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normal. Ultrasonography of the scrotum revealed 
the size of the right and left testes to be 2.7 × 1.4 
and 2.9 × 1.5 cm respectively, which was larger than 
expected for a 3-year-old child. The hormonal profile 
showed luteinizing hormone (LH), follicle stimulating 
hormone (FSH) and testosterone levels to be in the 
pubertal range, while 17-hydroxy progesterone 
levels were normal. Histopathological examination 
of a skin lesion showed hyperkeratosis, acanthosis, 
papillomatosis and flattening of rete ridges.

On the basis of these findings, a diagnosis of 
systematized verrucous epidermal nevus with central 
precocious puberty and concomitant spastic cerebral 
palsy was made. The child was started on injectable 
leuprolide depot preparation 3.75 mg intramuscularly 
once every 4 weeks for precocious puberty. He was 
advised physiotherapy and oral baclofen 10 mg twice 
daily for treatment of spasticity. Topical tretinoin 0.025% 
was advised for the facial lesions with no response at 
3 months of follow up. However, the spasticity reduced 
and there was no further progression of pubertal 
changes. The patient was lost to follow up subsequently.

Most reported abnormalities with epidermal nevi 
have been in the skeletal, neurologic, and ocular 
systems.[1] The association of precocious puberty 
with systematized verrucous epidermal nevus is 
uncommon.[2-4] Precocious puberty is generally due 
to early activation of the pulsatile activity of the 
gonadotropic axis. Pulsatile secretion of hypothalamic 
gonadotrophin releasing hormone (GnRH) leads to an 
increase in leutinizing hormone (LH), and to a lesser 
degree, follicle stimulating hormone (FSH) secretion, 
features of central precocious puberty. In the majority 
of cases, no cause of central precocious puberty is 
identified on MRI evaluation and they are labelled as 
‘idiopathic’.[5]

Sexual precocity in our patient may be due to 
premature maturation of the hypothalamic-pituitary 
axis (true/central precocious puberty) rather than 
end organ activity. This was evident in the hormonal 
profile of the patient, which revealed pubertal levels 
of LH and FSH. It has been hypothesized earlier that 
extensive epidermal nevi may release certain factors 
that can induce puberty.[6] It is also important to 
rule out hamartomas or tumors in the brain in such 
patients. There was no evidence of such brain growths 
in our patient. The patient had cerebral palsy, which 
may be a coincidental association considering the 
birth history.

We were able to find very few prior reports of precocious 
puberty occurring in association with verrucous 
epidermal nevus.[1-4,6] The disease course, management 
and long term prognosis of this association has not 
been described earlier. It is essential to be aware of this 
rare association in order to provide timely treatment 
for precocious puberty.

Taru Garg, Ram Chander, Niti Gaur, Taru Garg, Ram Chander, Niti Gaur, 
Kanika SahniKanika Sahni

Department of Dermatology and STD, Lady Hardinge Medical College 
and Associated Hospitals, New Delhi, India

Address for correspondence:Address for correspondence: Dr. Taru Garg, 
Department of Dermatology and STD, Lady Hardinge Medical 

College and Associated Hospitals, New Delhi, India. 
E-mail: drtarugarg@rediffmail.com

REFERENCESREFERENCES

1. Rogers M, Mc Crossin I, Commens C. Epidermal nevi and the 
epidermal nevus syndrome: A review of 131 cases. J Am Acad 
Dermatol 1989;20:476-88.

2. Tay YK, Weston WL, Ganong CA, Klingensmith GJ. 
Epidermal nevus syndrome: Association with central 
precocious puberty and woolly hair nevus. J Am Acad 
Dermatol 1996;35:839-42.

3. Moss C, Parkin JM, Cornaish JS. Precocious puberty in a boy 
with a widespread linear epidermal nevus. Br J Dermatol 
1991;125:178-82.

4. Shahgholi E, Mollaian M, Haghshenas Z, Honarmand M. 
Congenital rhabdomyosarcoma, central precocious puberty, 
hemihypertrophy and hypophosphatemic rickets associated 
with epidermal nevus syndrome. J Pediatr Endocrinol Metab 
2011;24:1063-6.

5. Carel JC, Lahlou N, Roger M, Chaussain JL. Precocious puberty 
and statural growth. Hum Reprod Update 2004;10:135-47.

6. Ivker R, Resnick SD, Skidmore RA. Hypophosphatemic vitamin 
D-resistant rickets, precocious puberty, and the epidermal 
nevus syndrome. Arch Dermatol 1997;133:1557-61.

Access this article online

Quick Response Code: Website: 
www.ijdvl.com

DOI: 
10.4103/0378-6323.152301

PMID:
*****

Eruptive blue neviEruptive blue nevi

Sir,
A 56-year-old male was referred to our clinic for skin tag 
removal. During examination, multiple (more than 20) 
dark blue macules were noted on his balding scalp 
[Figures 1 and 2]. He denied any itching, ulceration, 
or other symptoms related to these macules. He had 

urvi
Rectangle

urvi
Rectangle



Letters to the Editor

199Indian Journal of Dermatology, Venereology, and Leprology | March-April 2015 | Vol 81 | Issue 2

Figure 1: Multiple blue-gray macules on the scalp

Figure 2: Close-up image of eruptive blue nevi

Figure 3: Dermal collection of elongated melanocytes with abundant 
melanin pigment and intervening collagen bundles (hematoxylin 
and eosin, ×100)

noticed the spots on his scalp, approximately 10 years 
prior to this visit. Notably, a few months before the 
patient noticed the blue macules, he was involved in a 
motor vehicle accident in which his head impacted the 
roof. There were no penetrating injuries or lacerations, 
however, at the time of the accident. In addition, the 
patient denied any history consistent with accidental 
tattooing of his scalp. The clinical features and 
histopathologic exam of a skin biopsy from the scalp 
were consistent with eruptive blue nevi [Figure 3].

Blue nevi are melanocytic neoplasias of pigmented 
spindle and/or epithelioid melanocytes in the 
mid-dermis.[1] They appear as blue, blue-gray, or 
blue-black and are present in 0.5–4.0% of healthy 
white adults.[1] Most blue nevi are acquired; however, 
approximately 1 in 3000 newborns are born with 
congenital blue nevi.[1] The blue-gray color is due to the 
optical effect, named the Tyndall effect, of backscatter 
of blue light from the skin over dermal melanin.[1] 
Multiple blue nevi can present as part of the Carney 
complex/LAMB (lentigines, atrial myxomas, blue nevi) 
syndrome, along with lentigines, atrial myxomas, and 
mucocutaneous mastocytosis.[2] Evaluation for the 
above condition in patients with blue nevi is therefore 
warranted. However, our patient had no clinical 
features apart from blue nevi; therefore, further 
work-up was not done.

The differential diagnosis of blue nevi includes 
pigmented spindle cell nevus, traumatic tattoo, primary 
or metastatic melanoma, pyogenic granuloma, glomus 
tumor, sclerosing hemangioma, dermatofibroma, and 
ochronosis.[1] The differential diagnosis for other blue 
lesions includes Spitz nevi, seborrheic keratosis, 
hemangioma, Kaposi sarcoma, and dermatofibroma.

There are multiple types of blue nevi, including 
common blue nevus, cellular blue nevus, malignant 
blue nevus, large patch/plaque lesions, combined blue 
nevus, and atypical nevus.[2] Common blue nevi, as 
found in our patient, usually consist of a single lesion, 
less than 10 mm in diameter. The common blue nevi 
can appear anywhere, but approximately half of the 
reported cases are on the dorsa of the hands and 
feet.[1] Common blue nevi are also reported to occur 
in oral mucosa, uterine cervix, vagina, spermatic cord, 
prostate, and lymph nodes.[1,3] The cellular blue nevus 
usually presents as nodules or plaques 1–3 + cm in 
diameter. They can have a smooth or irregular surface, 
and 50% of cases are found on the sacrum or buttocks 
[Table 1].[1] Malignant blue nevi are associated with 

cellular blue nevi, nevi of Ota, congenital blue nevi, 
or may arise without any underlying pathology. It 
has been suggested that malignant blue nevi are not a 



Letters to the Editor

Indian Journal of Dermatology, Venereology, and Leprology | March-April 2015 | Vol 81 | Issue 2200

unique entity because they may be melanomas arising 
from a blue nevus.[1] Large patch/plaque blue nevi may 
be found in patients with a history of lentigo simplex.[1]

Once blue nevi appear, they typically remain stable 
and do not grow or change. Multiple cutaneous 
eruptive blue nevi are rare, with only 12 reports 
in the literature [Table 1]. There is no report of any 
associated abnormality (except for an association with 
Carney complex) or increased risk of malignancy with 
eruptive blue nevi.[1,16,17]

The etiology of common blue nevi is 
unknown.[1] Interestingly, a specific somatic mutation 
in the heterotrimeric G protein alpha-subunit, 
GNAQ, has been reported to occur in blue nevi that 
turns GNAQ into a dominant oncogene resulting in 
melanocytic neoplasia.[2]

Most blue nevi are stable for many years and require 
no therapy. Change is worrisome for melanoma 
development and warrants biopsy and further workup.[17] 
Histopathologic examination of a blue nevus is warranted 
in the following instances: sudden appearance of a blue 
nodule, expansion of a previously stable blue nodule, and 
a nodule or plaque greater than 10 mm in diameter.[17] 
Excision of blue nevi should include subcutaneous fat to 
ensure removal of deep dermal melanocytes.[1]

Diagnosis of blue nevi can be made by clinical 
presentation, but histopathologic examination may 
be needed for confirmation in some cases. The 
dermatopathologic findings of common blue nevi 
include the following: dermal melanocytes appearing 

Table 1: Case reports of multiple eruptive cutaneous blue nevi

Age at presentation 
(years)/sex

Location Morphology Reference

14/male Upper sternum >100 blue-brown to tan macules and papules [4]

24/male Left forearm 10×7 mm blue-black nodule with irregular border and more 
than three 1-2 mm guttate macular lesions

[5]

27/female Diffuse distribution over the entire 
body, especially back and face

Hundreds of blue papules [6]

31/female Left forearm 5×4 mm blue-black papule with fi ve surrounding 1-2 mm 
blue-black macules

[7]

35/male Glans penis Four blackish-blue blue nevi 2-4 mm in diameter [8]

56/male Epigastric region Approximately 50 blue to black papules 2-5 mm in diameter [9]

63/female Dorsal right forearm and right hand Multiple blue-black papules 0.5-1 cm in diameter [10]

71/female Tibial area of both lower legs Approximately 40 gray to bluish papules 1-10 mm in diameter [11]

71/female Scalp 6 mm blue papule and 16 2-3 mm macules [12]

71/female Conjunctiva, upper and lower eyelids Multiple darkly pigmented raised lesions [13]

74/male Scalp Multiple blue-black nodules 4-6 mm in diameter [14]

76/male Left chest Three dark blue papules [15]

as melanin-containing fibroblast-like cells grouped in 
irregular bundles admixed with melanin-containing 
macrophages; groups of melanocytes with excess 
fibrous tissue in middle or upper reticular dermis, 
occasionally extending down to subcutaneous fat and 
up to papillary dermis; elongated melanin-producing 
dermal melanocytes lying with their long axis parallel 
to the epidermis; and normal appearing epidermis.[1]

We present this case of eruptive blue nevi on the scalp 
to highlight the rare location and the uncommonly 
high number of eruptive blue nevi in our patient.
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Churg–Strauss syndrome with Churg–Strauss syndrome with 
asymptomatic pulmonary emboliasymptomatic pulmonary emboli

Sir,
A 73-year-old man presented with recurrent painful 
purpura and hemorrhagic bullae on both legs for 
a month [Figure 1]. In addition, he had a six month 
history of bilateral pedal edema, anorexia and weight 
loss of approximately 6 kgs. He appeared cachectic 

[body mass index (BMI) 14.4] with prominent muscle 
wasting and numbness of all four extremities. He had 
also been asthmatic for the last 5 years.Laboratory tests 
showed leukocytosis (12,000/μl) with 46% segments; a 
platelet count of 285,000/μl and a markedly elevated 
C-reactive protein (CRP) of 100 mg/l. There was a 
striking increase in eosinophils (42% on differential 
leucocyte count) with an absolute eosinophil count 
of 3159/μl. IgE was elevated at 834 IU/ml. Other 
biochemical tests were within normal limits. He 
denied using any medications. No parasitic infestations 
were found on stool examination. Tests for human 
immunodeficiency virus 1 and 2 antibodies and rapid 
plasma reagin were negative. C3 and C4 were normal 
and antinuclear antibody was negative. Rheumatoid 
factor was slightly elevated (53.8 IU/ml). Perinuclear 
and cytoplasmic anti-neutrophil cytoplasmic 
antibodies (P-ANCA and C-ANCA) were both positive. 
A whole body computer tomography (CT) for 
malignancy screening revealed paranasal sinusitis, 
right upper lung granuloma, and the unexpected 
finding of a filling defect in the left pulmonary artery, 
suggestive of pulmonary emboli [Figure 2]. The 
patient was clinically asymptomatic with no signs of 
dyspnea. Echocardiogram was normal and venous 
ultrasonography of the lower extremities did not show 
any thrombosis. Coagulopathy work-up including 
antiphospholipid antibody, anti-cardiolipin antibody, 
protein C, protein S, anti-thrombin III, and Factor V 
were all within normal limits. The cryoglobulin test 
was positive and serum protein electrophoresis showed 
polyclonal elevation, suggesting a reactive process.

A biopsy of the skin lesion showed necrotizing vasculitis 
with prominent eosinophilic infiltrates [Figure 3]. 
Direct immunofluorescence detected vascular deposits 
of granular C3 and C1q alone. Nerve conduction studies 
revealed severe axonal motor–sensory polyneuropathy 
with symmetrical acral distribution. The diagnosis 
of Churg–Strausss syndrome (CSS) was established 
based on the 1990 criteria of the American College 
of Rheumatology.[1] We treated the patient with 
methylprednisolone, initially intravenously, 1.5 mg/
kg/day for a week, and subsequently, slowly tapered 
it to a maintenance dose of 0.5 mg/kg/day orally. With 
this treatment, skin lesions improved remarkably. 
Enoxaparin 1 mg/kg/q12 h was administered for the 
incidentally found pulmonary embolism; later on, it 
was replaced by oral warfarin 5 mg/day with a target 
prothrombin time-international normalized ratio (PT/
INR) of 2–3. The patient was followed up regularly 
and no relapse occurred during 1 year of follow-up.
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