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Nevus depigmentosus with 
unilateral bluish sclera, a 
rare entity
Sir,
An 8‑year‑old boy presented with an asymptomatic 
depigmented patch on the right side of forehead since birth 
that was slowly increasing in size along with the growth 
of the child. There was no history of seizures, hearing 
defects, or growth retardation, and family history was not 
contributory. Developmental milestones of the child and mental 
IQ were normal. On examination, there was a segmental 
depigmented patch with serrated margin on the right side of 
the forehead. There was also unilateral bluish discoloration 
of the sclera, strabismus of left eye [Figure 1], circumscribed 
poliosis [Figure 2]. Systemic examination of the central nervous 
system, cardiovascular system, and musculoskeletal system 
revealed no abnormality. On wood lamps examination, there 
was an off‑white accentuation without fluorescence. Upon 
diascopy there was no blending of the lesional skin colour 
with that of the surrounding skin. The parents were explained 
about the treatment options such as excimer laser, autologous 
epidermal grafting and suction blister grafting along with their 
merits and demerits.

DISCUSSION

The condition was first described in 1884 by Lesser.[1] In 
the majority of cases of nevus depigmentosus  (ND), the 
etiology is not known. Presumably, ND results from functional 
abnormalities of melanocytes. ND presents as a congenital 
condition or shortly thereafter leukodermic macule with regular 
or serrated margin that does not cross the midline and can be 
isolated, segmental, or generalized in distribution.

The commonly used clinical diagnostic criteria for ND are as 
follows:[2‑4]

•	 Leukoderma present at birth or of an early onset
•	 No alteration in distribution of leukoderma throughout life
•	 No alteration in texture or change of sensation in the 

affected area
•	 Absence of hyperpigmented border

ND has to be differentiated from nevus anemicus, hypomelanosis 
of ito, vitiligo, albinism. Vitiligo is characterized by depigmented 
macules as a result of loss of functional cutaneous melanocytes. 
Lesions often show homogenous depigmentation and are well 
demarcated. Vitiligo lesions are well accentuated with obvious 
fluorescence upon Wood lamp examination. Nevus anemicus 

can be differentiated by diascopy where the lesion blends with 
the surrounding skin.

ND may have neurological, eye, hair, musculoskeletal, or 
internal organ involvement. The treatment is difficult and options 
such as 308 nm excimer laser, epidermal grafts, and suction 
blister grafting has been tried.

Bluish sclera, mostly bilateral, may be associated with Marfan’s 
syndrome, Ehler Danlos syndrome, myasthenia gravis, iron 
deficiency anemia, blue sclera syndrome  (Van der Heave 
syndrome), chromosomal disorders such as Turner syndrome 
and trisomy, osteogenesis imperfecta, Goltz syndrome, 
incontinenta pigmenti and minocycline induced pigmentation. 
Poliosis can be associated with piebaldism, Waardenburg 
syndrome, Alezzandrini syndrome, vitiligo, and tuberous 
sclerosis. We report this case as ND with unilateral bluish sclera 
and poliosis is a rare presentation.

Abhijeet Kumar Jha, Rajesh Sinha, Smita Prasad
Departments of Dermatology, STD and Leprosy,  

All India Institute of Medical Sciences,  
Patna, Bihar, India

Letters to the Editor

Figure 1: Nevus depigmentosus with unilateral bluish sclera

Figure 2: Poliosis
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Phaeohyphomycosis 
presenting as a solitary 
nodulocystic lesion in a 
renal transplant patient
Sir,
Phaeohyphomycosis (PH) are a rare group of heterogenous 
dematiaceous (phaeoid) brown pigment producing fungi, which 
cause superficial, cutaneous, and subcutaneous infections 
in the immunocompetent and systemic illness, especially 
brain abscesses in the immunosuppressed.[1,2] A myriad of 
fungal species causes this unique infection, which includes 
Exophiala, Phialophora, Cladosporium, Wangiella, Fonsacaea, 
Alternaria, Bipolaris, and Curvularia species.[3] The usual 
source of infection is usually exogenous, following pricks with 
thorns or wood splinters. A 27‑year‑old man, a renal transplant 
recipient two years ago and currently on prednisolone and 
mycophenolate mofetil presented with a nodulocystic lesion on 
right forearm of five months duration. The lesion first started 
as a small, tender, erythematous papule on the right forearm 
and gradually over a period of five months attained the present 
size. The patient denied prior trauma at the site of the lesion. 
On examination, the patient had an ill‑defined skin‑colored 
nontender nodulocystic lesion of about 3 × 4 cm on the right 
forearm [Figure 1]. The lesion was more prominent on palpation 
and had a soft cystic consistency.

The patient’s blood hemogram, biochemistry, blood sugar, and 
liver and renal function tests, were within normal limits and 
serological tests for HIV 1 and 2 were negative. Chest X‑ray 
was normal. A fine‑needle aspiration cytology (FNAC) of the 
lesion demonstrated histiocytes, neutrophils, and thick‑walled 
septate spores and pigmented branching hyphae suggestive of 
a subcutaneous fungal infection [Figure 2]. An excision biopsy 
of the nodulo‑cystic lesion was performed. Hematoxylin and 

eosin (H and E)‑stained sections of the tissue showed a gross 
inflammatory cell infiltrate extending throughout the dermis to 
the subcutaneous tissue, composed of histiocytes, neutrophilic 
abscesses, foreign body giant cells, and thick‑walled septate 
fungal bodies and pigmented hyphae [Figure 3]. Some of the 
fungal elements were seen within the giant cells and had a 
beaded appearance [Figure 4]. Gomori’s silver methenamine 
stain  (GMS) highlighted the fungal bodies  [Figure  5]. 
A  fungal culture revealed mixed growth. A  final diagnosis of 
subcutaneous phaeohyphomycosis was made. The patient 
was started on itraconazole 100 mg twice daily.

Classical presentation with a nodulocystic lesion, presence of 
fungal elements in the FNAC, H and E‑stained sections showing 
the presence of brown thick‑walled fungal bodies, and typical 
beaded pigmented hyphae among the infiltrate and giant cells 
confirmed as fungal elements by GMS stain enabled us to make 
a diagnosis of subcutaneous PH, although the fungal culture 
showed mixed growth by contaminants. One interesting feature 
in our case was the presentation as a solitary lesion instead 
of dissemination, in spite of immunosuppresion. Beading of 
the fungal elements as seen in our case is a very important 
histological clue for the diagnosis of PH [Figure 4]. In addition 
to the aforementioned histomorphological features, PH may 
sometimes show a large cystic space surrounded by a fibrous 
capsule, the cavity showing necrotic material, neutrophils, fibrin, 
and the fungal bodies. This is termed as the “phaeomycotic 
cyst.”[4] The unique feature of PH is its ability to cause infection 
both in the immunocompetent and the immunosuppressed.

The best treatment modality for solitary lesions is complete 
excision followed by itraconazole 100  mg twice daily.[5] In 
immunosuppressed patients and in disseminated lesions, 
long‑term itraconazole, fluconazole, terbinafine, amphotericin‑B, 
and 5‑fluocytosine are effective. In resistant cases, voriconazole 
and posaconazole can be tried.[6]

We report this case to highlight a rare mycotic infection 
occurring in an immunosuppressed patient presenting as 
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