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 Case Report 

Elephantiasis Nostras Verrucosa of the Lower Limb:  
A Case Report and Literature Review

Abdelkarim Kharroubi, MD, Kenza Benzmane, MD, Oumaima Lakhal, MD, and  
Lahcen Kaddouri, MD

Elephantiasis nostras verrucosa (ENV) is a rare complication 
of chronic lymphedema, leading to progressive cutaneous 
hypertrophy and disfigured lower extremities. We present 
an unusual case of a 79-year-old man with ENV, who had 
an episode of erysipelas treated and cured with antibiotics. 
The patient presented with progressive painless lymph-
edema of the lower limb years ago, complicated with skin 
changes. The biology and radiology test does not objective 
any causes. The compression therapy was proposed to the 
patient. ENV is characterized by lymphedema and skin 
anomaly. Management of ENV is often challenging, but a 
variety of successful medical and surgical treatment strate-
gies have been reported.

Keywords: elephantiasis nostras verrucosa, lymphatic sys-
tem, compression therapy

Introduction
Elephantiasis nostras verrucosa (ENV) is a rare compli-
cation of the chronic obstruction of the lymphatic sys-
tem. Many causes, such as tumor obstruction, radiation 
trauma, hypothyroidism, chronic venous stasis, and some 
infections, except filariasis, can lead to the development 
of ENV.

We report a case of ENV and present a review of the lit-

erature to discuss the epidemiologic, diagnostic, therapeu-
tic, and evolutionary aspects of this pathology.1) The few 
cases discussed had in common the elementary lesions in 
dermatological semiology such as nodules, hyperkeratosis, 
cobblestone appearance, and nonpitting edema. There are 
no guidelines for this pathology, some physicians treat 
their patients with contention and observe the improve-
ment of their symptoms, others prefer wound care, and 
few staff members use surgical procedures. Concerning 
pathogenicity, the most common hypothesis is a vicious 
cycle of recurrent infection and swelling that causes in-
flammation of lymphatic vessels, which increases lymphat-
ic stasis. Consequently, fibroblasts and collagen proliferate 
on the skin. Almost all of the organisms that cause these 
disorders are streptococcal infections, more than staphylo-
coccal. The finding that some risk factors can increase this 
disease should prompt primary care health professionals 
to make the diagnosis earlier for a better result and to 
prevent this complication.

Case Report
A 79-year-old man presented to the emergency depart-
ment with progressive swelling and heaviness of the lower 
limbs, which had evolved over the past four years. He 
did not complain of any other symptoms. His medical, 
surgical, travel, and family histories were unremarkable. 
He described this disease as not painful, but it had been 
bothering him a lot, to the point that he could not wear 
shoes or walk properly anymore. The patient mentioned 
that he had a soft tissue infection of the same limb treated 
with antibiotics a few years ago.

On physical examination, his lower extremities had 
a discrete edema localized on the feet, with lichenifica-
tion of the entire limb. The skin was indurated and had 
cobblestone-like papulonodules and crusts (Figs. 1A and 
1B). In addition, we observed a superficial ulcer on the 
medial side of the left leg, exactly on the supramalleolar 
area. Moreover, the bones of the toes of his both feet were 
deformed (Fig. 1C). Palpation of the lower limb pulses 
was impossible because of skin induration. His weight 
was 90 kg, and his height was 169 cm.
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Complete blood count (CBC), C-reactive protein and 
blood sugar levels, and liver and renal function tests were 
within the normal range. Lower extremity venous ultra-
sound ruled out the presence of deep and superficial vein 
thrombosis.

Feet X-ray revealed bone architecture deformation and 
subluxation at the metatarsophalangeal joint (Fig. 1D). 
Magnetic resonance imaging and radionuclide lympho-
scintigraphy were prescribed but were not conducted 
because the patient does not have any health insurance. 
On the basis of this result, we eliminated all other organic 
pathology, and the final diagnosis was ENV.

The patient was managed with compression therapy 
and a sterile dressing for his ulcer. In addition, we edu-
cated him and encouraged him to increase ambulation, 
elevate his legs, and reduce his body weight. However, his 

symptoms did not substantially improve because of poor 
treatment compliance. He was given an appointment, but 
the patient did not come back to his next appointments.

Discussion
ENV is a rare complication of the chronic obstruction of 
the lymphatic system, often as a result of an untreated 
chronic nonfilarial infection. This disease causes abnormal 
enlargement and deformation of the lower limb, resulting 
in severe disability and social stigma.

There are only a few reports of ENV worldwide. In 
Table 1, we summarize the literature on ENV of the lower 
legs not related to tropical elephantiasis.

The pathophysiology of ENV is still not clear, but it was 
observed that the chronic accumulation of the lymph and 

Fig. 1 (A) Crusts and cobblestone-like papulonodules on the right leg, (B) swelling and 
cobblestone-like papulonodules on the left leg, (C) deformation of the toes, and (D) 
X-ray showing bone architecture deformation.

Table 1 The differential diagnosis of ENV

Diagnosis Presentation

Lymphatic filariasis

Bacterial infection, tropical region. 
Lymphedema, hydrocele, hyperkeratosis, nodule, and papillomatous hyperplasia. 
Stemmer sign. 
Intertrigo, ulcers.

Lipedema

Accumulation of fat. 
In the low part of body, sparing the feet. Bilateral, symmetrical. 
Negative Stemmer sign. 
No epidermal changes.

Lipodermatosclerosis

Venous stasis. 
Hyperpigmentation. 
Proximal leg edema and distal swelling. 
Inverted bottle appearance.

Papular mucinosis
Waxy papules and plaques. 
Slightly reddish or skin-colored, dome-shaped, or flat papule.

Pretibial myxedema
Thyroid dermopathy. 
Plaques on the anterior tibia and dorsum of the feet. 
Pink or purple-brown papules or nodules, nonpitting edema.

Stewart–Treves syndrome
Angiosarcoma. 
Purple-red papule. 
Complications: edema, ulceration, infection, hemorrhage.
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protein-rich interstitial fluid in the tissues increases the 
volume of the limb and causes tissue deformations. Many 
cases develop lymphangitis due to fibroblast proliferation, 
which causes the fibrosis of the dermis and subcutaneous 
tissues, which decreases the local immune system. As the 
infection-associated inflammation leads to the fibrosis of 
the lymphatic system, lymphedema progresses.2)

Many etiologies can cause chronic lymphatic obstruc-
tion, such as tumor obstruction of lymph nodes, trauma, 
radiation, infection, and chronic venous stasis. Some risk 
factors are determined, such as obesity, type 2 diabetes, a 
history of infection, and a low socio-cultural level.

In 1969, Castellani3) described and classified elephantia-
sis into four subtypes:
1) Elephantiasis tropica—due to filariasis.
2) Elephantiasis nostras—due to infection.
3) Elephantiasis symptomatica—due to mycotic, syphi-

litic, tuberculoid, neoplastic, or traumatic causes of 
lymphatic obstruction.

4) Elephantiasis congenita—associated with inherited dis-
orders such as Milroy’s disease.
The diagnosis of ENV is based on the history of the 

patient, physical examination, and characteristic skin 
findings: hyperkeratosis, dermal fibrosis, and nodules that 
have a cobblestone appearance. The skin may develop a 
malodorous smell due to chronic colonization by bacte-
ria and fungi. On the basis of the clinical findings only, 
the characteristic physical signs found in ENV are limb 
swelling, lichenification, and indurated cobblestone-like 
papulonodules, a sign of Kaposi–Stemmer.4)

The differential diagnosis of ENV must be eliminated, 
as lipedema, lipodermatosclerosis, papular mucinosis, 
papillomatosis cutis carcinoides, pretibial myxedema, 
Stewart–Treves syndrome (Table 1).

Complementary exams like standard blood test or 
venous ultrasound can help in determining the cause of 
chronic lymphatic obstruction. Some physicians conduct 
skin biopsy to search for architectural anomalies, and oth-
ers conduct lymphoscintigraphy to evaluate the lymphatic 
system. In our case, there was no history of familial and 
filarial lymphedema. Recurrent infections reported by the 
patient could be the only cause of this complication, in-
cluding the risk factor that he had. Currently, there are no 
analyses used to assess the significance of different factors 
that could cause or increase this clinical situation.

There are no consensus and no guideline for treating 
ENV. Early diagnosis may yield satisfying results and may 
make the treatment less difficult.

Compression therapy is the main treatment with the 
best results because it reduces capillary filtration, mini-
mizes the accumulation of fluid, and improves lymphatic 
transport capacity.

Extremity amputation may be indicated if there is se-

vere limb deformation or infection.
The recommendations for reducing the swelling of 

lymphedema–elephantiasis are4) the following:
1) Limb elevation
2) Manual lymphatic drainage
3) Pneumatic compression devices
4) Multilayer lymphedema bandaging
5) Compression garments
6) Exercise.

The other treatments that can be used in ENV are skin 
debridement and managing the underlying disease. In the 
literature, they related the following to managing ENV:
1) Hyperkeratosis is treated locally using 5% salicylic 

ointment.
2) Antifungal drugs are applied locally in cases of fungal 

infection but for a short time.
Damstra et al.5) described 28 patients with primary 

lymphedema and ENV. Almost all had episodes of ery-
sipelas. They treated them with surgery and strict use of 
compression garments and toecaps.

For surgery management, some surgery proposes dif-
ferent techniques. Coriddi et al.6) used lymph nodes 
transplanted on 15 patients with secondary lymphedema, 
which improved their symptomatology.

Kibadi et al.7) managed a female patient suffering from 
elephantiasis of an ulcerated leg with fascio-lymphan-
giectomy and preservation of the skin, combined with 
compression therapy. The result was satisfactory, and the 
patient can use shoes and can move normally.

Motegi et al.8) treated their patients with lymphati-
covenular anastomosis; one of the presented with ENV of 
the lower leg. They reported a remarkable improvement in 
skin lesions and a reduction of lymphedema.

Turhan et al.9) reported a patient with ENV compli-
cated by chronic tibial osteomyelitis because of the severe 
infection of the soft tissues surrounding the tibia, and 
after evaluating all treatment modalities, they decided to 
amputate the leg.

In Table 2, we summarize the main features of the cases 
reported in the literature.

Conclusion
ENV is a rare pathology characterized by spectacular limb 
deformation as a consequence of chronic lymphatic ob-
struction. This condition must be recognized and treated 
early to avoid limb deformation and loss.

Informed Consent Statement
Consent was obtained from the patient for the publication 
of this report, including the use of images.
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