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Abstract

Background: Macrocystic lymphatic malformation is a rare benign skin disorder, especially the anogenital area,
which covers less than .5% of the reported cases. It can cause vesicular and papular lesions on the face, trunk,
extremities, and, less frequently, anogenital areas. Although there are currently several therapeutic options, surgical
excision is the most widely used, considering the lowest recurrence rate.

Case presentation: In this article, we describe the case of a 15-year-old male patient who presented with
herpetiform skin lesions, corresponding to the diagnosis of macrocystic lymphatic malformation, in the lower
region of the right buttock. After confirmation of the diagnosis by histopathology, surgical excision was performed
with a tensor fascia lata graft, with successful aesthetic and functional results.

Conclusions: Considering the diagnosis of macrocystic lymphatic malformation is of utmost importance, although
its presence is unusual, to differentiate it from other herpetiform lesions. Despite the existence of multiple
approaches today, definitive treatment with surgical extraction is necessary, both to improve the cosmetic aspect
and to prevent associated complications. It is suggested that histopathological and imaging diagnostic tools be
used as a routine element, in order to increase therapeutic success, as well as decrease the risk of recurrences.

Evidence-based medicine ranking: Level IV
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Background
Lymphatic malformations are low-flow vascular abnor-
malities of the lymphatic system, occurring in 2.5 to 5
individuals per 100,000 live births [1]. Lymphatic malfor-
mations are unusual and benign proliferation, among
which 3 types can be distinguished: circumscribed,

cavernous, and cystic (as well as mixed forms). Macro-
cystic lymphatic malformation (MLM) formerly known
as lymphangioma circumscriptum (LC) is considered
primary (or congenital) if it is present at birth or if it de-
velops in early childhood and secondary (or acquired) if
it is caused by altered lymphatic flow [1, 2]. Lymphan-
giomas are described as rare compared to hemangiomas;
however, it is important to think about them in order to
make an early diagnosis, as well as to provide the patient
with a clear perspective of his or her prognosis, taking
into account that there is a high percentage of recur-
rences after treatment [3]. The goal of treatment is to
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maintain functionality, control associated symptoms,
and preserve aesthetic integrity [4, 5]. Depending on the
location and extent of the injury, lymphatic malforma-
tions can compromise vital functions. Up to 75% of
lymphatic malformations are found in the cervicofacial
region [6], and with reduced frequency, we can find
them in the chest/axilla, mediastinum, retroperitoneum,
buttocks, and anogenital region [7]. Treatment modal-
ities include observation, surgery, sclerotherapy, and
drug treatment [8], and the decision to use any of them
must consider risks and benefits. Although the use of
sclerotherapy has become popular in recent decades, the
first-line treatment for cases where the extent of the le-
sion and functional limitation is important continues to
be surgery. In these cases, complete resection with the
appropriate surgical technique will be the most import-
ant point for a favorable prognosis [9, 10]. Our objective
is to present the surgical approach performed in a case
of macrocystic lymphatic malformation, presented in the
right gluteus, this being an unusual region.

Case presentation
Consider a [11]year-old male patient with no signifi-
cant medical history. He manifests first clinical data
at the age of 9 years, with the appearance of punc-
tate lesions in the epidermis of the right gluteus,
presenting bleeding and pain when rubbing. The le-
sions were managed by the dermatology service
using cryosurgery, with apparent success; however, 2
years later, the lesions recurred, presenting a higher
growth rate. On this occasion, the lesions presented
herpetiform characteristics, with dimensions of 20 ×
10 cm (Fig. 1) and a murmur in the middle third of
the lesion, at the linear Doppler signal.
A biopsy of the lesion was taken, with the following

histopathological report: hyperkeratotic epidermis with
focal acanthosis, dermis with dilated vascular lumens,
and eosinophilic material inside suggestive of macrocys-
tic lymphatic malformation [12]. The department of vas-
cular surgery and hemodynamics performed a diagnostic
angiography, observing the right hypogastric artery with
multiple dependent and collateral branches towards the
gluteal region. Subsequently, a magnetic resonance was
performed (Figs. 2 and 3), where multiplanar acquisi-
tions are made at the level of the right thigh, in T1 and
T2 sequences with fat suppression, reporting a lesion
compatible with lymphatic malformation in the subcuta-
neous cutaneous plane of the right gluteal region, with-
out data of extension towards deep planes, without
evidence of prominent vascular structures or calcifica-
tions that suggest phleboliths. The muscular structures
were found intact, as well as both femurs and aponeur-
otic tracts. Finally, the 20 × 10 cm lesion was cleavage,
with margins of 2 cm and the vascular bed was ligated.

A reconstructive method was decided as rotation flap
over fascia latae graft right of the defect right buttock.

Surgical technique
The tensor fascia latae flap is a type I muscle-fascio-
cutaneous flap, based on the transverse branch of the
lateral circumflex femoral artery and its concomitant
veins. The muscle is innervated by the superior gluteal

Fig. 1 Macrocystic lymphatic malformation in the right buttock with
herpetiform characteristics

Fig. 2 Right thigh MRI
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nerve and the cutaneous territory by branches of T12 in
the upper part and the lower part through the lateral
femoral cutaneous nerve (L2-3). It is indicated mainly in
defects secondary to pressure ulcers at the trochanter
and ischial level [13–15].
The anterior superior iliac spine (ASIS) and the anter-

ior border of the lateral femoral condyle were taken as
reference points; a line was drawn between these 2
points and this represented the anterior border of the
flap (Fig. 4).
The skin graft can be extended 8 to 15 cm after this

line. The distal edge of the skin graft can be located up
to 40 cm below the ASIS. The pedicle is located 10 cm
below the ASIS on the axis between the ASIS and the
patella (this point is commonly [15] to 15 cm lateral to
the pubic tubercle). The incision is made at the level of
the distal edge, until the fascia which is incised is
evident.
The incisions are continued at the medial and lateral

levels in a subfascial plane, on the vastus lateralis
muscle, and in a superior direction (Fig. 5). At the mo-
ment the 10 cm below the ASIS is reached, it is readily
evident of the vascular pedicle in most cases, and it is
not necessary to separate the origin of the muscle; how-
ever, it is sometimes necessary to realize it for better ro-
tation arc and avoid ears of dog (Figs. 5 and 6). The flap
can also be designed as a V-in-Y flap primarily to cover
trochanteric defects. The base of the V is the edge of the
debrided ulcer. The flap is designed in a V shape and
the skin, muscle, and fascia are incised. There is a need
to release the insertions of the muscle and then proceed
to advance and close in a Y-shape, which in the case of
our patient was taken and applied graft to avoid exces-
sive tension due to the covered area.
If a functional transfer is required, a branch of the

superior gluteal nerve is exposed and dissected be-
tween the gluteus medius and gluteus minimus mus-
cles in its proximal portion, on the posterior surface
and the deep plane of the hilum. The vascular
branches of the pedicle are identified and ligated for

the neighboring muscles, including the gluteus minus
and the vastus lateralis (Fig. 7). The tensor fasciae
latae (TFL) muscle is separated from the vastus later-
alis, rectus femoris, sartorius, and gluteal muscles.
The small vascular branches for these muscles must
be ligated and care must be taken to preserve the
branches of the superior gluteal nerve for the gluteal
muscles. Pedicle dissection continues until the desired
length is obtained, usually 4–6 cm (after fully releas-
ing the muscle, the lateral circumflex femoral artery
can be dissected down to the deep femoral artery for
extra length when necessary). After pedicle isolation,
the muscle is separated from its origin (ASIS) and the
muscle flap is raised supported by its vascular or neu-
rovascular pedicle. To reduce the volume of the flap
or reduce the morbidity of the donor area (depression
of the contour in the upper lateral region of the
thigh), a small portion of the muscle can be obtained
according to the requirement of the defect. This can

Fig. 3 Magnetic resonance imaging

Fig. 4 Reference points
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be provided by including only the muscle around the
pedicle for the flap (hilum) and below it and preserv-
ing the superior, anterior, and posterior portions, even
a small piece. The donor area is generally closed by
skin grafts (Fig. 8). The postoperative period was un-
eventful and the patient was discharged from the hos-
pital 10 days after surgery (Fig. 9). Finally, at 10
months, we could see that the flap and the graft were
successfully integrated (Fig. 10). The patient showed
good post-surgical tolerance, and there were no ad-
verse events or unexpected incidents.

Discussion
Lymphatic malformation appears more frequently in
children under 1 year, slightly diminishing its incidence
to 5 years, and gradually decreases to 16 years [15];
coupled with this and its location (lower region of the
gluteus), the case presented here is an extremely unusual
form of lymphangioma, being more frequent in the head,
neck, and armpit. As previously mentioned, LC in the
genital or perianal areas are rare and have been reported
more commonly in women than in men. Akhavan et al.
[11] after an exhaustive review found only 35 cases

reported in the literature of vulvar LC and made the re-
port of a 33-year-old patient, who underwent surgical
excision. Akhavan and others agree that, in order to
make the diagnosis certainty, as well as to decide the
therapeutic conduct, we must resort to laboratory and
imaging methods such as computed tomography (CT),
magnetic resonance (MR), and histopathology, differen-
tiating LC from a possible herpes zoster, molluscum
contagiosum, hydrogenitis, liomioma, and genital warts.
In our patient, the diagnosis of LC was performed
histopathologically.
Currently, there are various treatment modalities, such

as radiofrequency ablation, sclerotherapy, ablative lasers,
and surgical excision of the superficial and deep compo-
nents to prevent recurrence of the lesion, which is the
most common postoperative complication with a recur-
rence rate up to 25–50% in the first 3 months [16]. It is
necessary to observe the individual pathological charac-
teristics in order to decide the type of treatment to be
used, taking into account the high recurrence rate. Ini-
tially, our patient underwent cryosurgery; however, 2
years later, he presented a recurrence with herpetiformis

Fig. 5 Middle and lateral incisión
Fig. 6 Proximal dissection of the flap on the vastus lateralis muscle,
in the subfascial plane
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lesions, which involved a larger tissue area. It has been
described that, for cases, such as the one presented here,
the surgical modality presents a success rate higher than
75% [17].
Mosche et al. have reported the successful use of a

combination of radiofrequency current and 900-nm
diode laser in the treatment of six LC patients [18]. Not-
withstanding the decided technique, the main objective
of the treatment must always be to eliminate or destroy

Fig. 7 Gluteal dissection

Fig. 8 Y-graft, closure of the donor area with adjacent skin tissue

Fig. 9 Image of the patient after 14 days of recovery. Right thigh

Fig. 10 Image of the patient at 14 days of recovery. Right gluteus
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the diseased lymphatic and subcutaneous components
that serve as a nest for recurrence.
The TFL muscle was first used by Wangensteen in

1934 as a pedunculated flap without overlying skin to re-
pair large hernial defects. The TFL muscle has a single
dominant pedicle (Mathes and Nahai type I muscle) that
sends musculocutaneous perforators to irrigate the over-
lying skin. In large defects, as was the case in our pa-
tient, functional reconstruction can be achieved with
vascularized thigh tissue. It has been demonstrated that
there are no significant functional or aesthetic sequelae
in the donor areas, even when fasciocutaneous flaps are
used [19].
One of the strengths was being able to have received

and cared for our patient with a plastic surgery team in
a tertiary hospital; unfortunately, these cases could
present later in areas where there is not necessarily ac-
cess to a team to perform this type of intervention.
Therefore, we consider it important that this approach
be disseminated, which may be useful as an option for
other colleagues with similar cases.

Patient perspective
The presence of lesions of the LC type causes a notable
deterioration in the quality of life, especially due to its
location (gluteal region), for which the patient refers to
the follow-up visits having relieved not only a physical
discomfort but also a favorable impact on their quality
of life. There is now more comfort to sit, walk, and play.
In the words of our patient, living with pain is not life.

Conclusions
The case presented is about an unusual presentation of
circumscribed lymphangioma in the right gluteal region.
Despite the existence of multiple approach options
today, definitive treatment with surgical removal is ne-
cessary, both of them to improve the cosmetic appear-
ance and to prevent associated complications. It is
suggested that, as a routine element, histopathological
and imaging diagnostic tools (CT and MR) be used, in
order to increase therapeutic success, as well as decrease
the risk of relapses.
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