nodes (Fig. 1C). The
bone scan showed no foci of abnormal uptake. The prelim-
inary histopathological report excluded malignancy, but
was not conclusive.

Two days later, the patient presented to the emergency
department complaining of severely worsening abdominal
pain and total dysphagia. The pain persisted despite intra-
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Fig. 1. Imaging of the lesions. Endoscopic examination showing a polypoid, fungating, and friable lesion (A). A Gastrografin swallow
study showing esophageal dilatation with a large filling defect involving the lower esophagus above the gastroesophageal junction; a
minimal amount of contrast passed to the stomach (B). Axial computed tomography scan showing a para-aortic pathologic lymph node

with a size of 12.06 mm (C, arrows).

Fig. 2. (A-E) Histopathology of the lesions. Histopathology of the lesions showing neoplastic cells with large eosinophilic cytoplasm and
round vesicular nuclei, without significant nuclear atypia. The tumor was associated with an inflammatory background comprised of
neutrophils, lymphocytes, and plasma cells (A: hematoxylin and eosin [H&E] stain, x400). Lymph node involvement by the tumor was
evident (B: H&E stain, x400). Membranous immunoreactivity of the tumor.

venous paracetamol administration, which was concerning
for esophageal perforation. Therefore, an urgent surgical
resection of the esophageal mass was performed, even
without a final histopathological diagnosis. Since the pre-
liminary histopathological report excluded malignancy, we
decided to manage the patient with distal esophagectomy
without para-aortic lymph node dissection. Distal esoph-
agectomy with gastric pull-through was performed through
a left thoracoabdominal incision. The esophageal mass was
located 3 cm away from the proximal resection margin,
and 2.2 cm away from the distal resection margin. A pa-
ra-esophageal lymph node around the distal third of the
esophagus was also resected.

A few days later, final histopathological results of the en-
doscopic and resected specimens supported the diagnosis
of pseudomyogenic hemangioendothelioma (PMHE). The
histopathological examination showed an epithelioid neo-
plasm with multiple foci of necrosis. The tumor cells were
medium-to-large in size with abundant eosinophilic cyto-
plasm and round vesicular nuclei, without significant nu-
clear atypia. Few mitotic figures were noted. The tumor
cells were infiltrated and surrounded by a polymorphous
inflammatory cell infiltrate composed of neutrophils, lym-

phocytes, and plasma cells (Fig. 2A). Lymph node metasta-
sis of the tumor was also evident (Fig. 2B). Multiple,
well-controlled immunohistochemical stains revealed
membranous immunoreactivity of the tumor cells for
CD31 (Fig. 2C), nuclear positivity of the tumor cells for the
vascular marker ERG (Fig. 2D), and focal immunoreactivi-
ty of the tumor cells for pan-cytokeratin (Fig. 2E).

The postoperative course was smooth and the patient
was discharged on the ninth day following the operation.
Six weeks after the operation the patient had gained 8 kg,
and did not complain of any recurring symptoms.

The patient provided written informed consent for the
publication of her clinical details and images.

Discussion

PMHE was classified by the World Health Organization
as an intermediate-grade vascular tumor that rarely metas-
tasizes. The largest series showed that the tumor typically
involve the dermis and subcutaneous tissue, with a smaller
number involving skeletal muscle and bone [1]. PMHE has
a striking male predominance (82%). The mean age at pre-
sentation is 31 years, and 94% of patients present during
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their second to fifth decades of life [1].

This tumor is extremely rare; to the best of our knowl-
edge and after a careful review of the English-language lit-
erature, this is the first case of well-documented PMHE of
the esophagus. Furthermore, it is the third reported case
describing lymph node involvement of this neoplasm [1,2].

Histologically, the tumor has a nodular architecture,
with infiltration toward surrounding adipose or skeletal
muscular tissues and an occasional desmoplastic reaction.
The tumor cells are arranged in sheets or short fascicles
within a background of variably prominent inflammatory
infiltrates commonly composed of neutrophils or, less
commonly, lymphocytes, plasma cells, or eosinophils.
Some cases demonstrate a myxoid background [3].

PMHE seems to have a variable clinical course, with fre-
quent local recurrence, but a small risk of distant metasta-
sis [1].

These tumors are usually treated by surgical excision.
Since metastasis is rare, local surgical control is the main-
stay of reccommended management. All the symptoms re-
lated to PMHE are due to local mass effects, as in our case.
Since this neoplasm is slow-growing and considered to be
of an intermediate grade [3], experts believe that conserva-
tive, symptomatic management may be warranted. The few
studies investigating this issue demonstrated that some
PMHE patients had many years of survival with non-sur-
gical, conservative, and symptomatic treatment [1,4-7].

However, PMHE is known to exhibit local recurrence
with the possible development of new lesions; 58% of cases
demonstrate local recurrence or the development of addi-
tional nodules in the same region, 94.5% of which occur
within 1 year of the first presentation [1]. In the event of
local recurrence, or the development of new lesions, surgi-
cal resection (re-excision) is recommended. In view of the
high recurrence rate, regular follow-up is advisable, espe-
cially in the first year in which most cases of recurrence
take place (94.5%). In addition, long-term follow-up is ad-
visable due to the real, albeit very small, risk of distant me-
tastasis occurring long after the initial diagnosis [1]. Meta-
static lesions occur in rare cases [8]. Systemic chemotherapy
has been suggested for this group of patients in an attempt
to induce tumor shrinkage, and consequently alleviate the
tumor mass effects. Unfortunately, substantial clinical tri-
als have not been conducted due to the rarity of PMHE,
and different types of systemic chemotherapeutic regimens
have been described [8]. Monotherapy regimens included
everolimus, sirolimus, telatinib, and gemcitabine. Com-
bined regimens included sirolimus and zoledronic acid,
gemcitabine and docetaxel, cisplatin and doxorubicin, cy-
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clophosphamide and prednisolone, and ifosfamide and
doxorubicin.

Multifocality, age at presentation, sex, and tumor size
may be prognostic factors, but more studies are needed [3].
Generally speaking, long-term survival in affected patients
is excellent [9].

Both cases of lymph node involvement previously report-
ed in the literature showed inguinal lymph node and lower
limb involvement. The first case involved a 49-year-old
woman with a long course of disease and 2 local recurrenc-
es. The second recurrence included inguinal lymph node
involvement 10 years after excision of the primary subcu-
taneous tumor. During the course of the disease, the pa-
tient underwent 3 surgical procedures (excision of the pri-
mary tumor, followed by 2 re-excision procedures for the 2
local recurrences). The second case was an 18-year-old
male patient, presenting with PMHE involvement of the
thigh, scrotum, penis, and inguinal lymph nodes, all of
which were excised surgically. The patient remained dis-
ease-free.

Conflict of interest

No potential conflict of interest relevant to this article
was reported.

ORCID

Abdul-Rahman Fadi Diab:
https://orcid.org/0000-0002-6322-4402

Salam Saleh Daradkeh: https://orcid.org/0000-0002-6334-0614

Alaa Mohammed Hassouneh:
https://orcid.org/0000-0002-0239-9145

Ali Mousa Alabbadi: https://orcid.org/0000-0001-9775-0710

References

1. Hornick JL, Fletcher CD. Pseudomyogenic hemangioendothelioma:
a distinctive, often multicentric tumor with indolent behavior. Am J
Surg Pathol 2011;35:190-201.

2. Fan C, Yang L, Lin X, Wang E. Pseudomyogenic hemangioendothe-
lioma/epithelioid sarcoma-like hemangioendothelioma of the lower
limb: report of a rare case. Diagn Pathol 2015;10:150.

3. Al-Qaderi A, Mansour AT. Pseudomyogenic hemangioendothelioma.
Arch Pathol Lab Med 2019;143:763-7.

4. Sun'Y, Zhao M, Lao IW, Yu L, Wang J. The clinicopathological spec-
trum of pseudomyogenic hemangioendothelioma: report of an addi-
tional series with review of the literature. Virchows Arch 2020;477:
231-40.



Abdul-Rahman Fadi Diab, et al. PMHE Involving Esophagus: Case Report J CS

5. Agaram NP, Zhang L, Cotzia P, Antonescu CR. Expanding the spec- gioendothelioma. Am J Surg Pathol 2003;27:48-57.
trum of genetic alterations in pseudomyogenic hemangioendothelio- 8. Pranteda G, Magri F, Muscianese M, et al. The management of pseu-
ma with recurrent novel ACTB-FOSB gene fusions. Am J Surg domyogenic hemangioendothelioma of the foot: a case report and re-
Pathol 2018;42:1653-61. view of the literature. Dermatol Ther 2018;31:¢12725.

6. Inyang A, Mertens F, Puls F, et al. Primary pseudomyogenic heman- 9. Horan NA, DiMaio DJ. Pseudomyogenic hemangioendothelioma.
gioendothelioma of bone. Am J Surg Pathol 2016;40:587-98. Cutis 2017;100:E13-6.

7. Billings SD, Folpe AL, Weiss SW. Epithelioid sarcoma-like heman-

http://www.jchestsurg.org 527





