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INTRODUCTION 

Phacomatosis pigmentovascularis is characterized by the 

concomitant occurrence of a vascular anomaly, i.e. a 

capillary malformation (port wine stain) and a pigmentary 

anomaly in the form of dermal melanocytosis, epidermal 

nevus, nevus spilus, nevus anemicus and café au lait 

macules.1 We report a case of phacomatosis 

pigmentovascularis with a port wine stain, cherry 

angioma, dermal melanocytosis, nevus anaemicus. 

CASE REPORT 

A 22 year-old male presented to the skin outpatient 

department (OPD) with complaints of a blue-gray 

discoloration on the left side of the face since birth which 

was asymptomatic. On dermatological examination, there 

was a bluish-gray coloured lesion on the left side of the 

face with bluish discoloration of ipsilateral sclera implying 

a nevus of Ota (Figure 1). In addition at left clavicular 

region a hypopigmented patch with serrated margins since 

birth, which maintain persistent pallor on vigorously 

rubbing or application of heat or cold (nevus anaemicus) 

(Figure 2). Over the back there is dermal melanocytosis 

(giant Mangolian spot) since birth (Figure 3). Also on the 

left lower region of back he had a Café-au-lait macule 

(CALM) (Figure 4).  

 

Figure 1: (a) Bluish-gray discoloration on the left side 

of the face (Nevus of Ota); and (b) ipsilateral bluish 

discoloration of sclera.  

He had sharp, erythematous patches over right anterior 

forearm and left anterior leg which blanched on pressure 
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ABSTRACT 

 

Phacomatosis pigmentovascularis is a rare group of syndromes characterized by the co-existence of a vascular nevus 

and a pigmentary nevus with or without extracutaneous systemic involvement. The existing classifications of 

phacomatosis pigmentovascularis are based on phenotypic characteristics. We report a case of phacomatosis 

pigmentovascularis, with nevus flammeus, nevus anaemicus and dermal melanocytosis without extracutaneous 

manifestations. The molecular basis of phacomatosis pigmentovascularis is yet to be elucidated. Whether the various 

subtypes of phacomatosis pigmentovascularis are separate molecular entities or phenotypic variants of the same disease 

needs to be settled.  
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suggestive of a capillary malformation (port wine stain) 

with overlying multiple dome-shaped, bright, ruby-

colored papules (Cherry hemangiomas) (Figure 5). He 

gave no history suggestive of any central nervous system 

and other ocular involvement.  

 

Figure 2: Hypopigmented patch with serrated 

margins since birth (Nevus anaemicus). 

 

Figure 3: Dermal melanocytosis (giant mangolian 

spot) since birth. 

 

Figure 4: Café-au-lait macule (CALM) at left lower 

back. 

 

Figure 5: (a) Sharp, erythematous patches (port wine 

stai) over right anterior forearm and left anterior leg; 

and (b) with overlying multiple, dome-shaped, bright 

ruby colored papules (cherry hemangioma). 

DISCUSSION 

This rare condition was first described by Ota et al in 

1947.2-4 From the clinical features, it was traditionally 

classified into five types.2,4,5 Recently, Happle has re-

designated this syndrome into four newer types (Table 1).6 

Each division is subdivided into “a” and “b” depending on 

the presence or absence of systemic involvement 

respectively. Although there are several sporadic case 

reports, very few descriptive case series have been 

published.3-10  

Port wine stain is one of the commonest vascular 

malformations usually present at birth and growing in size 

as the child ages. It is usually associated with hypertrophy 

of the underlying structures. 

The commonest dermal melanocytosis to occur in 

phacomatosis pigmentovascularis is Mongolian spots, but 

there have been few reports in literature regarding the 

concomitant occurrence of nevus of Ota and nevus of Ito 

with a capillary malformation.11 Nevus of Ota and Ito are 

considered aberrant Mongolian spots.11 

Nevus of Ota also known as nevus fuscoceruleus 

ophthalmomaxillaris is a dermal melanocytosis which 

presents from birth with bluish discolouration of unilateral 

cheek and sclera. It may rarely be bilateral. Nevus of Ito, 

another form of dermal melanocytosis goes by the name, 

nevus fuscoceruleus acromiodeltoideus. It presents as 

brown to bluish gray pigmentation over the shoulders. 

When suspecting a case of phacomatosis 

pigmentovascularis, ocular and neurological abnormalities 

will have to be ruled out.  

Ocular complications include ocular melanosis, glaucoma, 

iris hamartomas, mammillations and nodules.12 

Neurological involvement is in the form of delayed 

development, seizures, hydrocephalus, intracranial 

calcifications and cerebral atrophy.13 
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Prognosis of the disease depends on whether systemic 

involvement is present or not. Treatment of cutaneous 

lesions is for aesthetic purposes and includes Q switched 

alexandrite laser for the pigmentary lesions and pulsed dye 

laser for the vascular lesions.14 

Table 1: Classification of PPV.6 

Hasegawa's 

classification 
Happle's classification Vascular anomaly Pigmentary anomaly 

I Non-existent Nevus flammeus Epidermal nevus 

II 
Phacomatosis cesio 

flammea 
Nevus flammeus+nevus anaemicus Dermal melanocytosis 

III Phacomatosis spilorosea Nevus flammeus+nevus anaemicus Nevus spilus 

IV Unclassified Nevus flammeus+nevus anaemicus Dermal melanocytosis+nevus spilus 

V 
Phacomatosis cesio 

marmorata 

Cutis marmorata telangiectatica 

congenita (CMTC) 
Dermal melanocytosis 

CONCLUSION 

Our case can be classified as phacomatosis 

pigmentovascularis type IIb. 

Funding: No funding sources 

Conflict of interest: None declared 

Ethical approval: Not required 

REFERENCES 

1. Galbraith S. Capillary malformations (port wine 

stains) and associated syndrome. UpToDate. 2021. 

Available at: https://www.uptodate.com/contents/ 

capillary-malformations-port-wine-stains-and-

associated-syndromes. Accessed on 12 October 

2021. 

2. Hasegawa Y, Yasuhara M. Phakomatosis 

pigmentovascularis type Via. Arch Dermatol. 

1985;121:651-5.  

3. Fernández-Guarino M, Boixeda P, de Las Heras E, 

Aboin S, García-Millán C, Olasolo PJ. Phakomatosis 

pigmentovascularis: Clinical findings in 15 patients 

and review of the literature. J Am Acad Dermatol. 

2008;58:88-93.  

4. Van Gysel D, Oranje AP, Stroink H, Simonsz HJ. 

Phakomatosis pigmentovascularis. Pediatr Dermatol. 

1996;13:33-5.  

5. Torrelo A, Zambrano A, Happle R. Cutis marmorata 

telangiectatica congenita and extensive Mongolian 

spots: Type 5 phacomatosis pigmentovascularis. Br J 

Dermatol. 2003;148:342-5.  

6. Happle R. Phacomatosis pigmentovascularis 

revisited and reclassified. Arch Dermatol. 

2005;141:385-8.  

7. Vidaurri-de la Cruz H, Tamayo-Sánchez L, Durán-

McKinster C, Orozco-Covarrubias Mde L, Ruiz-

Maldonado R. Phakomatosis pigmentovascularis IIA 

and IIB: Clinical findings in 24 patients. J Dermatol. 

2003;30:381-8.  

8. Ruiz-Maldonado R, Tamayo L, Laterza AM, Brawn 

G, Lopez A. Phacomatosis pigmentovascularis: A 

new syndrome? Report of four cases. Pediatr 

Dermatol. 1987;4:189-96.  

9. Shields CL, Kligman BE, Suriano M, Viloria V, 

Iturralde JC, Shields MV, et al. Phacomatosis 

pigmentovascularis of cesioflammea type in 7 

patients: Combination of ocular pigmentation 

(melanocytosis or melanosis) and nevus flammeus 

with risk for melanoma. Arch Ophthalmol. 

2011;129:746-50.  

10. Nanda A, Al-Abdulrazzaq HK, Habeeb YK, 

Zakkiriah M, Alghadhfan F, Al-Noun R, et al. 

Phacomatosis pigmentovascularis: Report of four 

new cases. Indian J Dermatol Venereol Leprol. 

2016;82:298-303.  

11. Ribas J, Ribas CB, Schettini AP. Facomatose 

Pigmento-vascular: relato de caso. An Bras 

Dermatol. 1997;72:163-6. 

12. Chekroun-Le Du L, Delaporte E, Catteau B, Destee 

A, Piette F. Phacomatosis pigmentovascularis type II. 

Eur J Dermatol. 1999;8(8):569-72. 

13. Van Aalst JA, Bhuller A, Sadove AM. Pediatric 

vascular lesions. J Craniofac Surg. 2003;14(4):566-

83. 

14. Adachi K, Togashi S, Sasaki K, Sekido M. Laser 

therapy treatment of phacomatosis 

pigmentovascularis type II: two case reports. J Med 

Case Rep. 2013;7(1):55. 

 

 

 

 

 

 

Cite this article as: Singh SK, Pandey AK, Meena 

BS. Phacomatosis pigmentovascularis- a rare case 

report. Int J Res Dermatol 2022;8:276-8. 


