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Introduction 
 

Mucormycosis cause acute, invasive and fre-
quently fatal infections in susceptible patients. 
The most common clinical forms of mucormyco-
sis were rhinocerebral, pulmonary, and cutane-
ous. Rhizopus species were the most prevalent, 
followed by Mucor species (1). The majority of 
patients developing mucormycosis reported have 
immune deficiency. High mortality rate of ad-
vanced mucormycosis, early diagnosis and treat-
ment may significantly improve survival rates. 
Wegener's granulomatosis is a rare vasculitis of 
small and medium-sized vessels affecting mainly 
the upper and lower respiratory tracts and kid-
neys (2). The clinical presentations generally in-
clude cough, hematuria, hemoptysis, and other 
organ-related manifestations (3, 4). 
The patients are usually treated with a combina-
tion of corticosteroids and cyclophosphamide or 
other immunosuppressors (such as methotrexate 
and mycophenolate mofetil) (5, 6). This matter 
would result in increased rate of opportunistic 
infections (7, 8). Mucormycosis is an example of 

such fungal infections. However, the skin in-
volvement is rare (9). A diagnosis of mucormyco-
sis was established, 
Based on the clinical, radiological, and histo-
pathological study definitive diagnosis is accord-
ing to the biopsy and culture of suspicious tissues 
(10). Correct diagnosis would result in prompt 
anti-fungal therapy and modification of immuno-
suppressor regimens accompanying with removal 
surgery (8). However, the fungal infection mimics 
the clinical manifestations of Wegener's diseases 
leading to neglected course of the infection and 
subsequent morbidity and mortality especially if 
unusual organs be involved (11).  
In this paper, we report a case of neglected skin mu-
cormycosis and the course of the disease and out-
come in a patient with Wegener's granulomatosis. 
 

Case Presentation 
A 21-year-old female patient was referred to a 
general training hospital, Tehran, Iran in 2013 
due to cough and skin lesions initiating from 
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lower abdomen spreading to medial part of right 
shin. The cough and rhinorrhea were begun since 
20 d ago and two weeks later the erythematous 
plaque with hemorrhagic bulla was presented in 
lower abdomen (Fig. 1). Three days after admis-
sion, the skin lesions were extended and the ab-
dominal pain was initiated. 
 

 
 

Fig. 1: Erythematous plaque with hemorrhagic 
bullous lesion on abdomen 

 
The study was approve by Ethics Committee of 
Iran University of Medical Sciences, Tehran, Iran. 
The patient had known as Wegener's granulo-
matosis since four years ago. She also had ane-
mia, arthritis, and arthralgia. She has also 
admitted two years ago for hematuria and hem-
optysis. Patient had negative history for smoking, 
addiction, diabetes mellitus, and allergy. Never-
theless, anemia was present in her with a suspi-
cious bone marrow aspiration sample. 
The patient was receiving mycophenolate mofetil 
(500 mg three times a daily, cotrimoxazole (two 
tablets at bedtime) and methylprednisolone (20 
mg three times a day). The findings in laboratory 
tests were as below; hemoglobin 8 gr/dl, BUN 
34, creatinin 2.1, positive CRP, ESR 90 
mm/hour, positive Anti-PR3 and negative ANA, 
positive blood culture for Staphylococcus aureus, 
hematuria, proteinuria, and glycosuria. 
During recent admission, the skin lesions and 
productive cough were developed. However, the 
vital signs were normal. There was a low-grade 
fever. A fine crackle was heard at upper chest 

considered because of Wegener's granulomatosis-
related cavity in lung initially seen in at first ad-
mission. The ulcerative skin lesions and accom-
panied ecchymosis were seen at lower abdomen 
and right shin. These were expanded after corti-
costeroid and cyclophosphamide therapy. Histo-
logical examination of deep incisional biopsies of 
skin lesion revealed infiltrating lymphocytes, neu-
trophils, multinucleated giant cells. Hematoxylin-
eosin (H&E) and periodic acid Schiff (PAS) 
staining showed numerous broad, aseptate and 
irregularly branched fungal hyphae indicative of 
mucormycosis deposited within the hypoderm 
and vessel wall (Fig. 2). Ten days after admission 
acute respiratory distress was developed leading 
to admission in intensive care unit. After 24 h, 
the patient was expired due to cardiopulmonary 
arrest and 45 min cardiopulmonary resuscitation 
was ineffective. The final CT-scan revealed ex-
tensive alveolar hemorrhage. 
 

 
 

Fig. 2: Mucor hyphae in the vessel wall and necrotic 
tissue (The H & E staining of the skin lesion (×100) 

 

Discussion 
 
The presented case in this paper was a patient 
with Wegener's granulomatosis manifesting with 
progressive fungal skin lesions due to mu-
cormycosis. Despite four-year slow-progressive 
Wegener's granulomatosis, rapid presentation of 
skin lesions and sudden acute respiratory distress 
leading to expiration was an unusual manifesta-
tion. On the other hand, skin mucormycosis as 
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the cause of rapid progression is a rare phenom-
enon in patients with Wegener's granulomatosis. 
Mucormycosis can mimic the relapse phase of 
Wegener's granulomatosis (11). A known case of 
Wegener's granulomatosis, with sinus mu-
cormycosis, successfully was treated with 
amphotericin B surgical debridement, and intra-
venous immunoglobulin (12). However, in their 
study, the patient was not neglected. In addition, 
four infectious cases were diagnosed in patients 
with Wegener's granulomatosis and they also 
were not neglected. However, so far has no case 
of Wegener's granulomatosis with skin mu-
cormycosis has been reported (13). However, 
some cases of skin mucormycosis were reported 
in patients with malignancy (14). 
Dermatological manifestations of Wegener's 
granulomatosis were reported as purpura, ulcers, 
nodules, necrotic papules, gingival hyperplasia, 
pustules, and palpebral xanthoma (15, 16). This 
wide-spectrum range of skin manifestations 
would lead to misdiagnosis of infectious cases as 
well as our presented case. It may be more dis-
couraging especially for the infections such as 
mucormycosis, which is less seen with skin mani-
festations. Skin disease can be very invasive local-
ly and go through the skin and subcutaneous tis-
sues into the adjacent muscle and fascia (17-20). 
 

Conclusion 
 
With consideration of the rare skin manifestation 
of the mucormycosis in a background history of 
Wegener's granulomatosis with cutaneous 
presentation in current presented case, the au-
thors emphasize the role of definitive differentia-
tion between symptoms of vasculitis diseases 
such as Wegener's granulomatosis and those de-
veloped as iatrogenic adverse effects of immuno-
suppressive therapy. 
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