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 INTRODUCTION

Localized unilateral hyperhidrosis (LUH) is a term 
coined to describe excessive sweating over a well 
circumscribed part of the body [1]. It is a rare 
entity and can be primary or secondary to other 
disorders (Table 1) [2]. We hereby report a case of an 
association between unilateral localized hyperhidrosis 
and Neurofibromatosis type 1 (NF 1), which seems 
to be a rare one as is evident from the lack of it’s 
documentation in literature.

CASE REPORT

A 34-year-old female patient complained of profuse 
sweating over the fingers of her left hand, since 
childhood that had no obvious precipitating factors. 
The same area was affected always. There were no 
associated symptoms like by flushing, excessive 
salivation, lacrimation, orthostatic hypotension, 
causalgia or headache. The patient’s past history was 
unremarkable with no history of trauma or any drug 
intake. Similar complaints were absent in the family.

On examination, the fingers of her left hand were 
moist. Starch-iodine test revealed localized areas of 
excessive sweating over the fingers of left hand (Fig. 1). 
On further examination, she had multiple brownish 

patches measuring more than 1 cm, suggestive of 
cafe-au-lait macules scattered on both sides of the 
trunk and shoulders (Fig. 2). She had unilateral tiny 
hyperpigmented macules distributed over left side 
of face and neck including her left upper extremity, 
suggestive of Partial unilateral lentiginosis (PUL). 
Bilateral axillary freckling (Fig. 3) was observed. 
Ophthalmological examination revealed Lisch nodules 
on the iris of right eye (Fig. 4) and alterations in iris 
pigmentation. Magnetic Resonance Imaging of cervico 
thoracic region showed a plexiform neurofibroma 
(Fig. 5). The results of laboratory tests including 
endocrinological examination were normal. No 
abnormality was detected on magnetic resonance 
imaging of the brain and brainstem. The presence of 
cafe-au-lait macules (>6, >1.5cm), axillary freckling, 
plexiform neurofibroma and lisch nodules confirmed 
the diagnosis of NF1 according to the diagnostic 
criteria of NF 1 [3]. The patient had no cardiovascular 
or gastrointestinal complaints, and his chest X-ray 
was normal. The results of the complete blood count, 
hepatic and renal function tests were within the normal 
ranges. The histopathological examination of a skin 
biopsy of the hyperhidrotic area and symmetrically 
opposite side of normal skin showed no increase 
or abnormality of eccrine glands. The patient was 
diagnosed as having LUH and NF1.
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DISCUSSION

Hyperhidrosis can be classified as emotional, generalized 
and localized [4]. Localized unilateral hyperhidrosis can 
be further categorized as gustatory, cutaneous-disease-
associated and idiopathic variants [5]. The area of the 
body that demonstrates excessive sweating may give a 
clue to the cause; e.g. pathogenic gustatory sweating 
occurs mainly on the face, idiopathic hyperhidrosis 
is located mainly on the forearm and forehead of 
otherwise healthy people and is restricted to an area 
of less than 10 x10 cm [6]. Idiopathic LUH has none 
of the typical triggering factors found with essential 
hyperhidrosis. The attacks occur with no apparent 
cause even in sleep [7]. Cutaneous-disease-associated 
variant of LUH will have associated cutaneous features; 
e.g. palmoplantar keratodermas, glomus tumor, blue 
rubber bleb nevus, POEMS syndrome [8-11].

No discernible cause of hyperhidrosis could be found 
in our patient and the absence of triggering factors 
was compatible with idiopathic LUH. Skin biopsy of 
the hyperhidrotic site excluded associated cutaneous 
disorders. On physical examination, she had cafe-
au-lait macules (>6, >1.5cm), axillary freckling and 
lisch nodules. She also had PUL over the left upper 
body. The lesions of partial unilateral lentiginosis 
can appear anywhere on the body but the upper 
extremities are more affected than the lower ones  [12]. 
The coexistence of neurofibromatosis with partial 
unilateral lentigines raises the possibility that partial 
unilateral lentigines could be a variant or forme fruste of 
segmental neurofibromatosis [13]. Magnetic Resonance 

Imaging of cervico thoracic region showed a plexiform 
neurofibroma. The case was categorized as NF1. NF1 is 

Table 1: Localized hyperhidrosis causes
Spinal cord injury

 Hyperhidrosis associated with autonomic dysrefl exia

 Hyperhidrosis due to orthostatic hypotension

Gustatory hyperhidrosis

Frey’s syndrome

Granulosis rubra nasi

Functional and true sweat gland naevi 

Intrathoracic neoplasia

Sweating associated with l ocal skin disorders

 Glomangioma 

 Pachydermoperiostosis

 Blue rubber bleb naevi

 Pretibial myxoedema

 Burning feet syndrome 

 POEMS syndrome 

Idiopathic unilateral circumscribed hyperhidrosis

Compensatory

After sympathectomy, or with partial anhidrosis

POEMS, polyneuropathy, organomegaly, endocrinopathy, M protein, skin 
changes

Figure 1: Starch iodine test demonstrating unilateral localized 
hyperhidrosis over fi ngers of the left hand.

Figure 2: Cafe-au-lait macules, measuring >1.5 cm scattered on the 
back.

Figure 3: Axillary freckling (Crowe’s sign).
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known to have many associations, but LUH has not been 
documented in the literature so far [6]. A case report of 
this association, however has been presented by Emel 
Bulbul Baskan et al in 2005 [14]. The pattern of LUH 
was different in that case and there was no conclusive 
evidence to support the association.

CONCLUSION

The lack of understanding of the etiopathogenesis of 
LUH is a major lacuna in detecting the underlying 

cause of this disorder, making the associated features 
difficult to elucidate. New associations will, perhaps be 
the gateway to better understanding of the underlying 
pathogenesis.
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Figure 4: Lisch nodules with alterations in pigmentation.

Figure 5: MRI of cervico thoracic region showing plexiform 
neurofi broma.
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