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are well documented but uncommon.[2,4] The lesions 
of SCAP measure between 1 and 3 cm in diameter[3] 
and all published cases of nodular SCAP have to date 
measured <4 cm in diameter.[4] A vast majority of SCAPs 
are solitary lesions, and linear arrangement of these 
lesions is particularly rare.[5] In 2001, Patterson et al., 
described that there had been only eight previous cases 
of linear SCAP. Five of these most recently reported 
cases occurred on the chest, left arm, neck and right 
thigh.[5] In contrast to the diverse clinical appearances, 
the histology of SCAP is uniform and characteristic, 
offering a reliable tool for the diagnosis.[2]

Four characteristic features in the present case 
encouraged us to report it. These include linear 
arrangement, giant size, de novo development and no 
evidence of malignant transformation, despite large 
dimensions of the tumor.
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NeuroÞ bromatosis presenting as NeuroÞ bromatosis presenting as 
generalized nerve thickeninggeneralized nerve thickening

Sir,
Neurofibromatosis (NF) or von Recklinghausen�s 
disease is a common autosomal dominant 
neurocutaneous disorder with a prevalence of 1 in 
2500 to 3300 births.[1] Less than 10% occur from 
spontaneous mutations.[2] It is characterized by 
tumors arising from peripheral nerves and the central 
nervous system and hyperpigmented macules (café-
au-lait macules).The diagnosis is based on the criteria 
established by the National Institutes of Health (NIH) 
consensus development conference.[3] Thickening of 
the peripheral nerves is one of the cardinal features 
of leprosy. Localized tumors arising from sheaths 
of peripheral nerves causing nerve thickening can 
sometimes be seen in neurofibromatosis.

A 26-year-old male patient came to the Dermatology 
outpatient department with multiple nodules over the 
face, trunk and extremities since childhood, associated 
with multiple pigmented patches mainly on the trunk. 
There was no positive family history. Cutaneous 
examination revealed multiple café-au-lait macules 

Figure 1: Giant and linear lesion of syringocystadenoma 
papilliferum on the scalp

Figure 2: Syringocystadenoma papilliferum. The papillary 
projections are lined by two rows of cells (H & E, ×100)
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and skin colored to reddish brown nodules distributed 
over the chin, the trunk and the extremities. The 
nodules were tender and firm in consistency and 
were found to be mobile. All the peripheral nerve 
trunks (greater auricular, ulnar, common peroneal and 
posterior tibial) were uniformly thickened. The medial 
antebrachial and the lateral antebrachial and posterior 
antebrachial cutaneous nerves were thickened. There 
were multiple small nodules along the course of 
these nerves [Figures 1 and 2]. Axillary freckling was 
present. There were no hypopigmented patches. There 
was no neurological deficit. Slit-lamp examination 
confirmed the presence of Lisch nodules in right eye. 
CT scan of the brain and ultrasound examination of 
the abdomen revealed normal results. Audiometry 
result was unremarkable. Slit skin smears for AFB 
were negative. Nerve biopsy taken from the radial 
cutaneous nerve showed well-circumscribed spindle 
cell lesion composed of irregular cells with elongated 
wavy nuclei, consistent with features of neurofibroma 

[Figure 3]. The results of staining were negative for 
amyloid deposits.

In tropics, leprosy is by far the most common cause of 
nerve thickening. Universal nerve thickening is rare 
in neurofibromatosis. Generalized nerve thickening 
is only sporadically reported in neurofibromatosis. [4-6] 
When encountered, such nerve thickening can 
easily be mistaken for generalized nerve thickening 
of leprosy. There have been case reports where 
neurofibromatosis was associated with leprosy.[7,8] 
The reported case presented with nerve thickening, 
café-au-lait macules and neurofibromata, which were 
unmistakable for neurofibromatosis. Leprosy was not 
considered in the differential diagnosis; however, 
in patients where there are no cutaneous lesions of 
neurofibromata the issue cannot be solved without 
a nerve biopsy. Literature also mentions some other 
rare causes of universal nerve thickening, such as 
pachydermoperiostosis, primary amyloidosis, familial 
hypertrophic interstitial neuritis, Charcot-Marie-
Tooth disease, chronic inflammatory demyelinating 
polyneuropathy, HIV-associated polyneuropathy and 
cytomegalovirus infection-associated polyneuropathy. 
Hence, it is pertinent to remember neurofibromatosis 
as a cause of generalized nerve thickening, lest it 
creates confusion with leprosy.
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Figure 1: Thickenned cutaneous nerve with nodules Figure 2: Medial cutaneous nerve of right arm with nodules

Figure 3: Histopathology of nerve showing spindle cells with 
elongated wavy nuclei (H and E, ×40)
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Pachyonychia congenita type 2Pachyonychia congenita type 2

Sir,
Pachyonychia congenita (PC) is a rare genodermatosis 
in which hypertrophy of the nails occurs, in some 
cases in association with nail bed and hyponychial 
hyperkeratosis.[1] Autosomal dominant inheritance 
with incomplete penetrance is the rule, although Haber 
and Rose described cases with autosomal recessive 
transmission.[2] The presence of thickened, wedge-
shaped nails is the diagnostic clinical feature of PC, 
but the other clinical characteristics of it usually match 
with two major patterns. Jadassohn-Lewandowsky 
syndrome (PC-1) shows focal palmoplantar 
hyperkeratosis and localized foot blistering, follicular 
hyperkeratosis and oral leukokeratosis. Jackson-
Lawler syndrome (PC-2) shows cutaneous cysts, hair 
abnormalities and presence of teeth at birth, but 
less severe nail lesions, and neither oral lesions nor 
significant keratoderma.[3]

About five years ago a 7-month-old male infant, born 
out of non-consanguineous marriage, presented to 
us with the complaint of nail defects since birth. On 
examination, he was found to have thick, brown, 
wedge-shaped nails with subungual hyperkeratosis, 
and upward growth of distal nail with angulation 
of the lateral borders towards the centre. All the 
proximal nail folds were erythematous and swollen 
[Figure  1]. He was also found to have ill-formed 
lower right incisors and canine teeth. These teeth 

were present since birth. No other teeth were found 
to have erupted at the time of examination [Figure 
2]. There was no generalized or focal palmoplantar 
hyperkeratosis, no hyperhidrosis, no foot blistering, 
no follicular hyperkeratosis and no cutaneous cysts. 
Hair and eyes were normal. General examination 
was normal. There was no family history of similar 
disorder. The patient was then lost to follow up for 
a few years. He came recently, after over four years, 
at the age of five years. There was a gap in the 
place normally occupied by the left lower incisors 
and canine as the natal teeth fell prematurely. The 
other teeth were normal. The examination of the 
skin and the cutaneous appendages yielded result 
mostly similar to the examination carried out four 
years back. But at five years of age the patient had 
palmoplantar hyperhidrosis, and nail deformity 
was less severe. The right middle fingernail showed 
brownish pigmentation, and was thicker than other 
nails [Figure  3]. General examination was normal. 
Complete blood count, routine blood biochemistry, 
urine analysis and chest X-ray were normal. Culture 
of the nail scraping taken from the right middle 
fingernail showed growth of Candida albicans. KOH 
preparations and fungal culture were uniformly 
negative from all other toe- and finger-nails. Genetic 
and molecular biological study could not be done 
due to lack of infrastructure facility. The patient was 
treated with fluconazole 100 mg weekly for 12 weeks 
for the candidal nail infection, and mycological 
cure was achieved without any corresponding 
improvement in the appearance of the affected nail.

PC is a form of hereditary ectodermal dysplasia with 
defects in the formation of keratin. A number of purely 
clinical classifications of this disorder proposed 
earlier do not correlate satisfactorily with the observed 
phenotypic expression of all cases. The simple 
classification of PC into two major patterns, Jadassohn-
Lewandowsky syndrome (PC-1) and Jackson-Lawler 
syndrome (PC-2), is borne out genetically.[4] These 
two variants of PC arise due to mutations of the genes 
encoding keratin 6a and 16 in PC-1 (MIM #167200), 
and 6b and 17 in PC-2 (MIM #167210).[5] There is wide 
variation in the phenotypic expression, and one study 
finds the frequency of rarer features such as angular 
stomatitis and natal or neonatal teeth to be 10% and 
16% respectively.[1] Some patients develop chronic 
oral candidosis. The keratosis is usually benign and 
requires no treatment except emollients, and acitretin 
is helpful but not curative; retinoids given for a 
prolonged period produce some flattening of the nails 
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