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Dermatology Life Quality Index of Leprosy 

Patients in Thailand. 
Penvadee Pattanaprichakul MD, 

Saranjit  Wimoolchart MD, 

Onjuta Chaiwanon MD, 

Kamonpan Lertrujiwanit BSc, 

Pacharee Iamtharachai BEd, 

Kanokvalai Kulthanan MD. 

ABSTRACT: 
PATTANAPRICHAKUL P, WIMOOLCHART S, CHAIWANON O, LERTRUJIWANIT K, 

IAMTHARACHAI P, KULTHANAN K.  DERMATOLOGY LIFE QUALITY INDEX OF LEPROSY 

PATIENTS IN THAILAND. THAI J DERMATOL 2012; 28: 159-168. 
DEPARTMENT OF DERMATOLOGY, FACULTY OF MEDICINE SIRIRAJ HOSPITAL, 

RATCHAPRACHA SAMASAI INSTITUTE, DEPARTMENT OF DISEASE CONTROL, MINISTRY OF PUBLIC 

HEALTH, SAMUT PRAKAN, BANGKOK, THAILAND. 

 Background: Leprosy is a chronic, gradually progressive infectious disease caused by Mycobacterium leprae. 
The manifestations involve mainly the skin and the peripheral nerves, which can progress to various deformities affecting 
patients� quality of life including mental aspect, social stigma and many economic problems. 
 Objective: To evaluate the quality of life of patients with leprosy in Thailand and other personal contributing 
factors.  
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 Materials and Methods: The leprosy patients who attended the Hansen�s clinic at Siriraj Hospital and 
Ratchapracha Samasai Institute between May and November 2012 were asked to complete the Dermatology Life 
Quality Index (DLQI) questionnaires in Thai version. The demographic data, type of the disease, area of lesions, 
associated symptoms, and the amount of families or friends who knew about the disease were recorded.    
 Results: Seventy-five patients voluntarily answered the questionnaires. Most of them were male (73.3%) and 
65.3% of the cases worked as labor, with a mean (SD) age of 46.8 (15.5) years. Sixty of them (80%) were diagnosed as 
multibacillary (MB) leprosy. The mean (SD) of total DLQI scores were 7.29 (5.88) with a range of 0-29. From 10 
questions, the highest mean scores were observed in the second question concerning the patients� embarrassment with a 
mean (SD) of 1.27 (1.12). There was no significant relationship between age (p = 0.25), gender (p = 0.56) or employment 
status (p = 0.90) with total DLQI scores. However, from multiple logistic regression, patients with multibacillary (MB) 
leprosy had a significant higher DLQI scores than paucibacillary (PB) group with adjusted odds ratio of 13.83 (95% CI 
OR 1.65-115.58, p = 0.015). Moreover, the patients with facial lesion also scored significantly higher than those without 
facial involvement with adjusted odds ratio of 3.54 (95% CI OR 1.18-10.68, p = 0.025). 

Conclusions: From DLQI score of leprosy patients in this study, it indicates the moderate impact of the disease 
on quality of life, especially in those with multibacillary group and those with lesions on the face.  

Key words: Dermatology Life Quality Index, Leprosy 
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 cZYWfTAg: =>?@>ABCD@EFD=>?GHI@JABC@>ABC>KLMNOPHQRDKLSTU@VWDE>UVXMVYQDETXZMNO@[HI\X[@JABC Mycobacterium laprae 
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 JAXmSNOnUg@\: @aAOCh^[iX?efgXaJNQHGIWXDPHQRDKL_DPbWEcQZ=>?@>ABCD>Q`MKBLEl\\KZCAODmMNOVK`aKDno[KD 
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eTRQO^aRbQ: PbWEcQZV K̀?>_\GCdSddVCdqX`MKBLR`I 75 >XZ =IZ 65.3% kCLPbWEcQZMKBLR`I ǸCXJNa>Kd\WXL 
PbWEcQZVYQD_RvY@EFD@EFD@ahJXZ (73.3%) CXZe@tTNOZ (SD) ?AC 46.8(15.5) Ew PbWEcQZ\sXDQD 60 >XZ(80%)uIW>Kd[X>QHDH\tKZ@EFD
=>?@>ABCDJDHI@JABC`X[ =IZ Ǹ?YX@tTNOZkCL?USDD>Q` DLQI @MYX[Kd 7.29(5.88) =IZ Ǹ?USDDGKBLSGY 0-29 STU\X[?sXqX`
MKBLR`I 10 kWCadQYXkWCMNO Ǹ?YX?USDDVbLMNOVeI?ACkWCMNO 2 ]̂OL@EFDkWCMNO@[NOZQkWCL[Kd?QX`>bWV̂[CKdCXZSTU[X>kXI?QX` K̀OD_\]̂OL
Ǹ?USDD@tTNOZ (SD) @MYX[Kd 1.27(1.12) \X[[X>h^[iXDNB@>Xu Ỳad?QX`VK`aKDno>URQYXLCXZe (p = 0.25) @ah (p = 0.56) STU
CXJNakCLPbWEcQZ (p = 0.90) [Kd?YX@tTNOZkCL?USDD DLQI DC[\X[DNBZKLadQYXPbWEcQZ_D[TeY`@JABC`X[\U Ǹ?YX@tTNOZkCL?USDD 
DLQI `X[[QYXPbWEcQZ_D[TeY`@JABCDWCZCZYXL ǸDKZVsX?KvMXLVqHGH=IZ Ǹ?YX adjusted odd ratio @MYX[Kd 13.83 (95%CI OR 1.65-
115.58, p = 0.015) STUadQYXPbWEcQZMNO Ǹ>CZ=>?d>H@Qf_dRDWX\U Ǹ?YX@tTNOZkCL?USDD DLQI `X[[QYXPbWEcQZMNOu Ỳ Ǹ>CZ=>?MNO
_dRDWX=IZ Ǹ?YX adjusted odd ratio @MYX[Kd 3.54 (95%CI OR 1.18-10.68, p = 0.025) 
 UOSNeT: \X[PT[X>h^[iXDNBSVIL_RW@RxDQYX=>?@>ABCD ǸPTGYC?efgXaJNQHGIWXDPHQRDKLkCLPbWEcQZ=IZCZbY_D>UIKd
EXD[TXL=IZ@taXU_D[TeY`PbWEcQZMNO@EFD=>?@>ABCDJDHI@JABC`X[STUPbWEcQZMNO Ǹ>CZ=>?d>H@Qf_dRDWX 

@oQUoQ@AI: ?efgXaJNQHGIWXDPHQRDKL, =>?@>ABCD 

 

Introduction 
Leprosy or Hansen�s disease is a chronic, gradually 

progressive infectious disease caused by 
Mycobacterium leprae, which is high infectivity but low 
pathogenicity. The main transmission route is acquired 
via nasal droplets. The manifestations include mainly on 
the skin and the peripheral nerves.1 
For the purpose of multidrug therapy (MDT) 

regimen, the simple classification of leprosy was 
established in 1981 by World Health Organization 
(WHO) Study Group using the degree of positivity from 
slit-skin smear to classify the disease as paucibacillary 
leprosy (PB) with bacteriological index < 2 and 
multibacillary leprosy (MB) with bacteriological index 
2+ or more. On the other hand, in some area which slit-
skin smears are not feasible, the classification can be 
obtained by clinical examination as PB leprosy with one 

to five skin lesions and MB leprosy with more than five 
skin lesions.2 

Type 1 and type 2 immune-mediated leprosy 
reaction can affect around 30% of MB leprosy patients, 
most commonly during the treatment.3  Both neuritis 
(pain, tenderness or nerve function impairment) and 
silent neuritis (numbness or loss of motor function 
without an obvious incidence of neuritis) may occur 
independently with or without the reaction, and require 
prompt specific treatment.4 Delay in diagnosis, either of 
the disease or the reaction can increase risk of 
permanent nerve damage, which can progress to chronic 
ulcerations or various long-term deformities greatly 
affecting the patients� quality of life through physical 
and mental aspects, social stigma and many economic 
problems.5 
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Besides AIDS, tuberculosis, and epilepsy, leprosy is 
one of the chronic health-related conditions which have 
a strong impact on individuals, their families and public 
health strategy.6 So far, various instruments for 
measuring quality of life in patients with skin diseases 
have been developed and validated. Different methods 
were used such as interview, questionnaires, scales or 
index.7 From previous studies, it is well documented 
that leprosy had moderate to very great effect on 
patients� quality of life, but the data in Thailand is still 
lacking.8-12 

The aim of the study was to assess the quality of life 
of leprosy patients in Thailand using a Thai version of 
Dermatology Life Quality Index (DLQI) questionnaires 
and evaluate other personal factors affecting the degree 
of patients� well-being. 
Materials and methods: 
This study was approved by the Siriraj Hospital 

Institutional Review Board (SIRB). The study design 
was cross-sectional descriptive study. The leprosy 
patients, who were literate, with an age of more than 18 
years old, who attended the Hansen�s clinic at Siriraj 
Hospital and Ratchapracha Samasai Institute between 
May and November 2012 were included in the study 
and asked to complete the DLQI questionnaires in Thai 
version by themselves. The demographic data, area of 
lesions, onset of neuritis, other associated symptoms 
and the amount of their families or friends who 
perceived about the disease were asked directly from 
the patient and recorded in the case record form. The 

information about the type of the disease was reviewed 
from the medical chart and also documented in the 
study. 
The DLQI questionnaires used in the study were 

pointing to the previous 7 days and were composed of 
10 questions in 6 domains. The six domains consist of 
symptoms and feelings, daily activities, leisure, working 
and studying, personal relationship and treatment 
difficulties. Each question was short and easy to 
understand, so it took only a few minutes to complete. 
Each question consists of 3 possible scores: very much 
= 3, a lot = 2, a little = 1, not at all or not relevant = 0. 
The total DLQI score is calculated by accumulating the 
score of each question resulting in a minimum of 0 and 
a maximum of 30. The higher DLQI score depict 
greater impact on the quality of life among the patients. 
The meaning of total DLQI scores can be categorized as 
follows: 0-1 = no effect, 2-5 = small effect, 6-10 = 
moderate effect, 11-20 = very large effect, 21-31 = 
extremely large effect on patient's life.13 Finally, the 
Thai version of the DLQI questionnaire was formally 
asked for the permission from Dr. A.Y. Finlay and was 
reported by Kulthanan et al. as having high validity and 
good reliability.14 
Descriptive statistics were used to describe the 

demographic data of the patients in this study. Pearson 
Chi-square test was used to test the association between 
two categorical variables. Multiple logistic regressions 
were performed to analyze the association between 
several patients� characteristics and DLQI score of 
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subgroups concurrently. All statistical analyses were 
done using PASW statistics 18.0 (IBM Corporation, 
New York, USA). A p-value < 0.05 was considered to 
be statistically significant. 
Results 
Of 75 leprosy patients from both Siriraj Hospital 

and Ratchapracha Samasai Institute voluntarily 

answered the questionnaires and all of them completed 
all ten questions. Fifty-five (73.3%) of them were male 
and twenty (26.7%) were female. About 70% of the 
patients were in the age range less than 60 years, with a 
mean (SD) age of 46.8 (15.5) years. Most of them 
(65.3%) worked as laborers or farmers and 16 (21.3%) 
were unemployed or retired from their works. (Table 1) 

 

Table 1  Demographic data of the study samples (n=75) 

Characteristics Number of cases Percent (%) 

Gender   
    Male 55 73.3 
    Female 20 26.7 
Age (years) - mean (SD) 46.8 (15.6)  
    Less than 60 54 72.0 
    ≥ 60 21 28.0 
Employment status   
    Student/officer 10 13.3 
    Labor 49 65.3 
    Unemployed 16 21.3 
Type of leprosy   
    Paucibacillary (PB) 15 20 
    Multibacillary (MB) 60 80 
Site of lesions   
    Facial sparing 49 65.3 
    Facial involvement 26 34.7 
Neuritis   
    No 21 28 
    Yes 47 62.7 
    Cannot remember 7 9.3 
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Table 2  The mean and standard deviation of DLQI scores in each question with comparison between MB and PB leprosy. 

DLQI question All cases 
Type of leprosy 

p-value 
PB MB 

1.Itching/painful skin 0.89 (0.91) 0.80 (0.94) 0.92 (0.91) 0.66 

2.Embarrassment 1.27 (1.12) 0.27 (0.59) 1.52 (1.08) <0.001 

3.Shopping problems 0.77 (1.03) 0.13 (0.35) 0.93 (1.09) <0.001 

4.Clothes choice 0.65 (0.97) 0.07 (0.26) 0.80 (1.02) <0.001 

5.Social activities 1.03 (1.08) 0.20 (0.56) 1.23 (1.08) <0.001 

6.Sport 0.48 (0.89) 0.07 (0.26) 0.58 (0.96) <0.001 

7.Work and study 0.76 (1.17) 0.67 (1.23) 0.78 (1.17) 0.73 

8.Interpersonal problems 0.40 (0.81) 0.07(0.26) 0.48 (0.87) 0.002 

9.Sexual difficulties 0.25 (0.66) 0.00 (0.00) 0.32 (0.73) 0.001 

10.Treatment difficulties 0.79 (0.92) 0.60 (0.74) 0.83 (0.96) 0.383 

Total scores 7.29 (5.88) 2.87 (1.81) 8.40 (6.03) <0.001 

 

Table 3 Patients� characteristics categorized by DLQI scores 

Characteristics 
DLQI score subgroups 

p-value 
Low DLQI (0-6)  n = 39 High DLQI (7-30)   n = 36 

Gender,  n (%)   0.21 
    Male 31 (56.4%) 24 (43.6%)  
    Female 8 (40.0%) 12 (60.0%)  
Age (years) - mean (SD) 49.03 (16.13) 44.47 (14.76) 0.21 
Age (years), n (%)   0.28 
    Less than 60 26 (48.1%) 28 (51.9%)  
    ≥ 60 13 (61.9%) 8 (38.1%)  
Occupation, n (%)   0.73 
    Student/officer 5 (50.0) 5 (50.0)  
    Labor 27 (55.1) 22 (44.9)  
    Unemployed 7 (43.8) 9 (56.3)  
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Characteristics 
DLQI score subgroups 

p-value 
Low DLQI (0-6)  n = 39 High DLQI (7-30)   n = 36 

Type of leprosy, n (%)   <0.001 
    Paucibacillary (PB) 14 (93.3%) 1 (6.7%)  
    Multibacillary (MB) 25 (41.7%) 35 (58.3%)  
Site of lesions, n (%)   0.002 
    Facial sparing 32 (65.3%) 17 (34.7%)  
    Facial involvement 7 (26.9%) 19 (73.1%)  
Neuritis, n (%)   0.18 
    No 14 (66.7%) 7 (33.3%)  
    Yes 23 (48.9%) 24 (51.1%)  
Pain or numbness, n (%)   0.80 
    No 13 (54.2%) 11 (45.8%)  
    Yes 26 (51.0%) 25 (49.0%)  

 
According to the classification of leprosy, 60 (80%) 

of the cases were diagnosed as MB leprosy. Forty-seven 
(62.7%) patients can recognize their previous neuritis, 
and most of these cases (68.1%) experienced neuritis 
symptoms before the diagnosis. About 35% of the 
patients had facial-involved lesions. Only 36% of the 
patients had informed their friends about the illness, 
with the mean (SD) of 2.60 (5.64). On the other hand, 
69.3% of them told their families about the disease with 
the mean (SD) of 2.73 (2.77). 
The mean (SD) of total DLQI scores were 7.29 

(5.88) with a median of 6 and a range of 0-29.  From 10 
questions, the highest mean scores were observed in the 
second question concerning the patients� embarrassment 
with a mean (SD) of 1.27 (1.12), followed by the 

question about social activities with a mean (SD) of 
1.03 (1.08). And the lowest mean scores were in the 
domain of sexual difficulties. From table 2, the mean 
(SD) of DLQI scores in each questions when compared 
between MB and PB leprosy, were significantly higher 
in MB group regarding almost every questions (p < 
0.01) except the items of itching/painful (p = 0.66), 
work and school (p = 0.73) and treatment (p = 0.38). 
The total DLQI scores in MB group were also higher 
than PB group (p = 0.001). 
Nonetheless, there was no significant relationship 

between age (p = 0.25), gender (p = 0.56), employment 
status (p = 0.90) or neuritis symptoms (p = 0.30) with 
total DLQI scores. Only in the fifth question concerning 
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the social activities, the scores were significantly higher 
in the cases who had encountered neuritis (p = 0.049). 
Table 3 presents characteristics of the patients 

grouped by the median of total DLQI scores as low (0-
6) and high (7-30) DLQI score subgroups. High DLQI 
score was associated with the group of MB leprosy (p < 
0.001) and facial involvement of the lesions (p = 0.002) 

From multiple logistic regressions (Table 4), the 
results correlate the same way. The patients with MB 
leprosy had a significantly higher DLQI score than the 
PB group with adjusted odds ratio of 13.83 (95% CI OR 
1.65-115.58, p = 0.015). And the patients with facial 
lesions also scored significantly higher than those 
without facial involvement with adjusted odds ratio of 
3.54 (95% CI OR 1.18-10.68, p = 0.025). 

 

Table 4  Multiple logistic regression analysis of patients� characteristics related to DLQI score subgroups 

Characteristics Adjusted OR 95% CI of OR p-value 

Type of leprosy, n (%)    

    Paucibacillary (PB) 
    Multibacillary (MB) 

1 
13.83 

 
1.65-115.58 

 
0.015 

Site of lesions, n (%)    

    Facial sparing 
    Facial involvement 

1 
3.54 

 
1.18-10.68 

 
0.025 
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Figure 1 The mean DLQI scores of each question 
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Discussion 
Data from the present study demonstrated that male 

was the predominant gender of leprosy patients in our 
country which revealed the same outcome as previous 
studies claiming male as one of a risk factor of 
Hansen�s disease.2 There was no significant difference 
of the DLQI scores between both genders in our study 
(p = 0.56), on the contrary of the study by Budel et al. 
which showed the statistically significant differences 
between the scores of both sexes.10 In a previous study 
in Brazil, the mean (SD) of total DLQI score was 10.23 
(7.79), the PB group was 9.00 (8.06) and the MB group 
was 10.80 (7.88) respectively10 , which were all higher 
than the results in the current study. It is probably due to 
the individual social culture regarding sympathy and the 
way of thinking about the disease which lead to the 
effect of the patients� quality of life. 
The patients in MB group scored significantly 

higher than those in PB group in almost all aspects. 
Except for the 2 questions about itching/pain and 
working/studying. These findings could be explained by 
the lesional anesthesia without pruritus in lepromatous 
skin involvement1, and most of our cases did not have 
deformity or disability from the disease to prevent their 
working or studying performances. 
Additionally, the mean DLQI scores in facial 

involvement group were significantly higher than those 
without facial lesions. This result correlated with the 
highest mean DLQI score (1.27) observed in 
embarrassment domain in recent study, and the lowest 

is sexual difficulties with the mean score of 0.25. In a 
similar way to the result from Kulthanan et al. studied 
patients with general skin diseases, the highest and 
lowest DLQI scores were observed in the same domain 
as ours.14  Earlier, Kulthanan et al. had posited that this 
phenomenon may result from the culture of Asians who 
feel uncomfortable talking about sexual relationships.15 

Neuritis or silent neuropathy can occur before, 
during or after the treatment. But the most common is 
during the treatment.4 Most of the cases with neuritis in 
this study experienced neuritis symptoms before the 
diagnosis. The result may indicate that the strategy for 
providing early diagnosis of the disease in Thailand is 
still ineffective. And the mean DLQI scores in neuritis 
group were not significantly higher than those without 
neuritis, perhaps because the symptoms of neuritis may 
have abated by the time of data collection. 
When we compared the mean of DLQI score of 

leprosy patients in our study with other skin diseases in 
the same ethnic group such as acne (10.6), psoriasis 
(12.9), and vitiligo (8.8), it surprisingly showed that the 
scores of leprosy patients were lower. It is probably 
from the natural history of the disease that is slowly 
progressive and becomes almost stable after specific 
MDT regimens.     
The leprosy control program is still important to 

prevent disabilities. Widely provision of proper 
education about the transmission and natural history of 
the disease is needed for the patients, health care 
personnel and also the general population to improve 
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the mental health of the leprosy patients, leading to 
better quality of life. Furthermore, using this 
questionnaire can be applied in the future to re-evaluate 
and improve the efficacy of the leprosy control program.  
Conclusion 
The DLQI score of leprosy patients in this study 

indicates the moderate impact of the disease on quality 
of life, especially in those with multibacillary type and 
those with lesions on the face.  To our knowledge, this 
study is the first study on the dermatology quality of life 
in the patients with leprosy in Thailand.  Dermatologists 
as well as general physicians retain the main 
responsibility for taking care of these patients.  It must 
be emphasized that a holistic approach to each patient 
needs to be mentioned regarding their quality of life. 
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Pemphigus vegetans: A case report and 

review of the literature. 
Sanchai Sombatmaithai MD, 

Alita Sombatmaithai MD. 

ABSTRACT: 

SOMBATMAITHAI S, SOMBATMAITHAI A. PEMPHIGUS VEGETANS: A CASE REPORT AND 

REVIEW OF THE LITERATURE. THAI J DERMATOL 2012; 28: 169-175. 

FACULTY OF MEDICINE, MAHASARAKHAM UNIVERSITY, MAHASARAKHAM, THAILAND. 

Pemphigus vegetans is a very rare variant of pemphigus vulgaris, which is an autoimmune blistering disease of 
the skin and mucosal membrane.  Pemphigus vegetans initially manifests as pustules or vesicles but these primary lesions 
subsequently develop into vegetating plaques.  Typically, these are located in intertriginous areas and the oral mucosa.  
The histopathological findings of pemphigus vegetans are suprabasal acanthosis, epidermal hyperplasia, papillomatosis, 
and intraepidermal eosinophilic abscess.  Immunofluorescence tests results are indistinguishable from those of pemphigus 
vulgaris.  Pemphigus vegetans has been divided into 2 clinical subtypes, the Neumann type and the Hallopeau type.  The 
Neumann type has a similar course to pemphigus vulgaris, and requires treatment with a high dose of corticosteroids.  The 
Hallopeau type, by comparison, has a more benign course.  This report describes a case of pemphigus vegetans Neumann 
type where the patient presented with typical manifestations and responded to treatment with corticosteroids alone. 
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Introduction 

Pemphigus vegetans, a rare form of pemphigus, is 
characterized by verrucous plaques surrounded by 
flaccid bulla or pustules on the intertriginous area and 
oral mucosa.  There are 2 types of this disease, 
Hallopeau type and Neumann type, with the former 
seeming to have a more benign course than the latter.  
Case report 

A 65-year-old Thai man presented with a 5 year 
history of malodorous vegetating plaques with scattered 
flaccid bulla on the neck, axilla, groin, scrotum and 
buttocks. He had no symptoms of any systemic disease 
and was not on any medication.  There was no family 

history of a vesiculobullous diasease.  On physical 
examination, there were foul smelling whitish 
papillomatous verrucous plaques surrounded by flaccid 
vesicles and bulla on the neck, axilla, groin, scrotum 
and buttocks. (Figures 1-5) His tongue showed 
cerebriform-like changes. (Figures 6)   The oral mucosa, 
hair and nails were unremarkable. 

A biopsy specimen obtained from a vesicle on the 
left axilla revealed suprabasal separations with 
acantholysis and few dyskeratotic cells with some area 
of scale crust formation.  There were superficial 
perivascular lymphoplasmacytic infiltrations without 
eosinophils. Direct immunofluorescence study of the 



Vol.28 No.3 Sombatmaithai S et al 171 

 

perilesional skin showed intercellular deposits of C3. 
(Figures 8)  Laboratory testing showed complete blood 
count and liver function to be normal. 

Treatment was started with oral prednisolone 30 
mg/day without topical treatment.  Within 2 weeks, the 
verrucous vegetations on both axillae improved 
dramatically without appearance of skin bullae. (Figures 
9)  No malodorous smell was detected after 1 month.  
The dose of prednisolone was tapered to 20 mg/day, 
without the appearance of new lesions. 
 

 
Figures 1 Physical examination revealed some minute 
vesicles and erosions on erythematous bases at nape of 
the neck. 
 

 
Figures 2 Physical examination revealed groups of 
flaccid bullae with hyperkeratotic papules at the center. 

 

 
Figures 3A, 3B Physical examination reveals bilateral 
whitish vegetating verrucous plaques surrounding with 
vesicles on both axilla. 
 

 
Figures 4 Physical examination revealed whitish 
vegetating verrucous plaques on both groin and 
scrotum. 

3A 

3B 
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Figures 5 Physical examination revealed flaccid bulla 
and eroded skin on the buttocks 
 

 
Figures 6 Physical examination revealed a cerebriform-
like change at dorsal of the tongue. 

 
Figures 7 Histopathology from vesicle showed 
suprabasal separations with elongated dermal papillae 
showing so-called villi and acantholysis. 
 

 
Figures 8 Direct Immunofluorescence study showed 
intercellular deposits of C3. 

 
 
 

Figures 9A,9B Improvement in the clinical 
appearance of the lesions after 2-weeks of 
systemic corticosteroids treatment. 
 

 
 

9A 9B 
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Discussion 

Pemphigus vegetans is a rare vegetating variant of 
an autoimmune blistering skin disease, pemphigus 
vulgaris.  Its incidence has been suggested to be 2% of 
patients with this class of disease in Croatia1, and 
Sicily.2  Pemphigus vegetans can occur in people of all 
age groups including children, with the median age of 
disease onset being 40-50 years.3  The disease is caused 
by autoantibodies against desmogleins, proteins which 
play an important role in cell-cell adhesion of 
keratinocytes.  IgG autoantibodies are responsible for 
the blister formation.4 

 Patients with pemphigus vegetans usually presented 
with flaccid blisters which became eroded forming 
fungoid vegetations or granulomatous proliferations.  
This was particularly dominant in intertriginous areas 
and the oral mucosa, and sometimes on the scalp or 
face.  Involvement of the vermilion border of the lips is 
the clinical hallmark of oral lesions. 5  The tongue may 
show cerebriform like changes.4,6  Nail involvement  are 
characterized by dystrophy and verrucous 
paronychia.7,8,9  There are a few reports of patients with 
solitary lesions limited to the oral cavity, scalp and 
feet.5,6,10,11,12   Pemphigus vegetans has been classified 
into 2 subtypes.  The first Hallopeau type starts with 
circumscribed pustules, and has a relatively benign 
course.  This is in constrast to the second Neumann 
type, which has vesicles and bullae as primary lesions, 
is more frequently seen, and develops into extensive 
lesions that are often refractory to therapy.13  

The diagnosis of pemphigus vegetans is based on 
clinical findings correlated with histopathology and 
immunofluorescence.  Histopathological examination of 
skin lesions show suprabasal acantholysis in the early 
lesions, epidermal hyperplasia, papillomatosis, and 
intraepidermal eosinophilic abscesses as lesions age.  
Eosinophillic responses, characterized by  the formation 
of microabscess and vesiculation,  are features which 
help to differentiate this disease from the vulgaris 
type.14 

Immunofluorescence findings in pemphigus 
vegetans are indistinguishable from those of pemphigus 
vulgaris.  Direct immunofluorescence demonstrates 
deposition of IgG and C3 in the intercellular space of 
keratinocytes.  Indirect immunofluorescence reveals 
circulating IgG on the cell surface.15  

Previous publications consistently reported 
autoantibodies against desmoglein 3 in patients, while 
autoantibodies against desmoglein 1, desmocollin 1 and 
2 and periplakin were occasionally detected.16,17,18  
Autoantibodies were generally classified as IgG, and in 
one instance IgA.19  

It may be difficult to diagnose pemphigus vegetans 
because of the varieties of clinical presentation and the 
histopathological resemblance to other conditions.  
Pyodermatitis- pyostomatitis vegetans (PD-PSV) should 
be included in the differential diagnosis because it 
shows similar clinical and histopathological features but 
has a negative result on immunofluorescence.  
However, most patients with PD-PSV have underlying 
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ulcerative colitis and some have Crohnss disease.20 

Because of mucosal involvement, Stevens-Johnson 
syndrome and a severe expression of erythema 
multiforme may be included in the differential diagnosis 
also.21 Paraneoplastic pemphigus(PNP) may also 
presents with vegetans-like plaque on the oral and 
perineal area.7,20,22  Moreover, there is a case report of 
childhood pemphigus vegetans variant of intraepidermal 
neutrophilic IgA dermatosis.23  Vegetating plaques may 
present in chronic lesions that resist therapy in one 
location.4 

As with pemphigus vulgaris, systemic 
glucocorticoids are the treatment of first choice for 
pemphigus vegetans.  However, administration of 
corticosteroids alone does not always induce disease 
remission. Addition of immunosuppressive agents such 
as azathioprine, dapsone, cyclophosphamide and 
cyclosporine may improve remission and allow a 
steroid-sparing effect.  Rackett et al. reported that 
pemphigus vegetans with treatment-resistant scalp 
lesions can be controlled well with methotrexate, oral 
corticosteroids and periodic intralesional corticosteriod 
injection.24  Ichimiya et al. reported that treatment with  
a combination of corticosteroid and etretinate resulted  
in healing of the persistent verrucous vegetations.21   
Complete remission of recalcitrant pemphigus vegetans 
in a patient was achieved with extracorporeal 
photopheresis.25  Another recalcitrant case was 
successfully treated with etanercept and carbon dioxide 
laser.26 

Nowadays, there are many case reports of 
pemphigus vegetans associated with infection, cancer 
and drug use.  These include cases in association with 
HIV-1 infection,27 and cases associated with exposure to 
the drugs captopril, penicillamine and intranasal 
heroin.28  In addition, pemphigus vegetans has been 
associated with gastric cancer, colon cancer, and lung 
cancer.22,29,30 
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ABSTRACT: 
BUNARATAVEJ B, BUNYARATAVEJ S, PATTANAPRICHAKUL P, MUANPRASART C, MATTHAPAN L, 

MAHAISAVARIYA P. TINEA OF VELLUS HAIR IN EXTENSIVE TINEA INCOGNITO. THAI J DERMATOL 

2012; 28: 176-181. 
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 Tinea of vellus hair is defined as dermatophytic infection of the vellus hair.  Although it is the infection of 
glabrous skin, its prognosis is similar to tinea capitis and those patients should receive systemic antifungal therapy since 
the beginning of the correct diagnosis. Both tinea of vellus hair and tinea incognito can occur simultaneously due to the 
common sequelae of prolonged use of either topical corticosteroids or systemic corticosteroids. In this article we reported 
a case of dermatophyte infection in a patient who had been erroneously treated with topical and systemic corticosteroids 
which led to the alteration of the clinical lesions and caused this patient to have side effects of unnecessary corticosteroids 
use. Skin biopsy shows fungal elements in the stratum corneum which correlates to the microscopic examination from 
skin scraping showing septate hyphae and spores around the vellus hair shaft. The fungal culture was positive for 
Trichophyton mentagrophytes var mentagrophytes which supports the overall diagnosis of tinea incognito with tinea of 
vellus hair. 
Key words : Tinea of vellus hair, Tinea incognito 
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Introduction 
Tinea of vellus hair is dermatophytic infection of 

the glabrous skin involving the vellus hair. This 
condition was not well recognized by physician and the 
appropriate treatment was delayed. Tinea of vellus hair 
should be suspected in the patients who have history of 
previous topical corticosteroid administration, presented 
with more inflammation, follicular micropustules or 
excoriated lesions compared with the usual feature of 
tinea corporis. Laboratory findings that support tinea of 
vellus hair include falling of vellus hair while  scraping 
the skin lesions, presence of ectothrix or endothrix hair 

on KOH examination, and the culture revealed 
zoophilic or geophilic dermatophytes.1   
Case report 

A 15 year-old woman presented with pruritic 
erythematous rash for 1 year. Skin lesions appeared 
firstly on the left thigh. The diagnosis was dermatitis 
and she was treated with topical corticosteroid without 
improvement. Then oral prednisolone was tried in low 
dose. Itch was dramatically relieved and the redness of 
skin rash was subsided but the size of lesions still 
progressively enlarged. The dose of prednisolone was 
gradually step up to 60 mg/day from time to time but 
cannot cure the lesions. After five months of treatment, 
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some of her fingernails had white spot and roughness of 
the surface. Everybody in her family, her father, mother 
and grandparents, gradually had a few itchy skin lesions 
that looked like her skin lesions. They are worried about 
contagious disease that spread from person to person. 
Then they came to Siriraj Hospital, Mahidol University. 
Additional information was that they had a healthy cat 
pet at home. 

Physical examination found multiple annular scaly 
erythematous plaques over the trunk and extremities. 
Cushingoid appearance was also noticed. There were 
dystrophic changes with yellowish discoloration of both 
thumb nails and right middle fingernail. (Figure 1-2). 

According to the history of corticosteroid-
unresponsive papulosquamous lesions of the patient and 
her mother, the consultant dermatologist pondered 
about pityriasis rubra pilaris (PRP) and annular 
psoriasis. Because the character of rash was so 
ambiguous so skin biopsy was taken for histologic 
study. The section showed neumerous septate hyphae 
with arthrospores in the stratum corneum and the 
histologic diagnosis was superficial fungal infection of 

the skin. (Figure 3).  Consequently, Woodqs light 
examination was performed with negative fluorescence. 
KOH examination from skin scraping of the lesion on 
the right arm, abdomen and right middle fingernail 
demonstrated septate hyphae with arthrospores.  Fungal 
culture was positive for Trichophyton mentagrophytes 

var mentagrophytes. Fascinatingly, plenty of vellus hair 
surrounded by septate hyphae and arthrospores was 
discovered from the scraping specimens from the 
lesions on the abdomen and right arm (Figure 4).  
Microscopic examination with KOH preparation from 
her motherqs skin lesion was also positive and the 
fungal culture revealed the same dermatophytic species.        

Our patient was diagnosed as tinea of vellus hair in 
extensive tinea incognito. According to the literature, 
tinea of vellus hair has been suggested as an indication 
for systemic antifungal therapy, therefore, weekly 
dosing of oral fluconazole 200 mg. with twice-daily 
application of topical 1% clotrimazole cream had been 
prescribed for the patient and her mother. Another 
family member was advised to have complete skin 
examination and appropriate plan of treatment. 
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Figure 1 Scaly annular erythematous plaques on the 
abdomen 

Figure 2  Nail dystrophy and discoloration of both thumb 
nails and right middle fingernail 

 

 
Figure 3 (A and B) Septate hyphae and arthrospores  in the stratum corneum layer (A:H&E x 400, B:GMS x 600) 

 

 
Figure 4  Numerous hyphae and arthrospores around the hair shaft (ectothrix) 

 

Discussion 
Although dermatophytosis is one of the most 

common inflammatory skin disorder, the presentation of 
skin rash in our patient had been modified by 
inappropriately use of systemic and topical 
corticosteroid.  Even an experienced dermatologist had 

not come up with the accurate clinical diagnosis which 
caused an unnecessary skin biopsy for the diagnosis of 
superficial dermatophytosis. Moreover, our patient was 
suffered from the adverse effect of prolonged use of 
corticosteroid resulting in Cushingqs syndrome. After 
overall investigations which revealed abundant spores  
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on the vellus hair, positive fungal culture and additional 
history of previous corticosteroid administration, tinea 
of vellus hair with tinea incognito was most likely for 
the definite diagnosis. 

The first case of tinea of vellus hair was reported by 
Eby and Jetton in 1971.2  Nannizzia incurvata (currently 

Arthroderma incurvatum, teleomorph of Microsporum 

gypseum)  was found within vellus hair of a 3 year-old 
child who was diagnosed as tinea faciei.2  In general, 
systemic antifungal therapy is indicated in tinea capitis 
and tinea unguium while tinea of glabrous skin can be 
adequately treated with topical antifungal medication as 
monotherapy except for extensive involvement, 
recurrence, or in immunocompromised hosts.1 
However, some cases of tinea corporis which were 
treated with topical antifungal monotherapy remain 
recalcitrant to the therapy. One possible explanation can 
be the tinea of vellus hair whose prognosis is 
comparable to tinea capitis and tinea barbae.  Thus, the 
patients with tinea of vellus hair should be intently 
treated with systemic antifungal therapy.1  

Gomez-Moyano E and Crespo-Erchiga  E1 reported 
13 cases of tinea of vellus hair and summarized the 
diagnostic clues of  the disease which included  
- Inflammatory and/or excoriated lesions of tinea 

corporis or tinea faciei 
- Follicular micropustules 
- Previous use of  topical corticosteroids 
- Resistance to topical antifungal therapy 
- Falling of short and fine  hairs to slide by scraping  

- Parasitism endothrix/ectothrix under potassium 
hydroxide examination 
- zoophilic or geophilic species identification 
In this previous report 62% of patients contacted 

with domestic animals of which was corresponding to 
our patient as well. 

The first case of tinea incognito was reported in 
19683 as the result of topical corticosteroid and 
calcineurin inhibitor3-7. These medications altered the 
primary cutaneous lesions that became a mimicry of 
other dermatoses such as discoid lupus erythematosus, 
eczema, folliculitis, psoriasis, seborrheic dermatitis and 
lichen planus. 4  

In conclusion, since both tinea incognito and tone of 
vellus hair share the same risk factor of corticosteroid 
use and both conditions can occur harmoniously in the 
same patient, therefore, the physicians should maintain 
a high index of suspicion and always be aware of tone 
of vellus hair in every cases of tinea incognito. Systemic 
antifungal medication is recommended. 
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Relapsing Polychondritis : A case report 
and review of the literature. 
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ABSTRACT : 
PHOMANEE S, TANGJATURONRUSAMEE C. RELAPSING POLYCHONDRITIS : A CASE REPORT 
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 Relapsing polychondritis is an uncommon, chronic disorder of the cartilage that is characterized by progressive 
recurrent episodes of inflammation of the cartilage on ear pinnas, nose, eye, joints, respiratory and cardiovascular system. 
The cause of relapsing polychondritis is unknown. It is suspected that this condition is caused by "autoimmunity" to 
various antibodies such as collagen type II, IX, XI, Matrilin-1, and cartilage oligomeric matrix protein. The diagnosis of 
RP was made by clinical diagnostic criteria.  
 We reported a rare case with clinical features of Relapsing Polychondritis. The patient presented with auricular 
and nasal chondritis with no other organ involvements. The symptoms responded to steroid therapy. 

Key words: Relapsing Polychondritis 
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Case report 

A 65-year-old Thai male came to the Institute of 
Dermatology with painful swelling of both ear pinnas 
and nose deformity for 2 years. The lesions were slowly 
progressive over time and were not associated with 
antecedent medications or previous trauma. He denied 
medical conditions, but complaint about concomitant 
malaise, arthralgia and hoarseness for 1 year. He also 
denied other associated symptoms such as cough, 
dyspnea, vertigo, and hearing loss. None of his family 
members had the same problems as the patient. 

Examination revealed painful, swollen, flesh-
colored, soft and floppy earlobes, which looked like 
bcauliflowerc appearance. Saddle nose deformity was 
observed. The other systemic symptoms were normal 
(Figure 1). 

Histopathology of a lesional skin biopsy showed 
nodular infiltration of lymphocytes and plasma cells 
associated with marked fibrosis at the deep dermis; 
however cartilaginous pattern cannot be identified in the 
specimen (Figure 2). Systemic work up for hepatitis B 
and C, and serum antinuclear antibody were negative. 
Blood chemistry, urine analysis, chest radiograph, 
electrocardiogram, eye and larynx examination 
performed to rule out systemic involvement revealed 
normal findings. 

Our patient was treated with oral prednisolone 15 
mg twice daily. He has shown some clinical 
improvement since one month of treatment, while 
prednisone was slowly tapered  to 10 mg once daily. He 
is still in the follow-up period.                                                                                                         
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Figure 1 Physical examination revealed (A) Saddle nose deformity.(B) Soft and floppy ear with a cauliflower appearance. 

 

   
Figure 2 Histopathological examination (A) Magnification 4X (B) Magnification 40X showing nodular and diffuse 
inflammatory cell infiltration with lymphocytes and plasma cells in thicken fibrous septum. 
 

Discussion 
Relapsing polychondritis (RP) is a very rare 

autoimmune disease characterized by inflammation and 
degeneration of cartilaginous structures. The disease 
was first described in 1923 by Jaksch-Wartenhorst 
under the term of bpolychondropathiac 1 . 

It was reported to occur with equal frequency in 
both sexes. The average age of the disease onset is 
around 50, but some reports described the age range of 
3 to 86 year-old2,3. 

The cause of RP is unknown. There is a positive 
association with HLA-DR45. It is suspected that this 
condition is caused by autoimmunity5. The role of the 

humoral immune response was based on the presence of 
antibodies to collagen type II4, type IX and type XI, 
matrilin-16, and antibodies to cartilage oligomeric 
matrix protein.  

This condition can affect all types of cartilage such 
as the elastin cartilage of the ears and nose, the hyaline 
cartilage of the peripheral joints, the fibrocartilage of 
the axial skeleton and the cartilage of the 
tracheobronchial tree.  The disease can also affect other 
proteoglycan-rich structures like the eye, heart, blood 
vessels and inner ear7. The associated diseases include 
vasculitis, connective tissue diseases and hematologic 
diseases such as myelodysplastic syndrome 8,9. 
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The patient can present with a wide spectrum of the 
clinical symptoms and signs. External ear involvement 
is the presenting sign in almost all patient (85-95%)2. 
Auricular chondritis shows sudden pinna earpain, 
redness, and swelling sparing the lobule. After several 
intermittent inflammation, the ear cartilage turn to 
deformity soft, floppy, and cauliflower-like ear.The 
second most common clinical finding of RP is 
seronegative, intermittent, migratory asymmetrical 
arthritis (52-85%)2. The joint involvement often affects 
metacarpophalangeal, proximal interphalangeal, wrists 
and knee joints. The third most common clinical finding 
is nasal chondritis (33-72%)2. The nasal cartilage can 
present with nasal pain, swelling, redness, stuffiness, 
rhinorrhea and epistaxis. Repeated attacks may cause 
destruction of nasal bridge creating the characteristic 
bsaddle-nose bdeformity2. 

Other common organ involvements include ocular 
manifestation (19-51%) 11 and respiratory tract 
chondritis (25-50%) which is the most common cause 
of death in patients with RP (10-50%)10. 

Dermatological signs are seen in 17-36% of patients 
with RP12. The manifestations are non-specific. These 
signs are frequent especially in association with 
myelodysplasia. Some reported that oral aphthosis was 
the most common skin finding. The other 
manifestations include nodules, purpura, papules, sterile 
pustules, superficial phlebitis, livedo reticularis, 
ulcerations and distal necrosis12. 

Cardiovascular (24-52%)14, renal (5-20%)13 and 
neurological involvement probably resulting from 
vasculitis can occur15. Although the renal association is 
rare, this can indicates the poor prognosis. The 
cardiovascular complications were found as the second 
most common cause of death of this disease13. 

The diagnosis of relapsing polychondritis is based 
on symptoms. There are no specific laboratory (blood, 
urine) tests or antibodies to render the diagnosis.  The 
empirical diagnostic criteria for RP have been 
established by McAdam et al2 that included the 
following 6 features: 1.) Bilateral auricular chondritis  
2.) Nasal chondritis  3.) Respiratory tract chondritis 4.) 
Ocular  inflammation 5.) Nonerosive seronegative 
inflammatory polyarthritis 6.)  Audiovestibular damage. 
At least three criteria, or one criteria with positive 
histology of the cartilage involvement, or two criteria 
with response to corticosteroids or dapsone therapy has 
yielded the disease diagnosis.  

Histopathology of affected cartilage shows 
perichondrial inflammation and loss of the normal 
cartilaginous basophilia; however biopsy of the affected 
tissue is not always required. 

Prognosis of the disease depends on systemic 
involvement. Inflammation of the cartilage of the 
trachea, heart, aorta, and other blood vessels can be 
fatal. However, the disease is mostly limited and mild. 
Organ involvement should be ruled out by conventional 
radiographs and computed tomography of the 
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respiratory tract, pulmonary function tests, and 
electrocardiogram. 

Prednisone is the drug of choice for RP. 
Prednisolone (0.3 to 1.0 mg/kg) is used in acute flares 
and for long-term suppression of inflammation. 
Continuous treatment with prednisone decreases the 
disease severity, duration, and frequency of relapses. 
Pulse intravenous steroids are warranted in severe case 
of acute airway obstruction, and/or before surgical 
intervention16.  Nonsteroidal anti-inflammatory drugs, 
colchicine, or dapsone may be useful for mild 
cartilaginous inflammation without internal organ 
involvement17. There have been some case report 
describing the efficacy of biologic therapies such as 
anti-CD4 monoclonal antibodies18, antitumor necrosis 
factor agents, and that of autologous stem cell 
transplantation19. 

We diagnose this patient with two chondritis 
(bilateral auricular and nasal chondritis) and the 
response to prednisolone although the skin biopsy 
showed chronic inflammation and fibrosis, but cannot 
identify the cartilage. The other symptoms were joint 
pain, hoarseness which later on revealed as normal 
findings. The patient did not have systemic involvement 
as the work up for hearing loss, ocular, cardiovascular, 
respiratory tract complications all showed negative 
results. We now continue the treatment with prednisone 
10 mg/day and try to maintain the low dose of 
prednisolone as much as possible.  
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Silicone has been widely used in medicine for several decades especially for permanent soft tissue 
augmentation. Although it is considered as biologically inert, a number of individuals experienced various reactions. 
Some of delayed reactions include a foreign body reaction, granuloma, and migration of the substance. Granuloma may 
occur from a few weeks after the injection to several decades afterward and can be rigorously debilitating, adversely 
affecting quality of life. Clinically, silicone granuloma may present as erythematous papules or plaques, painful nodules, 
diffuse swelling, cellulitis-like, and in some cases, ulceration, migration or palpable lymphadenopathy. Histologic 
findings of a biopsy specimen displayed granulomatous inflammatory infiltrate of lymphocytes, histiocytes and 
multinucleated giant cells surrounding an exogenous material with numerous #Swiss-cheese$ like cystic spaces of varying 
sizes in the dermis. We report a patient who presented with multiple facial siliconomas and emphasize on clinical 
presentation, therapeutic approach, and favorable outcomes with combination of systemic and intralesional corticosteroid 
administration. 

Key words: Siliconoma, foreign body granuloma, silicone injection 

 



188 Vejjabhinanta V et al Thai J Dermatol, July-September 2012 

789:;<=>: 

?@AB C?DDEFGH:H8I  CAJK?;L A:MHN@LDEOPB @:QRGSE ?TGDF:O;LC;DE @E<QEHUVWNX?<Y@9 SILICONOMA  ?E@RE@Y@9

UG?ZH:Q 2555; 28: 187-191. 

01234516734891 2:;<=89>1?6@A>4@4@15=91B1C DE134891CF9DE4GC 

'()(*+,-./,0123456789:,;<=1>?@2=A)1<6,31>912?@3<BC1A)1<3DE22F *G<-H@1I;<=1><(5>0J1A2:K912678H4G-./,
012-L(C-LMC?KKN1E2 ?C8E=1012,4O6,7=E>?29-+<NP9-7Q5;E=1RC=9=;6A8-9(G.S(9(2(<16GT9:K2=1>91<?L=L=;C19MC421<>1,912
-9(G.S(9(2(<1L=1>T6,-,QO;-<Q5;UVO,A)1<21<>1, -7=, 912;:9-0K?KK?92,P*)C=1 912RA)<8;< *G<912;:9-0K?KK?92,P*)C=1 
01C12N-9(GRG8L:O>?L=6,2I<IRC=9450:.G1ABA):>912H4GR.W,NV>A)1<0(K.XA):>W19,:O, 'V5>912-9(GY1EI,4OK1>+2:O>3J16A8-9(G
912Z(G2P.2=1>U;>K2(-E[345H4G012?)I01C12N0=>Z)31>W(L6W6A89:KZP8.\E<RG8C19 *G<;1912WIC1RG8L:O>?L=?KK-./,L]=C .^_,
,P,?G> 98;,,P,-WMK .^_,A,13:5ET ?)I6,K1>92[4;1WC4912?L9-./,?Z) 912RA)<8;<R.LJ1?A,=>;Q5, A2Q;L=;C,OJ1-A)Q;>*L 
912L2EW7(O,-,QO;31>W])@<1 (̀E(3<1WI@K912;:9-0K?KK?92,P*)C=1)8;C2;KE>60T-)M96Aa=U,1GL=1>T9:, 3J16A8C;>GP
):9F[I-ACQ;,-,<?UM>0E(0 (Swiss-cheese) 'V5>6,21<>1,HK:K,4O+[IZP8,(@, B̀RG8,J1-0,;ZP8.\E<Aa(>R3<;1<] 52 .X 345C498;,
;:9-0KK2(-E[6KA,81Y1<A):>912H4G'()(*+,C1 10 .X *G<WI9)=1ENV>;191231>+)(,(9 ?,E31>9122:9F1?)IZ)912
L;K0,;>G8E<9126A8<10-L4<2;<GB7,(G2:K.2I31,?)I7,(GH4G-H@1I345-U81K2(-E[2;<*2+345;:9-0K 

9\ER\E9:K: '()(*+*,C=1, 912H4G'()(*+,, .S(9(2(<1912;:9-0K 
 
Case report 

A 52-year-old Thai female from Bangkok presented 
to Siriraj hospital with mild painful lumps on her face 
for one month with a 10-year previous history of 
unknown material facial contour injection by non-MD 
aesthetician. There was no notable previous facial 
injury and no recent dyspnea, mucosal ulcer, or 
photosensitivity. Other precipitating factors could not 
be identified. She had not taken any over-the-counter or 
prescribed medications prior to the onset of the lesion. 
Family history was not contributory. Physical 

examinations revealed multiple well-defined, mild 
tender, erythematous, firm nodules and plaques on the 
forehead, cheeks, and chin (Figure 1A-C). No 
enlargement of superficial lymph nodes. Other systems 
are within normal limits. A biopsy specimen from the 
forehead showed granulomatous reaction with 
multinucleated foreign body giant cells and variably 
sized vacuoles, giving a "Swiss cheese" appearance in 
the dermis (Figure 2A-B). The diagnosis was 
siliconomas. 
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Figure 1 Multiple painful erythematous nodules and plaques on the face of a 52-year-old female (A), close-up view of 
nodules on the forehead (B), close-up view of a nodule on the chin (C). 
 

      
Figure 2 Histopathologic section from the nodule on the forehead showed nodular and diffuse dermal infiltrates 
composed of histiocytic aggregation, lymphocytes, foreign body type giant cells containing clear vacuoles resembling 
Swiss-cheese appearance (A), high power view (B).  
 
Discussion 

Polydimethylsiloxane is a polymer of chemically 
related organic silicon compounds, which has been 
widely used in medicine for several decades. The 
benefit of polydimethylsiloxane is the stability over 
long periods of time compared to hyaluronic acid and 
collagen; therefore it is mentioned as one of permanent 

filler agents. Although considered as biologically inert, 
a number of individuals experience minor acute 
inflammatory reactions at the beginning or delayed 
reactions1 later after injection. Some of delayed 
reactions include a foreign body reaction, granuloma, 
and migration of the substance. Granuloma may occur 
from a few weeks after the injection to several decades  
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afterward2 and can be rigorously debilitating, adversely 
affecting quality of life. Clinically, silicone granuloma 
(siliconoma) may present as erythematous papules or 
plaques, painful nodules, diffuse swelling, cellulitis-
like, and in some cases, ulceration, migration or 
palpable lymphadenopathy. Silicone migration to 
distant locations, so-called metastasis, has been 
reported.3 The differential diagnosis includes granuloma 
from other etiologies such as other foreign bodies or 
sarcoidosis, autoimmune diseases such as lupus 
profundus or rheumatoid arthritis, infectious organisms 
including mycobacteria, and pseudolymphoma. 
The pathogenesis of granuloma formation of silicone 
augmentation is still unknown. Histologic findings of a 
biopsy specimen displayed granulomatous 
inflammatory infiltrate of lymphocytes, histiocytes and 
multinucleated giant cells surrounding an exogenous 
material with numerous #Swiss-cheese$ like cystic 
spaces of varying sizes in the dermis. Treatment of 
siliconoma is challenging and a variety of modalities 
such as intralesional and systemic corticosteroids,4 
isotretinoin,5 minocycline,6 imiquimod,7 or invasive 
methods such as surgical excision,8 and ultrasound-
assisted liposuction9 have been used. In our case, the 
patient has skin reactions on the forehead, both cheeks, 
and the chin. Since the reactions involve large area, 
surgical excision was not considered initially. 

Intralesional injection of triamcinolone acetonide (5 
mg/ml) and oral prednisolone (30mg/day) have a 
beneficial effect. After 6 month follow-up period, we 
can discontinue oral prednisolone and the reactions can 
be controlled with superficial intralesional injection of 
triamcinolone acetonide 2.5 mg/ml monthly.  
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Kaposi�s sarcoma (KS), the most common neoplasm in patients with AIDS, is classified into four clinico-
epidemiological types. HHV-8 infection precedes the development of all variants of KS. AIDS-related KS is one of these 
variants. The clinical presentations typically begin as purplish macular and papular lesions that progress to plaque-like or 
nodular tumors. Lesions usually occur on the head, face and upper trunk.Skin biopsy is crucial to make a correct diagnosis 
of KS.  

We report a 30 year-old man with violaceous plaques on the face. The histology revealed numerous dilated and 
congested blood vessels with some slit-like vascular channels infiltrating among the collagen bundles. On the 
immunohistochemical examination, CD 34 staining was observed in a very large number of vessels. 

Key words: AIDS-related Kaposi�s sarcoma, HHV-8, CD 34 
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Introduction  
Kaposi�s sarcoma is the most common neoplasm 

encountered in HIV patients and disproportionately 
involved men who have sex with men.KS is classified 
into four clinico-epidemiological types. Human 
herpesvirus 8 (HHV-8) is present in all KS variants. 
Patients with AIDS-related KS often have multifocal 
cutaneous diseases. Lesions may arise quickly in a few 
days, beginning as macules, papules, plaques and 
tumors. KS course ranges from indolent with only skin 
manifestations to rapidly progressive with visceral 
diseases. Though its dermatological manifestations can 
be alarming, the involvement of visceral organs is more 
commonly life-threatening. 
Case report 

A 30 year-old man, recently diagnosed with HIV 
infection, was admitted to Hadyai hospital because of 

progressive dyspnea. He had an occasional productive 
cough. He did not complain of chest pain, hemoptysis 
or abdominal pain. For 1 week, he had noticed a 
purplish rashes growing on his face. He is a 
heterosexual man and denied using illicit drugs or 
receiving blood transfusion.  

On admission, he was conscious. The temperature 
was 38 c°, the blood pressure 100/60 mmHg, the pulse 
95 beats per minute, and the respiratory rate of 30 
breaths per minute. The pupil were 3mm in diameter 
and reactive bilaterally. Oral cavity examination 
revealed oral thrush coating the posterior pharynx. No 
lymphadenopathy was detected. Chest auscultation 
showed fine crepitation of both lungs. Dermatological 
examination revealed multiple well- defined violaceous 
plaques in various sizes, ranging from 1 cm to 8 cm, on 
the face (Fig.1).Histopathological examination of a skin 
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biopsy taken from a nose lesion revealed numerous 
dilated and congested blood vessels with some slit-like 
vascular channels infiltrating among the collagen 
bundles of the upper and lower dermis (Fig.2A,2B). On 
immunohistochemical examination, CD 34 positive 
staining was observed in the wall of a very large 
number of blood vessels (Fig.3). His chest X-ray 
showeda uground glassv appearance. Computed 
tomography (CT) of the brain was done due to 
decreased level of conscious. The result was normal. 
After 3 days of admission, his condition deteriorated 
rapidly and he expired from respiratory failure. His 
family denied an autopsy. 

 

 
Figure 1 Physical examination show multiple well- 
defined violaceous plaques in various sizes ranging 
from 1 cm to 8 cm on face. 

 
 

 

Figure2A, 2B Numerous dilated and congested blood 
vessels with some slit like vascular channels among the 
collagen bundles. (H&E10x,20x ) 
 

 
Figure3  Positive staining for CD34 was observed inthe 
wall of very large number of blood vessels. 
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Discussion 
Kaposi�s sarcoma (KS) is the most common 

vascular neoplasm affecting people with HIVinfection. 
The skin is the most common site of involvement. 
However, KS can also involve visceral organs such as 
the lungs, leading to severe morbidity and contributing 
to death in almost 30% of patients with the acquired 
immunodeficiency syndrome (AIDS)1.  

In 1994,a novel virus was discovered and termed 
human herpesvirus 8(HHV-8), which can be found in 
all types of KS. The mode of transmission of HHV-8 
remains unclear. Possible routes might be via sexual, 
horizontal, and parenteral transmission. In the 
USA,unsafe sex among homosexual men may be an 
important route of transmission2. The presence of HHV-
8 antibodies in infants suggests the transmissionfrom 
mother-to-child3. The oropharynx is the site of strongest 
viral replication anda high level of HHV-8 copies was 
detected in the saliva. Before the HAART era, oral KS 
was the first clinical manifestation in about one quarter 
of AIDS patients4.  

KS is classified into four clinico-epidemiological 
types: classic KS, African-endemic KS, 
immunosuppressive drug- related KS and AIDS-related 
KS5,6.  

Mucocutaneous lesionsinitially presented as 
macular and papular lesions and progress to plaques or 
nodules. AIDS-related KS differs from classic KS by its 
more rapid course and rapid multifocal dissemination. It 
seems to have a predilection for the upper body, head, 

and neck and tends to flare after intercurrent illness (eg. 
opportunistic infections). AIDS-related KS causes 
significant morbidity due to dysfunction of visceral  
organs such as the gastrointestinal, pulmonary,and 
lymphaticsystem. Brain and intraocular lesions are 
extremely rare, probably because the lack of 
lymphatics7. Post-mortem studies suggestedthat more 
than 25% of patients with AIDS-related KS also have 
visceral lesions. The most commonly involved sites are 
the stomach, bowel, liver, spleen, and lungs8. Common 
causes of death are intercurrent illness and systemic 
involvement especially of the pulmonary system9. 
Pulmonary KS is rapidly fatal if left untreated. 
Presenting symptoms includes dyspnea without fever 
and occasionally hemoptysis. Chest radiograms 
typically demonstrate diffuse,reticulonodular infiltrates 
and sometimes pleural effusions10.  Sequential thallium 
and gallium scans help to differentiate KS from other 
pulmonary lesions in AIDS patients.Positive thallium 
and negative gallium uptake were highly sensitive and 
specific findings in pulmonary KS10. However, 
bronchoscopy with transbronchial biopsy is the most 
appropriate method for the diagnosis of pulmonary KS. 

The histologic spectrum can be divided in to stages 
corresponding to the clinical findings. In patch stage 
KS, a proliferation of small, irregular and jagged 
endothelium-lined spaces surrounding normal dermal 
vessels is characteristic 11. Plaque stage KS, represents 
the expansion of a spindle cell vascular process 
throughout the entire dermis. The vessels show variable 
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morphology, some as canalized cords and some 
showing lymphatic-like features. In nodular stage KS, 
characteristic feature is a honeycomb-like network of 
blood �fill spaces12.The histopathological examination 
of our patient revealed numerous dilated and congested 
blood vessels with some slit-like vascular channels 
infiltrating among the collagen bundles,compatible with 
plaque stage KS.  Most of the spindle cells in KS 
lesions express endothelial markers including 
CD3413similar tothose found in our patient.  

In AIDS-relatedKS, HAART, in concurrent with or 
without chemotherapeutic agents, was reported to 
induce partial and complete remission in 16% and 46% 
of patients respectively14. Co-administration of HAART 
and pegylated liposomal doxorubicin was considered as 
the first line of therapy in one report15.  Paclitaxel was 
an alternative agent that can induce remission in persons 
whorelapsed after pegylated liposomal doxorubicin 
therapy. Our patient was dead from respiratory failure. 
Unfortunately, bronchoscopy and transbronchial biopsy 
were not done before and his family denied the autopsy. 
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Phakomatosis pigmentovascularis type II 
combined with Sturge-Weber syndrome:  

a case report. 
Rataya Dermlim MD, 

Somsak Tanrattanakorn MD. 

ABSTRACT : 
DERMLIM R, TANRATTANAKORN S. PHAKOMATOSIS PIGMENTOVASCULARIS TYPE II 
COMBINED WITH STURGE-WEBER SYNDROME : A CASE REPORT. THAI J DERMATOL 2012; 
28: 197-203. 
RAMATHIBODI HOSPITAL, BANGKOK, THAILAND. 

Phakomatosis pigmentovascularis (PPV) is defined as the coexistence of a vascular (usually capillary) nevus and 
an extensive pigmentary nevus associated to a variety of other cutaneous nevus and/or extracutaneous alterations. Genetic 
concept of twin spots is the proposed mechanism of the disease. Due to various clinical manifestations, many 
classifications were proposed. Combined Sturge-Weber syndrome (SWS) and Klippel-Trénaunay syndrome (KTS) with 
PPV had also been reported. SWS and KTS may be associated with systemic forms of  PPV.  There is no specific curative 
treatment. Recognition of possible underlying systemic, local anomalies and complications including cosmetic and 
psychosocial concern dictates the management. 

We report a case of  PPV type II combined with SWS in a 19 year-old Thai man. 

Key words: phakomatosis pigmentovascularis, Sturge-Weber syndrome 
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Case report 
A 19 year-old Thai man from Nakornsawan 

Province came to Ramathibodi hospital with 
progressive right side face and lips hypertrophy for 1 
year. He had a birthmark on  the right side of face and 
neck. He developed seizure when he was 2 years old 
and at that time he was diagnosed with SWS, 
intellectual impairment and glaucoma of the right eye. 
His mother noticed the birthmark was more thickened 
over time but became much more prominent for one 
year PTA, causing salivary drooling and snoring when 
he slept. He also had multiple skin lesions on the trunk 
but was unaware by himself. He has no other underlying 
diseases. His review of systems, personal and family 
histories were all normal. 
Physical examination 

General appearance: good consciousness 

Vital sign: normal 
Neurological Examination   
: Normal EOM, blurred vision in the right eye 
: Motor and sensory functions are grossly intact 
: Hyperreflexia on the right side 
Others : within normal limit 

Skin examination 
: A well-defined purplish to dark- red blanchable 

patch  involving the right face, right ear , neck , upper 
chest wall and left cheek. Some area was overlaid by 

depigmented macules (figure1 ) 
: Marked soft tissue hypertrophy of the right side of 

face, nose and lips (figure2) 
: Ill-defined slate-grey patches on the upper back 

(figure3) 
: A well-defined brown macule on the upper back 

(figure3) 
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Figure 1 

 

 
Figure 2 

 

 
Figure 3 

 
Investigation 
Head and neck MRI  

: atrophy of right cerebral hemisphere with gyriform 
calcification. 

: an extensive ill-defined infiltrative enhancing 
lesion involving skin and subcutaneous soft tissue of the 
right sided face down to the right sided neck, lips, right 
sided naso-oropharyngeal, parapharyngeal , buccal, 
sublingual, submanibular mucosal space. 

: hyperostosis of the right facial bone. 
Brain MRA 

: decrease branches of the right middle cerebral 
artery and relatively small sizes of right anterior 
cerebral artery and posterior cerebral artery with 
prominent right external carotid artery. 
Discussion 

Phakomatosis pigmentovascularis (PPV) is defined 
as the coexistence of a vascular (usually capillary)  
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nevus and an extensive pigmentary nevus associated to 
a variety of other cutaneous nevus and/or 
extracutaneous alterations.  Ota, Kawamura and Ito first 
described PPV in 1944.1 Over 200 cases of PPV have 
been reported, mainly in Asian or Asian related 
populations, as well as in Latin America. Isolated cases 
have been reported worldwide. All cases were 
sporadic2.  

The pathogenesis of PPV remains controversial. 
Embryogenesis alterations occurring at the end of the 
first month of gestation, and affecting melanocytic 
migration and vascular development have been 
proposed. Recently, the genetic concept of twin spots to 

explain the association of vascular and pigmentary 
abnormalities has been suggested..3 

PPV has a clinical manifestation as a capillary 
malformation (nevus flammeus or port wine stain 
(PWS)) distributed mainly on the trunk or the 
extremities. Associated pigmented cutaneous lesions 
include nevus spilus, nevus pigmentosus, cafe au lait 
patch and  atypical Mongolian spot that is not located 
on the sacrum. Various classifications were proposed as 
summarized in Table 1, 2. 

In 1985, Hasegawa and Yasuhara1 proposed a 
classification of PPV into four types as shown in table1.  

 
Table1 Classification of PPV by Hasegawa and Yasuhara4  

Type Description 
I PWS and nevus pigmentosus and verrucosus 
II PWS and Aberrant Mongolian spot ± nevus anemicus 
III PWS and nevus spilus ± nevus anemicus 
IV PWS, Aberrant Mongolian spot and nevus spilus ± nevus anemicus 

Subtype a : localized ; b : systemic 
 

Later in the year 2000, Enjolras and Mulliken 
described the fifth type of PPV. In addition to the  
previous 4 types, Type V was proposed for Mongolian 
spot and cutis marmorata telangiectatica congenita. 

Recently Happle4 proposed a new descriptive 
classification; Phacomatosis cesioflammea, 
Phacomatosis spilorosea, Phakomatosis cesiomarmorata 

and Phacomatosis pigmentovascularis, unclassifiable 
type, as described in table 2  

This patient was complicated with multiple 
diagnosis including  phakomatosis pigmentovascularis 
type II (according to Happletvs classification: 
Phacomatosis cesioflammea) combined with Sturge-
Weber and possible Klippel-Trenaunay syndrome.  
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Sturge-Weber Syndrome (SWS) is a neuro-
oculocutaneous syndrome consisting of a capillary 
malformation located on the opthalmic branch of the 
trigeminal nerve, a homolateral leptomeningeal  
capillary-venous malformation, often on the parieto-
occipital area, and choroid "angioma" which may cause 

glaucoma. This malformation can cause cerebral 
atrophy, epilepsy and mental retardation. 

Klippel-Trenaunay syndrome (KTS) is a rare 
disorder that comprises the triad of (1) capillary 
vascular malformation, (2) varicose veins and/or venous 
malformation, and (3) soft tissue and/or bony 
hypertrophy. 6 

 
Table 2 Classification of  PPV by Happle5 Adapted from Odile Enjolros. Bologniavs Dermatology, 3rd ed. Saunders, 
2012.5 
Phakomatosis pigmentovascularis 

Type Descriptive name Proportion Major cutaneous component Other reported cutaneous 
component 

Ia/b  < 5 %* epidermal nevus+PWS  
IIa/b Phacomatosis 

cesioflammea 
75% Dermal melanocytosis 

(Mongolian spot)+PWS 
nevus anaemicus, hypotrichosis, 
lipohypoplasia, hypoplastic nail 

IIIa/b Phacomatosis 
spilorosea 

10% nevus spilus (macular 
type)+PWS/nevus roseus 

nevus anaemicus, lymphedema 
hypotrichosis 

Iva/b Phacomatosis 
pigmentovascularis, 
unclassifiable 

10% Variable, sometimes with 
features of II+III or II+V 

nevus anaemicus, nevoid hyper-or 
hypopigmentation, nevus sebaceous 

Va/b Phakomatosis 
cesiomarmorata 

< 5 % Dermal melanocytosis+ cutis 
marmorata telangiectatica 
congenita 

 

 
In this case, the diagnosis of SWS was fulfilled by 

clinical diagnosis plus compatible finding of brain 
imaging. However, this patient showed marked soft 
tissue hypertrophy overlying PWS on his right side of 
face and neck, lips without nodularity of skin surface as 

seen in hypertrophic PWS. Imaging of this patient also 
showed marked soft tissue and bone hypertrophy. 
Overlap between SWS and KTS may co-exist, although 
varicose veins are not present and hypertrophy occurs 
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most commonly in the lower limbs but may also affect 
the arms, the face, the head or internal organs. 

The associations of SWS occurring with PPV, are 
well documented.7, 8 Combined SWS and KTS with 
PPV had also been reported. 9, 10, 11, 12 SWS and KTS 
may be associated with systemic forms of PPV.1 

There is no specific curative treatment for this 
combined disorder. Recognition of possible underlying 
systemic, local anomalies and complications dictates 
management. The PWS of the PPV when involving the 
face represents an aesthetic problem and may be 
successfully treated with the pulsed dye laser. 13 
Invasive intravenous sclerotherapy may be tried in 
progressive hypertrophic lesion or disturb normal 
function. Mental retardation may be profound and 
seizures are often refractory to therapy. In addition, 
glaucoma may cause blindness which should be referred 
to and treated by the corresponding specialist. 

In this case, thick PWS was treated with 
sclerotherapy combined with pulsed dye laser to prevent 
airway obstruction and open-bite deformities, aiming 
for the best  cosmetic outcome. Seizure was controlled 
with depakine. Follow up with ophthalmologist and 
psychosocial support at local hospital were advised. 
Furthermore, recognition of possible underlying 
complications such as superficial thrombophlebitis, 
venous insufficiency, calcification of vascular 
malformations, growing pain, intraosseous vascular 
malformations must be concerned in this case because 
of clinical overlap with KTS. 

PPV associated with SWS had been reported many 
times. However, PPV  associated with SWS and KTS 
was extremely rare. To our knowledge, there were only 
3 reported cases so far excluding ours. 
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Dowling-Degos disease: a rare spectrum of 

the reticulate pigmentary disorders. 
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ABSTRACT : 
SUPSRISUNJAI C, SILPA-ARCHA N. DOWLING-DEGOS DISEASE: A RARE SPECTRUM OF THE 

RETICULATE PIGMENTARY DISORDERS. THAI J DERMATOL 2012; 28: 204-208. 
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Dowling-Degos disease (DDD) is a rare genetic disorder of the skin. It is characterized by reticulate brownish 
pigmentation predominantly in flexural areas, comedo-like papules on the back and neck and pitted perioral or facial 
scars. We reported a case presented with hyperpigmented macules in his axillae, cubital fossae, popliteal fossae, neck, 
face, back and dorsa of both hands. There were comedo-like papules and pitted scars at his upper back. The 
histopathology shows the characteristic findings of  Dowling-Degos disease including lentiginous hyperplasia with 
thinning of the suprapapillary plates and increased pigmentation of the basal layer. Various similar conditions should be 
considered in the differential diagnosis. At present, most of the treatment options are not satisfactory. 
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9^PÎP9:J: Dowling-Degos disease, [,K>'.J53MUE*MC-'3S8?4, %G,-HI 
 
Introduction 
Dowling-Degos disease (DDD) is a rare genetic 

disorder of the skin. It is characterized by reticulated 
brownish pigmentation predominantly  in flexural areas, 
comedo-like papules on the back and neck and pitted 
perioral or facial scars.1 It is also mentioned as 
\Reticulate pigmented anomaly of the flexures^.2  The 
histopathology  is very characteristic which shows basal 
hyperpigmentation, dilated follicle, fingerlike 
projections of the rete ridges with thinning of the 
suprapapillary plates, resulting in an "antler-like" 
pattern. 3 Herein, the authors report a case with classical 
manifestations and review of the literature. 
 

 
Figure 1 Reticulated brownish macules at upper back 
(A), right cubital fossa (B) and right axilla (C). Pitted 
scars are located at upper back (A).  
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Figure 2 Skin biopsy from upper back, epidermis 
reveals normal basket weave keratin with lentiginous 
hyperplasia and basal hyperpigmentation. 
(Haematoxilin-eosin, original magnification × 40) 
 
Case report 
A 25 year-old man visited the Dermatology 

Department in February 2012 for evaluation of 
progressive macular pigmentation in his flexural areas, 
dorsa of both hands, upper back and face. The dark 
macules were initially detected after birth at his axillae.  
His mother, but none of the siblings, also had similar 
lesions . Physical examination revealed numerous small,  
2n4 mm  in diameter, round brownish macules located 
on his axillae, cubital fossae, popliteal fossae, neck, 
face, back and dorsa of both hands. (Figure 1) The 
macules were arranged in a reticulate pattern without 
hypopigmented lesions.  There were comedo-like 
papules and pitted scars on his upper back. Periorificial 
pits and palmar pits were absent. The mucous 
membrane was unaffected. For a variety of reasons his 
relatives had not been submitted to clinical evaluation. 
 

Histopathology from skin at the back revealed 
normal basket weave keratin with lentiginous 
hyperplasia and basal hyperpigmentation. Many of the 
epithelium strands have only 2 -3cell layers thick. 
Melanocyte number was normal with no nest of 
melanocyte. (Figure 2) We were unable to obtain 
genetic studies on the patient. 
Discussion 
DDD is a rare autosomal dominant condition with 

variable penetrance that often presents in early 
adulthood. It was first described by Dowling GB and 
Freudenthal W in 1938 as a benign form of acanthosis 
nigricans.1 In 1954, Degos and Ossipowski firstly 
introduced the aspect of reticulate pigmentation and 
termed \dermatose reticulée des plis^.4 Jones and Grice 
reviewed related literature in 1978 in their description 
of 10 patients with the disorder and suggested the name 
\DowlingnDegos disease^.1  Until present, there has 
been no report of classical case of DDD from Thailand 
in the international literature.  
The pathogenesis of DDD involved in the loss of 

expression mutation in the keratin 5 gene (KRT5) which 
is a component of cell adhesion and melanosome 
transport and transfer.6 Anyway, some patients had no 
mutation of KRT5 gene suggesting and etiological 
heterogeneity of the disease.6 Recently, Li et al. found a 
gene locus mapping to chromosome 17p13.3 in some 
cases of DDD.7  
The disease affects both genders, although a female 

preponderance has been noted in some studies.3 Classic 
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DDD is characterized by hyperpigmented, 2 - 3 mm. 
macules and minimally elevated papules on flexures, 
such as the axilla, neck, limb flexures, and inguinal 
folds in a reticulate pattern.1,8 The lesions can spread to 
the face, chest, perineum, and wrists.8 The reticulate 
pigmentation can be pruritic. Comedones and pitted 
scars commonly occur around the lateral margins of the 
mouth, but can involve other areas of the face, neck, 
axillae, thighs and back.  The DDD lesion at vulva 
which is rarely affected site had been reported.9 Palmar 
pits may be seen especially patients with an overlap of 
classic DDD and reticulate acropigmentation of 
Kitamura (RAPK). Rarely, erythematous macules and 
papules can occur as initial manifestations of DDD.10 
Hypopigmented lesions resembling dyschromatosis 
symmetrica hereditaria (DSH) or dyschromatosis 
universalis hereditaria (DUH) have been reported in 
patients with generalized DDD.11    These lesions do not 
change with sun exposure, anyway heat can aggravate 
DDD.12 DDD had been reported in one case received 
psoralen photochemotherapy (PUVA) for 8 years. 13  
The conditions associated with DDD include 

hidradenitis suppurativa, mental retardation, 
trichilemmal cysts, multiple keratoacanthomas, multiple 
epidermal cysts and perianal squamous cell carcinoma. 
These can be explained by the defect in pilosebaceous 
epithelial proliferation. 1,9,13-16  
The differential diagnoses of DDD are various 

including Galli-Galli disease, Harber|s disease, 
acanthosis nigricans and other genetic pigmentary 

disorders, such as RAPK, DSH, DUH.3 Galli-Galli 
disease is an acantholytic variant of DDD.17  It results 
from of a loss of epidermal cell stability due to a keratin 
5 (KRT5) defect. Clinical presentation is similar to 
DDD but erythematous, scaly papules can be found on 
the trunk and proximal extremities. The histopathology 
of Galli-Galli disease shows foci of acantholysis.18 
Harber|s disease is a rare genodermatosis with early 
rosacea-like rash associated with comedones, cribiform 
scar, keratotic lesions, reticulate pigmentation on trunk, 
axillae and proximal extremities.19  
RAPK is a sporadic autosomal dominant disease of 

unknown origin. It consists of hyperpigmented atrophic 
macules on the backs of the hands and feet with palmar 
and plantar pits. The lesions darken with time and 
worsen with sun exposure.20 DSH is an autosomal 
dominant inheritance characterized by pinpoint, 
hyperpigmented, and hypopigmented macules limited 
largely to the dorsal aspects of the hand and feet. DUH 
is characterized by pigmented flecks and spots over the 
body, not limiting to the flexural areas. 20 These 
conditions are less similar to our patient.  
The histopathology of DDD was very characteristic, 

showing dilated follicle, finger-like projections of the  
rete ridges with thinning of the suprapapillary plates, 
resulting in an "antler-like" pattern and basal 
hyperpigmentation.3 Perivascular lympho-histiocytic 
dermal infiltrations and dermal fibrosis along elongated 
rete ridges are observed. Also, intra-epidermal keratin 
cysts may be prominent.10 An increased number of 
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melanophages has been found, with no quantitative 
increase in the number of melanocytes.3 The 
dermatoscopic features of papules in DDD reveals 
brown star shape which considered as a characteristic 
feature.21 
In regard to the treatment of DDD, the therapeutic 

options are unfulfilled and the results are poor. 
Temporary good results have been reported with the use 
of topical corticosteroids, bleaching agents, topical 
adapalene.22 There was a report of the treatment with 
Er:YAG laser, pulse energy between 1,000 and 1,200 
mJ, three consecutive passes, which showed good 
result. 23  
Conclusions  
Dowling-degos disease is a rare reticulate 

pigmentary disease. Various similar conditions should 
be considered in the differential diagnosis. At present, 
most of the treatment options are not satisfactory.  
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Verrucous Inverse Psoriasis. 
Janjida Ratanapoompinyo MD,  

Pinyapat Kanechon-Na-Ayuthaya MD. 
ABSTRACT : 
RATANAPOOMPINYO J, KANECHON-NA-AYUTHAYA P. VERRUCOUS INVERSE PSORIASIS. 

THAI J DERMATOL 2012; 28: 209-211. 

DIVISION OF DERMATOLOGY, PHRAMONGKUTKLAO HOSPITAL, BANGKOK, THAILAND. 

 Both inverse psoriasis and verrucous psoriasis are rare variants of psoriasis which exhibit unique clinical 
manifestations. Inverse psoriasis appears at flexural sites such as the underarms, submammary, groins and buttocks or 
genitalia, and is characterized by erythematous, smooth, moist and shiny plaques without scales in contrast to plaque type 
psoriasis. Verrucous psoriasis, on the other hand, appears verrucous or hypertrophic, sometimes resembling verruca 
vulgaris. We present a case of a bedridden woman who developed verrucous psoriasis that appeared at flexural sites. This 
extraordinary combined clinical manifestations of both verrucous and inverse psoriasis as observed in our patient, to our 
knowledge, has not been reported. 

Key words: inverse psoriasis, verrucous psoriasis 
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A=F3TU 2 Irregular acanthosis, epidermal hyperplasia 
with prominent papillomatosis and minimal buttressing 
revealed (haematoxylin and eosin, original 
magnification x 40) 203x270mm (150 x 150 DPI) 
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Necrobiotic xanthogranuloma (NXG) 
co-occuring with plane xanthoma in IgG kappa 

monoclonal gammopathy patient:  
A case report. 

Daranporn Triwongwaranat MD,  
Pranee Kasemsarn MD, 

Penvadee Pattanaprichakul MD. 
ABSTRACT : 
TRIWONGWARANAT D, KASEMSARN P, PATTANAPRICHAKUL P. NECROBIOTIC 
XANTHOGRANULOMA (NXG) CO-OCCURING WITH PLANE XANTHOMA IN IGG KAPPA 
MONOCLONAL GAMMOPATHY PATIENT: A CASE REPORT. THAI J DERMATOL 2012; 28: 212-7. 
DEPARTMENT OF DERMATOLOGY, FACULTY OF MEDICINE SIRIRAJ HOSPITAL, MAHIDOL 

UNIVERSITY, BANGKOK, THAILAND. 
Necrobiotic xanthogranuloma (NXG) is a rare non-Langerhans cell histiocytic disease characterized by firm 

papules, nodules and plaques with various color from violaceous to red-orange or yellow. Periorbital area, face, trunk and 
extremities are commonly involved. The pathogenesis of NXG is unknown. The histopathology shows characteristic 
cholesterol cleft within necrobiosis area, surrounded by palisading granuloma. NXG is reported to be accompanied by 
monoclonal gammopathy of IgG type up to 80% of cases and about 10% of the patients developed multiple myeloma. 
There had been some previous reports of xanthoma and NXG derived in the same patients. We herein report a case of 
necrobiotic xanthogranuloma with normolipemic plane xanthoma and IgG kappa monoclonal gammopathy. 

Key words:  Necrobiotic xanthogranuloma, non-Langerhans cell histiocytic disease, plane xanthoma,  
                      multiple myeloma, IgG kappa monoclonal gammopathy 
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:;<=>?@A : 
>B=CDB EFBGHIJGBKLM, NBLOP QRSTILKFUV, QDWXG>P D=YKNBPZLR[C BL?HLK\]^N_G?`Ca;:;GKGBBORBBTQBbcAHdB< 
NECROBIOTIC XANTHOGRANULOMA CO-OCCURING WITH PLANE XANTHOMA IN IGG 
MONOCLONAL GAMMOPATHY PATIENT  GLBeLBdB<\UGfK=H 2555; 28:212-7. 
01234516734891 2:;<=89>1?6@A>4@4@15=91B1C DE134891CF9DE4GC 

Necrobiotic xanthogranuloma (NXG) ,-./0123456789:/:;<=/>?@AB non-Langerhans cell histiocytosis 
CD5EBF>GHBI9:J<KL5/M4BAJE N9E M:B O1L;,O?L;E PQINO/AE3456789:7A;< 2L; 71R,JS1;79JEPI =7O/:I ?QIPFJ N?HNT/TI 
6<IUR>QI,/R9T;E012/4V<FE8BA31I7N/AWF9 ,BL5;P1JG3IE6<IURJR3<I67?F>XSH,Y6IH 2L;B4 cholesterol cleft ZI<=/71R,JS 
necrobiosis ?:;B1;79:J< granuloma B41I<EI/>I167ZIJH IgG monoclonal gammopathy =/K[:-\J<  NXG89:]DE 80% N?H 
10% T;EK[:-\J<67,-./012 multiple myeloma /;>GI>/4V<FEB41I<EI/JAIMIBI1]671AJB>F7 xanthoma 89: 
K[:,T4</89:1I<EI/K[:-\J< NXG 1AJB>F7 plane xanthoma 345B41H9F78TBF/=/,M:/,?L;9->PR N?HB4ZIJH IgG kappa monoclonal 
gammopathy  

<hLehL<=X:  Necrobiotic xanthogranuloma, non-Langerhans cell histiocytic disease, plane xanthoma, 
                 multiple myeloma, IgG kappa monoclonal gammopathy 
 
Introduction 

Necrobiotic xanthogranuloma (NXG) is a rare non-
Langerhans cell histiocytic disease which has a 
characteristic clinical manifestations and 
histopathology. Pathogenesis of NXG remains unclear. 
Most of the NXG patients were reported to be 
accompanied by monoclonal gammopathy of IgG type 
with either kappa or lambda. There had been few 
previous reports of xanthoma and NXG derived in the 
same patients. We reported a case of NXG co-
occurring with plane xanthoma and IgG kappa 
monoclonal gammopathy in the same patient. 

 
 

 
Figure 1 Indurated erythematous plaque at V-shape of 
neck with background of yellowish papules and plaques 
on the neck and anterior chest wall 
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Figure 2 Bilateral yellowish patches and plaques on 
eyelids and periorbital area 

 

 
Figure 3a Histopathology from yellowish papule on the 
neck shows interstitial infiltration of foamy histiocytes 
in upper to mid dermis. (Hematoxylin-Eosin, x40) 
 

 
Figure 3b Higher magnification of figure 3a reveals 
interstitial infiltration of foamy histiocytes without other 
inflammatory cells infiltrate. (Hematoxylin-Eosin, 
x400) 

 
Figure 4a  Histopathology from erythematous plaque 
on chest wall shows extensive necrobiosis admixed with 
cholesterol clefts, surrounded  by foamy histiocytes, 
Toutones giant cells, lymphocytes and eosinophils. 
(Hematoxylin-Eosin, x40) 
 

 
Figure 4b Higher magnification of figure 4a shows the 
area of necrobiosis admixed with cholesterol clefts and 
nuclear debris. (Hematoxylin-Eosin, x400) 
 

Case report 
A 43-year-old Thai female presented with a 6-

month history of asymptomatic plaques on the chest 
wall. She also has asymptomatic yellowish plaques on 
eyelids for 10 years. The skin biopsy was done from 
the lesion on the chest wall from the other hospital and 
the pathological report was poorly formed granuloma. 
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She was treated with trimethoprim and 
sulfamethoxazole for three weeks. The lesions were 
partially subsided. Later on, she developed a severe 
drug allergy with generalized skin rashes and the 
medication was discontinued. She was then referred to 
Siriraj hospital for proper investigation and 
management. There were neither other abnormal 
systemic symptoms nor familial history of similar skin 
condition. 

Dermatological examination revealed well-defined 
indurated erythematous plaque at V-shape of neck with 
background of yellowish papules and plaques at neck 
and anterior chest wall (figure 1), some yellowish 
patches and plaques at both upper and lower eyelids 
(figure 2). Others physical examinations were 
unremarkable. 

In this patient, we had done two skin biopsies from 
the yellowish papule on the chest wall which revealed 
normal epidermis with interstitial infiltration of foamy 
histiocytes in the upper to mid dermis devoiding of 
other inflammatory cells. The findings were compatible 
with plane xanthoma (figure 3a, b). Another skin biopsy 
was done from erythematous plaque on chest wall 
which revealed nodular and diffuse infiltrations 
composing of foamy histiocytes, Toutones giant cells, 
with  lymphoplasmacytic cells and eosinophils in  some 
areas. The intervening tissue separating the granulomas 
showed extensive necrobiosis admixed with cholesterol 
clefts (figure 4a, b). This section was compatible with 
NXG. 

Other investigations were done in this patient; 
complete blood count showed Hb12.7 g/dL, Hct 43.5%, 
WBC 8,290 cells/ mm3 (N 45.6%, L 29%, E 17.2%), 
Platelet 345,000 cells/ mm3. Liver function and lipid 
profile were normal. Serum protein electrophoresis 
revealed free kappa light chain of 32.20 (3.30-19.40) 
mg/L, free lambda light chain of 17.00 (5.71-26.30) 
mg/L, kappa: lambda ratio 1.89 (0.26-1.65) and 
immunofixation showed IgG kappa monoclonal 
gammopathy. 
Discussion  

Necrobiotic xanthogranuloma (NXG) is a rare non-
Langerhans cell histiocytic disease characterized by 
firm papules, nodules and plaques with various color 
from violaceous to red-orange or yellow.1, 2  Most NXG 
lesions firstly appear on the trunk or extremities and 
subsequently involve the periorbital area with majority 
of 80-85%. The lesions usually are asymptomatic but 
sometimes may spontaneously ulcerated.1 Pathogenesis 
of NXG remains unclear. There had been some 
previous reports of xanthoma and NXG derived in the 
same patients.3 In our case, we had done two skin 
biopsies from the yellowish papule and the 
erythematous plaque on the chest wall which 
histopathological results were compatible with plane 
xanthoma and NXG respectively.   

NXG had been reported to be accompanied by 
monoclonal gammopathy of IgG type with either kappa 
or lambda light chain in up to 80% of cases and about 
10% of the patients developed multiple myeloma.4 
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Most common extracutaneous site of involvement is 
respiratory tract and the second most common site is 
cardiac tissue.5 Opthalmologic findings had been 
variably reported including burning, itching, painful 
eye, diplopia, scleritis, proptosis, blepharoptosis and 
restricted ocular motility.6 Other hematologic 
malignancies including Hodgkin lymphoma, non-
Hodgkin lymphoma and chronic lymphocytic leukemia 
were also reported.7 However, the most common 
association is monoclonal gammopathy of uncertain 
significance (MGUS). Hematological disorders can 
occur anytime during the course of the disease. 
Therefore, patients with NXG require lifelong follow-
up care.6 

Histologically, NXG shows granulomatous 
inflammations in the dermis that can extend to 
subcutaneous tissue. The most distinct features are 
large zone of necrobiosis surrounded by well-formed, 
palisading granuloma composing of foamy histiocytes, 
lymphocytes, foreign body-type multinucleated giant 
cells and Touton-type giant cells.1 Cholesterol clefts in 
the areas of necrobiosis are characteristic and helpful 
clues for the diagnosis of this condition.8  No 
correlation between clinical presentations and specific 
histological findings such as necrobiosis, plasma cells 
or atypical giant cells infiltrations.9 Differential 
diagnosis of NXG includes necrobiosis lipoidica 
diabeticorum, granuloma annulare, foreign-body 
granuloma, juvenile xanthogranuloma, rheumatoid 

nodules, xanthoma disseminatum and Erdheim-Chester 
disease.6, 8 

Our patient also has plane xanthoma co-existed 
with NXG. Both normolipemic plane xanthoma and 
NXG were associated with monocolnal gammopathy, 
multiple myeloma and other lymphoproliferative 
disorders. There were reported cases that had 
histological proven lesions of plane xanthoma and 
NXG at the same time3and progression of plane 
xanthoma to NXG had also been observed.10 Plane 
xanthoma and NXG had some common histological 
findings. Previous studies suggested a common 
physiopathology of these forms of xanthomatous 
reactions. They represent part of a spectrum of 
responses to monoclonal immunoglobulin that interfere 
with lipoprotein deposits in monocytes and 
macrophages.11   

For long term outcomes, NXG was usually slowly 
progressive and showed variable response to 
chemotherapeutic agents. No specific treatment of 
choice is recommended.6 Recurrence after surgery is 
high.4 Treatment modalities including topical, 
intralesional or systemic corticosteroids, alkylating 
agents such as cyclophosphamide, chlorambucil and 
melphalan had been used with limited success.4 There 
were reports that NXG patients with monoclonal 
gammopathy completely responded and well-tolerated 
to a combination of dexamethasone with oral 
cyclophosphamide and a combination of thalidomide 
with dexamethasone. The clinical severity and 
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prognosis are not associated with the level of the 
monoclonal gammopathy.7,12 Long term follow up study 
in NXG patients, especially when co-occurring with 
normolipemic plane xanthoma is crucial for early 
detection of monoclonal gammopathy and hematologic 
malignancy. 
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