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non-malignant lymphadenopathy, splenomegaly and 
autoimmune cytopenias. (2) It is the first autoimmune 
disease with a defined genetic basis. (3) The major 
causes of mortality and morbidity are severe autoim-
mune manifestations, hypersplenism, asplenia related 
sepsis and the development of lymphomas. (4) This 
rare disorder is caused by defects in the mechanisms 
that induce apoptosis of lymphocytes which leads to the 
accumulation of polyclonal population of T cells which 
express CD3 but do not have CD4 or CD8 markers. 
(5) ALPS is managed with steroids and intravenous 
immunoglobulins. If there is no response then my-
cophenolate mofetil (1200 mg/m2/day) or rituximab 
can be used. These patients should be followed up for 
significant cytopenias and increase in size of lymph 
nodes. Serial PET scan and lymph node biopsy should 
be done if there is suspicion of lymphoma. (4)
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ERythEmA multIFORmE – A RARE pREsENtAtION OF NEONAtAl FuNgAl utI
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An 8-days-old male preterm infant was admitted 
to our hospital on day 1 of life for respiratory distress. 
Distress settled over next 2 days. On day 11 of life, baby 
developed skin lesions on lower limbs that spread to his 
entire body within a day. His entire body was covered 
with well-defined annular erythematous patches of 
variable size, which were typical targetoid shape. 
The center of the round erythematous patches was 
darker than the periphery (Fig. 1). However, the face, 
palms, soles and mucous membranes were spared. 
The rest of his physical examination was normal. 
Septic screen was sent. Hemogram was normal. Urine 
routine showed fungal hyphae and culture grew candida 
albicans. Serologic findings, including antibodies to 
herpes simplex virus was negative. A skin biopsy 
specimen obtained from his right lower leg revealed a 
lymphohistiocytic infiltration in the upper dermis with 
papillary edema. Vacuolar degeneration of the basal cell 
layer and necrotic keratinocytes within the epidermis 
were also observed. These findings were compatible 
with the diagnosis of erythema multiforme. The patient 
improved rapidly upon administration of intravenous 
Fluconazole. The skin lesions cleared without scarring 
within a few days, urine culture was sterile. At 3 months 
of follow up, there had been no recurrence or other 
systemic sequelae. 

Figure 1: typical targetoid lesion on right leg

Erythema multiforme (EM) is an acute, self-limited 
disorder involving the skin and mucous membranes 
with common recurrences. EM occurs commonly in 
adolescents and young adults. EM affects males more 
often than females, with a male: female ratio ranging 
from 3:2 to 2:1. Although it can occur in all ages, EM 
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rarely occurs during infancy and childhood. Indeed, 
there have been only four cases of biopsy-proven 
EM during the neonatal period in the literature. (1-
5)Many factors, including infections, medications, 
malignancy, autoimmune disease, immunizations, 
radiation, sarcoidosis, and menstruation have been 
linked to the development of erythema multiforme 
(EM). (6) Infections account for approximately 90 
percent of cases. (6) However, it has rarely been 
reported in neonates and infants. (1,2) Moreover, to 
our knowledge, there have been only four cases of 
biopsy-proven EM during the neonatal period, and no 
such cases have been reported in India. Suggested 
etiologic factors of these cases included cow’s milk 
protein, drugs, hepatitis vaccination and candida 
infection. (7-10) An unusual association of EM with 
BCG vaccination was demonstrated in 4th case of 36 
days old preterm baby. (11) 

In this case, the patient did not show any systemic 
symptoms except for rash. Considering that EM is a 
reactive phenomenon, fungal urinary tract infection 
(UTI), could have been related to development of 
the skin lesions. Dermatological complications after 
fungal infection are commonly seen. To date, there 
have not been reports suggesting EM due to fungal 
infection in neonates. Further studies are needed to 
evaluate the etiologies and treatment of neonatal EM, 
and dermatologists should pay attention to this rare 
event. 
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A 10 years old girl presented with fever, headache, 
vomiting, neck pain, ear discharge and lethargy for 5 
days. She had been treated for acute otitis media a 
year ago. On examination, she was febrile, sick looking, 
had pus discharge from the right ear with tenderness 
and fullness over the mastoid region. Neurological 
examination revealed lethargy, normal deep tendon 
reflexes, bilateral extensor plantars and neck stiffness. 
Other systemic examination was normal. Incision and 
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drainage of mastoid revealed pus which was sent for 
culture and hemogram revealed leucocytosis. In the next 
24 hours, she developed bilateral abducent nerve palsy 
with intense headache. MRI brain and ears revealed 
right acute mastoiditis with an epidural abscess in the 
right anterosuperior aspect of the posterior fossa with 
compression of the right cerebellar hemisphere with 
right transverse sinus thrombosis extending onto the 
right internal jugular vein. CT temporal bone revealed 
erosion and opacification of the right mastoid cells 
with erosion of the lateral surface with pus collection 


