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NF-1 develops as a result of mutations in the NF1 gene 
which is located on 17q 11.2.[1] The product of this gene 
interacts with the ras p21 protein and may regulate ras 
activity. Mutations of the ras gene have been reported in 
some myelogenous leukemias (juvenile chronic myelogenous 
leukemia (CML) and myelodysplastic syndrome) but they 
are relatively less common in ALL.[4] This may account for 
a more consistent association observed between NF-1 and 
nonlymphoblastic leukemias. But at the same time, this 
explanation is unable to account for the relatively higher 
cases of ALL occurring in patients with sporadic NF-1. There 
is a strong possibility of the additional involvement of some 
other mechanism in patients having sporadic NF-1 and ALL. 
It has been suggested that it is the general lack of MMR 
from conception that causes the occurrence of sporadic NF-1 
and hematological malignancy in these rare MMR-deficient 

individuals.[5] Individuals homozygous for mutations in either 
of the mis-match repair (MMR) genes, MLH1 and MSH2, 
developed hematological malignancies and / or NF-1 at an 
early age just like our patient.[6]

The relatively young age of the parents or an occult 
malignancy may explain the lack of observed cancer in our 
pedigree at the time of ascertainment. It may be possible 
that a malignancy may be reported in the future. The family 
has been advised to undergo regular follow-up for the early 
detection of any malignancy. In spite of the non consanguinity, 
an ancestral heterozygous MSH2 mutation cannot be ruled 
out in the parents since they belong to same ethnic, racial 
and geographical background. To the best of our knowledge, 
this is the first time such an association is being reported in 
India. The purpose of reporting this case is to draw attention 
to a possible association between the pathogenesis of ALL 
and sporadic NF-1. Patients and the families of NF-1 patients 
must undergo a close, long-term follow-up.

Pratik Gahalaut, Mir Mubashir Ali*Pratik Gahalaut, Mir Mubashir Ali*
Department of Dermatology, Sri Ram Murti Smarak Institute of 

Medical Sciences, Bareilly, *Department of Dermatology, Bhaskar 
Medical College, Hyderabad, India.

Address for correspondence:Address for correspondence: Dr. Pratik Gahalaut, 69, Silver Estate,
PO- Rohilkhand University, Bareilly - 243 006, UP, India.

E-mail: drpratikg@hotmail.com

REFERENCESREFERENCES

Pui CH. Acute lymphoblastic leukemia. Pediatr Clin North Am 
1997;44:831-46.
Riccardi VM. Von Recklinghausen neurofibromatosis. N Engl J 
Med 1981;305:1617-27.
Bader JL, Miller RW. Neurofibromatosis and childhood leukemia. 

1.

2.

3.

J Pediatr 1978;92:925-9.
Bos JL. Ras oncogenes in human cancer: A review. Cancer Res 
1989;49:4682-9.
Whiteside D, McLeod R, Graham G, Steckley JL, Booth K, 
Somerville MJ, et al. A homozygous germ-line mutation in the 
human MSH2 gene predisposes to hematological malignancy 
and multiple Café-au-lait spots. Cancer Res 2002;62:359-62.
Ricciardone MD, Ozcelik T, Cevher B, Ozdag H, Tuncer M, 
Gurgey A, et al. Human MLH1 deficiency predisposes to 
hematological malignancy and neurofibromatosis type 1. Cancer 
Res 1999;59:290-3.

4.

5.

6.

Pyoderma gangrenosum in a two Pyoderma gangrenosum in a two 
year-old childyear-old child

Sir,
Pyoderma gangrenosum is a neutrophilic dermatosis, which 
is seen in the fourth to fifth decade of life. Only about 4% of 
the patients are children and infants.[1] Although the precise 
pathogenesis is unknown, it is believed to be due to immune 
dysfunction. In about 50% of the cases, it may be associated 
with a variety of systemic conditions like inflammatory bowel 
disease, rheumatoid arthritis, hematological malignancies etc. 
Sometimes it may be an isolated occurrence, as in our case.

A two-year-old girl presented to the skin outpatient 
department (OPD) with a month-old history of nonhealing 
ulcers over both the gluteal regions and the left forearm. On 
examination, she was found to be emaciated and pale without 
any lymphadenopathy or any other systemic abnormality. 
Local examination revealed two large ulcers over both the 
gluteal regions, each measuring 15 x 15 cm [Figure 1] and 
one ulcer measuring 9 x 4 cm on the forearm. All the ulcers 
had raised, undermined, boggy violaceous borders with an 
area of central healing and necrotic slough at the periphery. 
A clinical differential diagnosis of pyoderma gangrenosum, 
herpes simplex, amebic ulcers or deep fungal infection in 
an immunocompromised host was considered. She was 
hospitalized.

Her hemoglobin was 8 g%; total leukocyte count was 30,000/
mm3; Neutrophil count 88% and lymphocyte count 12%. A 
peripheral smear showed microcytic hypochromic anemia. No 
abnormal cells were seen. Stool test for parasite and occult 
blood, serum Venereal Disease Research Laboratory (VDRL), 
Rheumatoid (RA) Factor, antinuclear antibody (ANA) and 
human immunodeficiency virus (HIV) tests were all negative. 
Chest X-ray was normal. New pustular lesions were seen at 
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the site of venipuncture suggesting that the pathergy test was 
positive. With daily wound dressings, injectable antibiotics 
oral hematinics and two units of blood transfusion, the 
slough decreased but the ulcer progressed. The left gluteal 
ulcer biopsy showed dense infiltration by neutrophils and 
lymphocytes [Figure 2] along with a leukocytoclastic response 
and evidence of vasculitis in the dermis. No granuloma, 
parasite or fungus was seen. The findings were consistent 
with pyoderma gangrenosum.

The patient was treated with oral steroids (methyl 
prednisolone 4 mg TDS (three times a day)). After two weeks, 
new pustules developed close to the gluteal ulcers. Methyl 
prednisolone pulse therapy [20 mg/kg over one hour in 5% 
dextrose for three days] was started to which the ulcers 
showed an immediate response. Oral prednisolone 5 mg BD 
(twice a day) was continued along with dapsone 25 mg/day 
and clofazimine 50 mg on alternate days. She was discharged 
after one and half months of hospitalization with partial 
healing of the ulcers.

The diagnosis of pyoderma gangrenosum is based on the 
typical clinical features and exclusion of other causes of 
ulcerative skin disorders. In children, the head and face area is 
a common site, with infants having an unusual distribution in 
the perianal and genital areas.[1] The lesions have an indolent 
course—they extend slowly in a creeping fashion and heal 
slowly from the periphery although central healing has been 
seen rarely.[2] The associated vasculitis may be a consequence 
rather than the cause of the lesion.

Various treatment options are available of which pulse 
steroid therapy produces a rapid improvement of the lesions. 
The duration of treatment with steroids may be from 5-11 

months.[3] Aggressive cases may require a combination of 
systemic treatments.[4] Split skin grafts have been seen to 
be helpful after ensuring that the disease is quiescent to 
avoid pathergy.[5]

The long-term outcome for patients with pyoderma 
gangrenosum remains unpredictable. Recurrence rates up 
to 46% are seen regardless of the treatment prescribed.[6] A 
systemic organ involvement caused by aseptic neutrophilic 
abscesses influences the prognosis. Pulmonary involvement 
and endocarditis may (rarely) lead to death of the patients.
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Figure 1: Bilateral gluteal ulcers with raised violaceous margins 
and central healing

Figure 2: Dense neutrophilic infiltration in the dermis (H/E, 
100x)
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A possible role for human follicle A possible role for human follicle 
mites in skin’s defense  against mites in skin’s defense  against 
bacteriabacteria

Sir,
Free fatty acids constitute 10-30% of the human skin surface 
fat but occur in only small amounts in the skin lipids of most 
other animals.[1] This difference has been tentatively attributed 
to the rather unique bacterial flora of humans, in particular 
Propionibacterium acnes and its lipase action on sebum 
triglycerides. Analysis of pure sebum from isolated human 
sebaceous glands showed the presence of triglycerides but 
not free fatty acids, monoglycerides or diglycerides.[2] It has 
been suggested that unsaturated fatty acids, particularly oleic 
acid, play an important role in elimination of Streptococcus 
pyogenes and Staphylococcus aureus from human skin.[3]

Herein, I would like to suggest that not only the unique 
bacterial flora of humans, but also the follicle mites 
could play an important role in the skin’s defence against 
pathogenic bacteria. Demodex folliculorum, the follicle mite, 
is an obligate parasite of the human pilosebaceous follicles. 
A morphologically distinct species, D. brevis, occupies the 
sebaceous and meibomian glands.[4] Follicle mites show a 
predilection for areas of high sebum production and are 
most numerous on the forehead, cheeks, nose and nasolabial 
folds but they are also found on the scalp, in the external 
ear, in eyelash follicles and meibomian glands and on the 
upper chest and nipples. They have also been discovered on 
the penis, mons veneris, buttocks and in ectopic sebaceous 
glands in the buccal mucosa. Most infested follicles contain 
2-6 mites but occasionally they are much more numerous. 
Mites have been isolated from humans of all ages except 
neonates.[5]

Importantly, like bacterial flora found on human skin, follicle 
mites have been shown to contain immunoreactive lipase,[6] 
which can produce free fatty acids from sebum triglycerides. 
Hence I suggest that follicle mites could play a role in the 
human skin’s defence against pathogenic bacteria, particularly 
against Staphylococcus aureus and Streptococcus pyogenes.
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Cutaneous larva migrans of the Cutaneous larva migrans of the 
genitaliagenitalia

Sir,
Cutaneous larva migrans (CLM) is a peculiar dermatitis caused 
usually by penetration of the skin by hookworm larvae. 
Common sites of involvement are feet (interdigital spaces, 
dorsa of feet and the medial aspect of soles), buttocks and 
hands. We report a case of CLM confined to the penis.

A 35 year-old uncircumcised male presented with an itchy 
eruption on the penis of four months duration. It started 
as a small papule on the ventral surface of penis, near the 
frenulum and subsequently progressed proximally in a 
serpiginous fashion. He gave a history of a crawling sensation 
underneath the skin. He denied any history of extramarital 
sexual exposure. Previous therapies with various topical and 
systemic antifungals were ineffective.

Cutaneous examination revealed a slightly raised, 
erythematous, serpentine eruption on the ventral surface 
of the penis extending from the frenulum to the junction of 
middle and upper 1/3rd of the shaft of the penis [Figure 1]. The 
distal end was marked by a pearly-white papule. His complete 
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