Journal of
INTERNATIONAL
MEDICAL RESEARCH

Case Report

Journal of International Medical Research
49(1) 1-8

© The Author(s) 2021

Article reuse guidelines:
sagepub.com/journals-permissions

DOI: 10.1177/0300060520986677
journals.sagepub.com/home/imr

®SAGE

Haemorrhagic ileal
haemolymphangioma:
a case report and
review of the literature

Shou-Xing Yang*, Yu-Hui Zhou*, Jing Zhang* ©,
Lei Miao, Jing-Wei Zhong, Wen-Xing Wang,
Chang-Long Xu, Zhen-Zhai Cai and
Guang-Rong Lu

Abstract

We describe herein a 37-year-old woman with a 2-week history of melena who was eventually
diagnosed with ileal haemolymphangioma, a rare benign tumour. Local mucosal congestion and
swelling were found through single-balloon enteroscopy, which showed an irregular protuberance
approximately 10 cm long, located 3.2 m from the Treitz ligament. We performed a laparoscopic-
assisted partial resection of the small intestine combined with intestinal adhesiolysis. According
to postoperative pathology, the final diagnosis was ileal haemolymphangioma with haemorrhage.
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Haemolymphangioma is a rare benign
tumour characterised by both malformed

venous and lymphatic histological compo-
nents.> According to a review of the
literature, haemolymphangioma occurs pri-
marily in the head, neck, and armpit, as
well as in the spleen, pancreas, liver, spine,
and other areas, but rarely in the
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Haemolymphangioma can be congenital
or acquired, but they are most frequently
congenital,” occurring in an estimated 1.2
to 2.8 per 1000 newborn infants.® In view
of its low incidence rate, reports of this
tumour are rare, and reaching the correct
diagnosis preoperatively remains challeng-
ing. Recently, a patient presenting with gas-
trointestinal haemorrhage was admitted to
the Department of Gastroenterology in our
hospital. Local mucosal congestion and
swelling were found through single-
balloon enteroscopy, which showed an irreg-
ular protuberance approximately 10cm
long. The lesion was 3.2 m from the Treitz
ligament. After performing a laparoscopic-
assisted partial resection of the small intes-
tine combined with intestinal adhesiolysis,
the patient was diagnosed with ileal haemo-
lymphangioma. The case report follows and
the related literature is reviewed.

Case report

A previously healthy 37-year-old woman
was admitted to our hospital on 30 March
2020 with a 2-week history of melena. The
patient had begun to defecate shaped, tarry
black stool 2 weeks previously (1 to 2 times/
day, about 200 g each time) without haema-
temesis, accompanied by dizziness and
fatigue. A routine blood count showed
that the patient’s haemoglobin was 43 g/L.
(normal range: 110-150g/L). Blood bio-
chemistry indicated no abnormal liver or
kidney function, and the serum potassium
level was 3.43mmol/L (normal range:
3.50-5.30 mmol/L). Cardiac function and
immunological indicators were also
normal. The patient was admitted to our
hospital because of gastrointestinal hae-
morrhage and severe anaemia. A physical
examination at admission revealed the pres-
ence of severe anaemia and a soft abdomen,
with no tenderness, rebound pain, or palpa-
ble mass.

On 2 April 2020, gastroscopy revealed a
possible chronic gastritis; when the colono-
scope was inserted 40 cm from the terminal
ileum, fresh blood was observed in the small
intestine, with blood in the entrance side of
the large intestine, suggesting the possibility
of small intestine haemorrhage. A capsule
endoscopy was immediately performed, and
the small bowel transit time was 5 hours
and 5 minutes. Rough mucosa of the
small intestine wall was observed 1 hour
and 40 minutes after the capsule passed
through the pylorus, and a local irregular
protuberance with scattered white spots
on the surface was observed, but no active
bleeding was seen. Subsequent intestinal
computed tomographic (CT) angiography
on 6 April 2020 revealed no abnormalities.

On 7 April 2020, a single-balloon entero-
scopy was performed via the upper gastro-
intestinal tract. The lesion was located 3.2 m
from the Treitz ligament, determined by the
entry depth of the enteroscope. Local
mucosal congestion and swelling were
found, showing an irregular protuberance
approximately 10cm long. (Figure 1).
The protuberance had white, spot-like
changes on the surface, with local ulcera-
tion, fresh blood stains and blood clots
covering the surface, and active bleeding.
The ileal area was sprayed with adrenaline
(1:10,000) to stop the bleeding, and titani-
um clips were placed at the distal and prox-
imal parts, 5 cm from the lesion, to mark
the location.

Subsequently, preoperative preparations
were made, and no obvious abnormalities
were found on enhanced CT of the whole
abdomen. Laparoscopic-assisted partial
resection of the small intestine combined
with intestinal adhesiolysis was performed
on 10 April 2020. A mass about 4 x 3 cm
was found in the ileum, approximately
1.5m from the ileocecal junction.
Following intestinal dissection, the mass
appeared clustered, with multiple granular
nodules (Figure 2). Postoperative pathology
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Figure |. Single-balloon enteroscopy image showing congestion and swelling of the local mucosa with

white spot-like changes on the surface.

Figure 2. Intestinal dissection revealed a clustered mass measuring approximately 6.5 x 4.5 x 0.9 cm, with

multiple granular nodules.

showed abundant diffuse proliferative
blood and lymphatic vessels in the stroma
of the small intestine mucosa and submuco-
sal areas, with partial dilatation (Figure 3).
A diagnosis of haemolymphangioma of the
small intestine (approximately 6.5 x 4.5 x
0.9 cm) was considered. In addition, two

reactive hyperplastic lymph nodes were
detected in the surrounding mesentery.
The diagnosis was ileal haemolymphan-
gioma with haemorrhage.

On 25 May 2020, 1 month after the
patient was discharged, routine blood
examination showed a haemoglobin level
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Figure 3. Partial small intestine specimens were observed by light microscopy following haematoxylin and
eosin (H&E) staining (magnification = 100 x) and showed abundant diffuse proliferative blood and lymphatic
vessels in the stroma of the small intestine mucosa and submucosal areas, with partial dilatation.

of 127¢g/L and a red blood cell count of
459 % 10'%/L  (normal  range: 3.5-
5.0 x10'2/L). The patient’s blood biochem-
istry was normal. A CT of the chest
and abdomen showed no obvious
abnormalities.

Discussion

Lymphangioma is a rare type of benign
lesion caused by abnormal development of
lymphatic system. It may be caused by an
abnormal interruption of the connection
among lymphatic vessels, leading to lymphat-
ic fluid reflux obstruction, accumulation of
fluid in the local lymphatic vessels, and grad-
ual formation of cystic tumour-like expan-
sion.”!” Based on the degree of lymphatic
dilation, lymphangioma can be divided into
three types of capillary lymphangioma: cav-
ernous lymphangioma, cystic lymphangioma,
and haemolymphangioma.’
Haemolymphangioma, also known as
vascular tumour, is a clinically rare lym-
phangioma that originates from mesenchy-
mal tissue, and it is composed histologically
of both vascular and lymphatic compo-
nents.'"'> Haemolymphangioma is now

considered to be a congenital benign
tumour.'® It has an incidence of about
1.2% to 2.8% in neonates, occurring in
both males and females, with no difference
in incidence."”> Approximately 90% of
patients are diagnosed before the age of
2 years, and about 60% are born with cor-
responding symptoms such as gastrointesti-
nal bleeding and intestinal obstruction.
Furthermore, secondary haemolymphan-
gioma can develop from poor drainage of
lymphatic fluid caused by infection,
trauma, or surgery.'?

In our case, the possibility of primary
haemolymphangioma  was  considered
because the patient had no previous history
of intestinal surgery or trauma. The patient
may have had haemolymphangioma for
many years without clinical symptoms and
was eventually diagnosed because of ulcer-
ation and bleeding on the tumour surface.
Our literature review suggests that haemo-
lymphangioma can be located in the spleen,
pancreas, liver, mediastinum, spine, and
other areas, but is extremely rare in the
small intestine. Fang et al.'* first reported
small intestinal haemolymphangioma in
2012. Xiao et al.'® found six reports of
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small intestinal haemolymphangioma from
2010 to 2019, in which the tumours
were located in the proximal jejunum or
duodenum, with anaemia caused by gastro-
intestinal haemorrhage as the primary clin-
ical symptom. At present, we can find no
relevant literature about ileal haemolym-
phangioma. In addition to causing gastro-
intestinal haemorrhage, small intestinal
haemolymphangioma can also compress
adjacent organs because of tumour growth
and cause abdominal pain, abdominal dis-
tension, intussusception, intestinal obstruc-
tion, and other symptoms.'*'® However,
these symptoms lack specificity.

Regarding intestinal haemolymphan-
gioma, reaching the correct diagnosis pre-
operatively is challenging because of the
low incidence rate and the lack of specific
clinical findings. Haemolymphangioma
generally presents as a solid or cystic
tumour (few of which are completely
cystic). The cystic part may be caused by
the expansion and fusion of the vascular
cavity, whereas the solid part may be resid-
ual extruded vascular tissue.'” For tumours
with abundant blood vessels, enhancement
in the cystic wall and septum can be
observed by CT, especially in the venous
and delayed phases.'® However, in our
patient, we observed no obvious abnormal-
ities in the small intestine by CT angiogra-
phy, which may be attributed to the small
tumour volume, the relatively low degree
of tumour vascularisation, or the slow
blood flow caused by vascular dysplasia.
Furthermore, magnetic resonance imaging
(MRI) can be useful to determine the
relationship between the tumour and its
surrounding tissues, as well as the degree
of infiltration. The cystic component
shows mainly low or slightly low signal on
T1-weighted imaging and high signal on
T2-weighted imaging, which is generally
associated with the proportion of blood
and lymphatic vessels in the tumour. In
addition, endoscopy plays an important

role in diagnosing small intestinal haemo-
lymphangioma. Among these methods,
capsule endoscopy has advantages: it is a
simple, non-invasive, painless, and relative-
ly safe operation, and it has become a first-
line examination approach for diseases of
the small intestine.'"” However, there may
be complications, including capsule reten-
tion, and its uncontrolled operation
depends on gastrointestinal peristalsis,
which may reduce the observational accura-
cy of capsule endoscopy, with blind areas
preventing photography. Enteroscopy has a
higher diagnostic value for small bowel dis-
eases. According to the Chinese Guideline
for Clinical Application of Enteroscopy,
for patients with positive results during cap-
sule endoscopy, enteroscopy not only yields
a more intuitive and comprehensive picture
of the lesion’s characteristics but can also
determine its nature through endoscopic
biopsy.> Enteroscopy can be used to local-
ize the lesion, such as by placing titanium
clips around the lesion. If necessary, endo-
scopic treatment can be carried out simulta-
neously with the lesion located and marked.

In our case, no abnormality was found
using gastroscopy, suggesting a small intes-
tinal haemorrhage of unknown cause.
Following localisation of the lesion by
capsule endoscopy, we carried out single-
balloon enteroscopy, discovering active
bleeding on the lesion’s surface.
Adrenaline (1:10,000) spray was applied to
stop the bleeding, and a titanium clip was
used as an identification marker for
surgery. We reviewed and summarised
endoscopic images of small intestinal haemo-
lymphangioma reported in the past 10 years.
According to the results, the focus mainly
manifests as multiple polypoid or an irregu-
lar yellowish-white protrusion, with localised
erosion or ulceration, and dense, white spot-
like surface changes."'*!> Because there are
abundant vascular components in haemo-
lymphangioma tumour, biopsy can easily
cause or aggravate bleeding. With respect
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to the aforementioned details, considering
the possibility of small intestinal haemolym-
phangioma and avoiding biopsy in this case
are necessary.

Several studies indicate that haemolym-
phangioma is generally localised and
non-invasive.'*'® However, a few reports
describe infiltration of adjacent organs in
haemolymphangioma. For example, Sun
et al.?! found lesion invasion of the mesen-
tery and omentum of the transverse colon
with duodenal and superior mesenteric
artery adhesions in a patient who under-
went surgical excision for giant pancreatic
haemolymphangioma. Toyoki et al.*
reported a case of duodenal invasion by
haemolymphangioma of the head of the
pancreas, leading to gastrointestinal bleed-
ing. Surgery is considered the most effective
choice for treating haemolymphangioma,
and radical resection is necessary to prevent
its recurrence. In addition, complete resec-
tion should be considered in case of adhe-
sion or invasion of tumour to surrounding
organs.'*** The recurrence rate of haemo-
lymphangioma is 10% to 27% after radical
resection and 50% to 100% after partial
resection.® In terms of haemolymphan-
gioma of the digestive system, endoscopic
treatment can be considered in addition to
surgery. For instance, Xiao et al.'® reported
a case of jejunal haemolymphangioma with
haemorrhage that was treated by endoscop-
ic sclerotherapy. One-year postoperative
follow-up results with endoscopy revealed
that the focus had disappeared, and only a
few white spots remained on the mucosal sur-
face. Furthermore, in some cases, endoscopic
mucosal resection or endoscopic submucosal
dissection has been performed for oesopha-
geal haemolymphangioma with submucosal
eminence, with good results.”**

In summary, we report here a rare case
of ileal haemolymphangioma with non-
specific clinical signs. Gastrointestinal
bleeding was our patient’s initial symptom,
and was not accompanied by abdominal

pain and distension and intestinal obstruc-
tion. Capsule endoscopy and enteroscopy
are valuable in reaching a diagnosis for
this tumour type. A diagnosis of haemo-
lymphangioma can be considered in case
of multiple irregular bumps and dense
white spots on the lesion’s surface; however,
pathological examination is still required
for final diagnostic confirmation. At pre-
sent, surgical resection is the main choice
for treating haemolymphangioma, although
endoscopic treatment such as argon plasma
coagulation or sclerotherapy can be
attempted. Long-term follow-up is impor-
tant in the later stages of the disease.
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