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Abstract
Background: Hemolymphangioma is a rare vascular and lymphatic malformation that poses diagnostic and therapeutic
challenges.

Treatment depends on the severity and location. Electrocoagulation and other physical modalities may offer temporary relief
for superficial lesions. Hemolymphangioma management requires a multidisciplinary approach due to its complexity.
Given its rarity, each case contributes valuable insights into optimal management strategies.

Case Presentation: A North African 10-year-old girl was presented with congenital right-sided gluteal asymmetry, which
progressively evolved with the appearance of a painful, bleeding perianal lesion. Clinical examination revealed lymphangiectasias
overlying a port-wine stain, prone to bleeding upon minor irritation. Ultrasonography and MRI confirmed a hemolymphangioma
with a mixed cystic ymphatic component. Electrocoagulation was performed to control superficial bleeding while preserving
the infiltrative subcutaneous component for ongoing clinical monitoring. To date, an eight-month follow-up has shown no
recurrence of superficial lymphangiectasias and no clinically significant increase in gluteal volume.

Conclusion: Hemolymphangioma is a rare and challenging entity that necessitates individualized management strategies.
A multidisciplinary approach is essential to optimize treatment outcomes, prevent complications, and improve the patient s

quality of life.
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Abreviation
MRI: Magnetic Resonance Imaging ; ISSVA : International Society
for the Study of Vascular Anomalies

1. Introduction

Hemolymphangioma is a rare benign tumor resulting from the
abnormal development of lymphatic and vascular structures,
typically present at birth [1]. Although most commonly found in the
head, neck, and extremities, perianal involvement is exceptionally
rare, with limited epidemiological data available. According to
the latest ISSVA (International Society for the Study of Vascular
Anomalies) classification guidelines (2023), hemolymphangiomas
fall under the spectrum of combined vascular malformations.

The clinical presentation varies widely, often leading to diagnostic
challenges. Perianal hemolymphangiomas may mimic other

vascular anomalies such as angiokeratomas, lymphangiomas,
hemorrhagic papillomas, and Klippel-Trénaunay syndrome,
necessitating thorough imaging studies. MRI remains the gold
standard for diagnosis, providing detailed assessment of lesion
extent and tissue involvement. Due to the complexity of its
management, treatment strategies are determined through a
multidisciplinary approach.

2. Case Report

A North African 10-year-old female patient presented with right-
sided gluteal asymmetry since birth. The condition progressively
worsened, with the emergence of a vesicular, bleeding, and
painful perianal lesion six months before consultation. The patient
experienced significant discomfort, particularly during flare-ups,
with recurrent episodes of bleeding triggered by minor mechanical
irritation, further impacting her daily activities. The psychological
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burden extended to her mother, her distress led to an overprotective
attitude, limiting her daughter’s outdoor playtime with friends
to prevent potential trauma to the lesion. However, the child’s
academic performance remained unaffected, with no disruptions
in school attendance.

The patient had no significant past medical history and had

never undergone any prior interventions or treatments for the
lesion. Clinical examination revealed multiple lymphangiectasias
overlying a port-wine stain in the right perianal region. The lesions
had a characteristic vesicular appearance, with a marked tendency
to bleed upon minimal friction (Figure 1 and 2). There were no
signs of secondary infection or systemic involvement.

Figure 1: Perianal lymphangiectasia before treatment

Figure 2: Clinical appearance during inflammatory flare prior to treatment.

To refine the diagnosis, a comprehensive imaging workup was
performed. Doppler ultrasonography identified a cystic lesion
with internal vascular flow, while MRI further characterized the

lesion as a hemolymphangioma with a mixed cystic lymphatic
component infiltrating the subcutaneous tissues (Figure 3).
Laboratory tests, including o-fetoprotein, carcinoembryonic
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antigen, CA19-9, and CA-125, were within normal limits, ruling
out malignant involvement. A biopsy was deferred due to the risk
of excessive bleeding and because imaging findings were sufficient
for diagnosis. The differential diagnosis included hemorrhagic
papillomas, vascular malformations, angiokeratomas, and Klippel-
Trénaunay syndrome, which were excluded based on clinical and
imaging findings.

Giventhe patient’s symptoms and the highrisk of recurrent bleeding,
electrocoagulation was performed to manage the superficial
lymphangiectasias (figure 4), ensuring effective local hemostasis
while preserving the infiltrative subcutaneous component of the
hemolymphangioma, which remains under clinical surveillance.

Postoperative care included wound monitoring, infection
prevention, and pain management. Electrocoagulation was
chosen over alternative modalities such as CO: laser therapy or
sclerotherapy due to its accessibility, and suitability for treating
localized superficial lesions.

At the eight-month follow-up, no recurrence of superficial
lymphangiectasias was observed, and there was no clinically
significant increase in gluteal volume. Initial surveillance consists
of clinical evaluations every three months, with an MRI planned
at one year of evolution to monitor lesion progression and assess
the need for further intervention. No adverse or unexpected events
occurred during follow-up.
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Figure 3: MRI showing a mixed cystic lymphatic component infiltrating the subcutaneous tissues.
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Figure 4: Clinical aspect during electrocoagulation treatment session

3. Discussion

Hemolymphangiomaisarare tumor characterized by developmental
anomalies of the lymphatic system associated with vascular
malformations. Superficial lymphatic malformations are often
visible at birth but may become apparent later, typically within the
first two years of life, often triggered by inflammatory episodes or
minor trauma [2]. Macrocystic lymphatic malformations manifest
as subcutaneous, round masses. These lesions, covered by normal
skin. Microcystic components may present as subcutaneous masses
beneath normal-colored skin or as lymphangiectasias which are
more prone to bleeding upon irritation.

In this case, the hemolymphangioma manifested as a perianal
lesion, a rare site for such malformations. To our knowledge,
no similar cases have been described in the literature. Common
locations for lymphangiectasias include the neck, proximal limbs
extending to axillary and inguinal regions, gluteal area, external
genitalia, and the tongue [3].

Dermoscopic examination typically reveals pink, red, brown,
or violaceous lacunae separated by pale septa. Histologically,
hemolymphangioma consists of dense fibrous tissue forming bands
between numerous vascular spaces, involving blood or lymphatic
vessels, and infiltrating subcutaneous fat [4].

Imaging interpretation must consider clinical findings to aid
diagnosis. Ultrasound is crucial for initial assessment, allowing
the exclusion of differential diagnoses. MRI remains the preferred
modality for evaluating anatomical extension, particularly in cases
with deep involvement, and is essential for therapeutic planning.

Macrocystic lymphatic malformations may pose a life-threatening

risk due to airway compression in cervicofacial locations and may
also cause functional impairments depending on their site.

Treatment is tailored according to the severity, location, and
characteristics of the condition [5]. When abstention is not an
option, first-line therapy for macrocystic lymphatic malformations
is sclerotherapy. The management of microcystic or mixed
malformations is more complex, relying on a multidisciplinary
therapeutic strategy, which may include sclerotherapy, physiotherapy,
surgery, sirolimus, or targeted therapy, either sequentially or in
combination [6].

In the present case, electrocoagulation of the superficial
lymphangiectasias was performed while preserving the infiltrative
subcutaneous component. Other physical modalities, such as CO2
laser or radiofrequency, may be employed but require repeated
sessions and provide only temporary relief. These treatments are
primarily indicated for cutaneous and mucosal lymphangiectasias,
as they effectively reduce lesion size and control bleeding.

This case highlights the complexities of managing perianal
hemolymphangiomas, where treatment strategies must be
carefully tailored to the lesion’s location and characteristics.
The multidisciplinary approach, including electrocoagulation,
was chosen as it offered the best balance between efficacy and
preservation of the deeper tissue components. Given the absence
of significant complications during the follow-up period, this
intervention appears effective, although further research and
longer follow-up are necessary to confirm its long-term outcomes.

4. Limitations
The case represents a single-center experience, which restricts the
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generalizability of the findings. Furthermore, the follow-up period
of eight months, while showing promising results, is too short to
assess the long-term recurrence and effectiveness of the treatment.
A longer follow-up and further clinical trials are needed to refine
treatment protocols of this rare condition.

5. Conclusion

Hemolymphangioma is a congenital vascular malformation. Due to
its rarity, only a limited number of cases have been documented in
the literature. Imaging modalities, including ultrasound and MRI,
play a crucial role in the comprehensive assessment of tumors and
the confirmation of diagnosis. Due to its complexity, treatment
strategies are established through a multidisciplinary consensus,
ensuring individualized care for each patient. This case is notable
for the rare localization of the hemolymphangioma, which
manifested as a perianal lesion, and it highlights the importance
of careful management and the need for a therapeutic approach
adapted to the resources available and tailored to the specific needs
of each patient. The goal remains to lead to favorable outcomes
and improved quality of life for patients.
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