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Abstract 
Background: Progressive cribriform and zosteriform hyperpigmentation 
(PCZH) is a disorder of pigmentation. Although several cases of PCZH have 
been reported, cases that associated with vitiligo have not been published in 
the past. Aim: We report the case to reveal the interesting mosaicism reflect-
ing on the skin. Case Presentation: This case presents a phenomenon of the 
coexistence of hyperpigmentation and depigmentation arranged in unilateral 
and symmetric distribution in one patient. Conclusion: The aetiology of the 
pigmental disorders is still unknown. The linear nature of the pigmented 
bands probably reflects the clonal migration and proliferation of embryonic 
melanoblasts, so somatic mosaicism that develops during embryogenesis ap-
pears to be the underlying aetiology, which is leading to proliferation and mi-
gration of two mixed populations of melanocytes with different potential for 
pigment production. 
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1. Introduction 

PCZH and vitiligo are both pigmental disorders. Under some circumstances, 
they happen to the same body. In this case, a rare presentation that hyperpig-
mentation combined with depigmentation followed Blaschko’s lines is reported. 

2. Case Report 

A 13-year-old boy who had been suffered from vitiligo for three years came to 
our hospital for follow-up on December 15th, 2015. Three years before, in our 
hospital, he had been diagnosed with segmental vitiligo considering the depig-
mentation on the dorsal surface of his left hand, two years later, the lesion spread 
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to the left upper extremity, chest and right scrotum, and was considered as a 
mixed type of vitiligo. 

After being treated with vitamin tablets and glucocorticoid ointment, the pa-
tient’s condition improved one month later, then he received narrow-UVB treat-
ment. This time he came for follow-up of vitiligo. Through physical examina-
tion, we found some hyperpigmented macules on the left side of his back, his 
mother recalled that it appeared a year ago but had been ignored, and the boy 
denied neither any obvious causes nor any preceding symptoms such as erythe-
ma or vesicle formation before that. 

He had no history of internal diseases, nor any abnormality was detected at 
birth. His mental and physical development was normal，his family reported no 
history of skin diseases and all routine laboratory tests were normal. 

Physical examination revealed linear, cribriform, brown macular pigmenta-
tion arranged in a zosteriform pattern on the left back (Figure 1), which is 
symmetrical to the irregular depigmented macules on the anterior surface of the 
chest (Figure 2). 

 

 
Figure 1. Linear, cribriform, brown macular pigmentations ar-
ranged in a zosteriform pattern on the left back. 

 

 
Figure 2. Irregular depigmented macules on the anterior surface 
of the chest, symmetrical to the lesions on the rear side. Repig-
mented skin paddles in it can be figured out. 
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We diagnosed it as progressive cribriform and zosteriform hyperpigmentation 
along with vitiligo. As the patient’s guardian concerned more about the depig-
mented lesions, they finally rejected the limited curative effect of laser treatment 
for the hyperpigmented parts. The boy continued to receive the narrow-UVB treat-
ment of vitiligo as we suggested. 

A follow-up was made a year later, there was no expansion of the hyperpig-
mented lesions and a little improvement of the vitiligo on the chest. 

3. Discussion 

Progressive cribriform and zosteriform hyperpigmentation (PCZH) was first 
described by Rower et al. [1] in 1978, and five diagnostic criteria were suggested. 
It’s characterized by swirls and streaks of macular pigmentation following the 
lines of Blaschko with a sharp midline cut-off and asymptomatic in nature, and 
always presenting in the second decade of life as this case shows. There was no 
significant difference between male and female patients in prevalence, age of 
onset, or duration of lesions [2]. Skin biopsy reveals increased pigmentation in 
basal keratinocytes and a few dermal melanophages, no nevus cells were present 
[3]. In this case, we should distinguish PCZH from Café-au-lait, the latter can 
combined with abnormalities such as Albright syndrome, neurofibromatosis, tu-
berous sclerosis, and characterized by uniformly tan macules. 

In 1992, dermatologists suggested that PCZH should be considered to be the 
later onset type of linear and whorled nevoid hypermelanosis. Because they both 
show the same histopathological presence of basal hyperpigmentation, with no 
increase in numbers of melanocytes or pigmentary incontinence [4]. The term 
linear and whorled nevoid hypermelanosis (LWNH) was named by Kalter et al. 
[5] in 1988, it has nearly the same clinical feature as PCZH but not always loca-
lized, and occurring within the first weeks of life. While there is still mild differ-
ence between the two-LWNH is more likely to be associated with abnormalities 
especially the diffuse type when compared with PCZH [6]. We can only find one 
case of PCZH associated with polythelia [7] has been reported up to now. 

It’s very worthy of study that both hyperpigmentation and depigmentation 
could happen to the same person. Previously we have reported a case that de-
pigmented nevi presented with Café-au-lait [8]. The aetiology of the pigmental 
disorder is still unknown. The linear nature of the pigmented bands probably re-
flects the clonal migration and proliferation of embryonic melanoblasts, so so-
matic mosaicism that develops during embryogenesis appears to be the under-
lying aetiology [9]. In 1996 Nehal et al. [10] studied 54 patients with both hypo-
pigmentation and hyperpigmentation following the lines of Blaschko. It was 
postulated that developmental somatic mosaicism leading to proliferation and 
migration of two mixed populations of melanocytes with different potential for 
pigment production was the cause of these abnomalies. Currently, most of the 
authors are of the view that term “pigmentary dysplasia with genetic mosaicism” 
or “pigmentary mosaicism” is a more apt term encompassing different pheno-
typic expressions of common pathogenic process caused by genetic mosaicism 
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that specifically disrupt expression of pigmentary genes [11]. 
At last, the parents rejected the punch biopsy of the hyperpigmented skin, so 

we haven’t got the histopathological proof. It’s really fantastic that the mosaic 
phenomenon reflects on the skin, and we should do more to illustrate the black 
and white situation. 

4. Conclusion 

It’s very worthy of studying that different pigmental disorders could happen to 
the same person. The aetiology is still unknown. The linear nature of the pig-
mented bands probably reflects the clonal migration and proliferation of em-
bryonic melanoblasts, so somatic mosaicism that develops during embryogenesis 
appears to be the underlying aetiology, which is leading to proliferation and mi-
gration of two mixed populations of melanocytes with different potential for 
pigment production. 
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