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Psychiatric morbidity in leprosy patients:
psychometric evaluated by the General
Health Questionnaire-28

(translated Thai version).

Walai-orn Prachyapruit MD,
Somjai Poungthanasarn BSc,

Chanpen Jarutamara BSc.

ABSTRACT :

PRATCHYAPRUIT W, POUNGTHANASARN S, JARUTAMARA C. PSYCHIATRIC
MORBIDITY IN LEPROSY PATIENTS : PSYCHOMETRIC EVALUATED BY THE GENERAL
HEALTH QUESTIONNAIRE-28 (TRANLATED THAI VERSION). THAI J DERMAOL 2011; 27:
151-162.

INSTITUTE OF DERMATOLOGY, DEPARTMENT OF MEDICAL SERVICES, MINISTRY OF PUBLIC
HEALTH, BANGKOK, THAILAND.

Background: Besides physical health, leprosy makes a psychological, socio-economical impact on patients and
their families.

Objective: To study psychiatric morbidity (PM) in Thai patients with leprosy.

Material and Methods: The psychiatric morbidity was evaluated by the Thai-version GHQ-28 in 128 leprosy
patients during 2005-2008.




152 Prachyapruit W et al Thai J Dermatol, July-September 2011

Results: The study revealed that 11 cases (18.8 %) had PM. Their psychiatric problems mostly fell into
anxiety/sleep disturbance, followed by social dysfunction. Subjects from Bangkok and females had significant a risk of
PM. Marital status as well as relapse leprosy influenced the PM development. There was no relationship of career,
education level, health insurance, lepra reaction and family income to PM.

Conclusion: Leprosy patients have a higher risk of PM than the general Thai population. The counseling
program is necessary for leprosy patients who are relapse cases, females, those in bonded/unbonded marriage and those

from Bangkok who should all be focused on.

Key words: Leprosy, psychiatric morbidity, Thais
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Introduction

As regards recent the leprosy situation in Thailand,
the prevalence and detection rate per 10,000 population
declined to 0.18 and 1.05, respectively " but leprosy is
still endemic in certain areas bordering between
Thailand and her neighbors > In general, leprosy does
not cause death, but the permanent physical deformity
which is left behind with the patients, even after the
infection is completely treated, is obviously recognized.
About 11-51 percent of physically disabled leprosy
cases did not recover from the deformity and 33-56
percent of newly registered patients already have
clinical detectable impairments, often no longer
amenable to drug treatment ’, Moreover, patients’
deformity, if there was any, decreased their capability
to work and employment potential. There is a high
chance for leprosy patients to lose their daily income
which  compromises their family’s wellbeing.
Consequently, financial problems aggravated their
psychiatric morbidity which had already been rendered
by leprosy itself. With the social stigma associated with
leprosy, the psychiatric hazards from the disease are as
bad as its physical manifestations, but only the latter
attacts attention.

Leprosy has a profound impact on patients' daily
activities, psychological and emotional states as well as
social relationships. In fact, leprosy is an especially
appropriate chronic skin disease for studying the inter-
relationship of culture, mental health and medical
illness because of its deeply rooted cultural meanings

and the emotional burden. The quality of life (QOL)

and mental health scores of leprosy patients are worse
than those of the general population4. Among factors
potentially contributing to the deteriorated QOL of
leprosy patients, i.e., physical deformities, perception of
stigma, low education and low annual income, etcetera;
the presence of perceived stigma showed the greatest
association with adverse QOL °,

The psychiatric morbidity in Thai patients with
leprosy has been neglected by health personnel in the
dermatological field for so long, initially because
dermatologists lacked interest in the psychological
issue. More recently, it was due to a general disregard
for leprosy itself because leprosy has been in decline
whereas there is more intensity of focus on other
economically and psychologically burdening skin
diseases like psoriasis. This study aimed to assess the
psychiatric morbidity in leprosy patients who attended
at the Institute of Dermatology during 2005-2008.
Materials and methods

This cross-sectional study was conducted on 128
leprosy patients who registered at the leprosy clinic
during October 2003-September 2004 and were still on
follow-up during 2005-2008. All leprosy cases aged 15
years old and above, whether on treatment or under
surveillance protocol were recruited. The selected
patients must have already been on anti-leprosy
regimens, according to the WHO recommendation, for
at least 80 percent of the treatment period of time.

A semi-structured questionnaire was used to collect
the illness course, demographic/socioeconomic data and

patients’ emotional feelings towards leprosy in general
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and in association with their illness. In addition,
physical examination and laboratory investigations
concerning leprosy were also recorded. The duration of
illness, clinical features according to the Ridley-Jopling
(RJ) classification and bacterial load, lepra reaction and
physical disability were the illness variables considered.
Also subjects’ emotional feelings and leprosy-related
self-adjustment were the psychosocial variables
included.

The subjects were assessed for psychiatric
morbidity with the validated Thai version of self-
administered screening 28-item General Health
Questionnaire (GHQ-28) which has had good reliability
and validity in the Thai population with the specificity
90.6% in males, 86.1% in females and the sensitivity 75
% in males, 85% in females””. In the GHQ-28, a
respondent is asked to compare his/her recent
psychological state within three weeks with his/her
usual state. The questionnaire composed of 4 mental
health-related domains; somatic symptom, anxiety-
insomnia disturbance, social dysfunction and severe
depression (7 items in each domain, in total 28 items).
For each item, a 4-point Likert scale of severity was
applied to indicate the severity of mental health (1-not
at all, 2-not more than usual, 3-rather more than usual,
4-much more than usual). The higher the score the
poorer the psychological wellbeing of the patient. Then
the scales of severity were converted to the 0-0-1-1
system by which the 1 and 2 scales of severity indicated
“no psychiatric morbidity” was scored “0” and the 3

and 4 scales of severity indicated “having psychiatric

morbidity” was scored “1”°. Afterwards the indicated
scores of the total of 28 questions were summed. To
detect psychiatric morbidity, the optimal cut-off for the
summed score was set at 5/6, namely, those whose
summed scores more than 6 were diagnosed as having
psychiatric morbidity7. Furthermore, verbal expressions
of subjects’ emotional feelings about their illness and
about their perceived social attitude towards their
illness were also recorded. Finally, Odds Ratios, t-test,
logistic regression were used to analyze the data with
Epi Info version 2.
Results

There were 72 males (56 %), 56 females (44%),
who together consisted of 114 new cases (89 %), and
14 relapse cases (11%) of leprosy. The subjects aged
between 15-89 years old with mean (+ s.d.) 42 (+17)
years. The duration of illness from the first recognition
till the date of interview ranged between 1 - 456 months
(mean [+ s.d.], 43 [+ 62] months). (Your standard
deviation is greater than your mean which suggests this
was not a normal distribution.) There was no statistical
difference in subjects’ age and duration of clinical
symptoms between subjects with/without psychiatric
morbidity (Table 1). The following demographic data
were revealed in most subjects (data not shown); being
married (58%), laborers (45%), educated below a
bachelor’s degree (72%), and having no health
insurance (64%). About half of the subjects supported
only one family member (52%) and the rest had to

support more than one family member (48%).
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Table 1. Comparison of age and illness duration between the subjects with/without psychiatric morbidity (n=128)

parameters No PM PM torz df P
(n=117) (n=11)
Mean SD Mean SD
Age (years)* 4232 (+17.09) 413 (+£18.10) -0.181 122 0.857
Duration of illness (months) 4434 (+63.46) 29.55 (+47.45) -0.753 126 0.453

*Two cases were missing

Remark: PM stands for psychiatric morbidity

(The data for ‘Duration of illness’ has the standard deviation greater than the mean which suggests these were not

normal distributions)

There were about 4 percent of the subjects who
showed extremely negative emotional feelings (level 4)
about their illness as well as about public’s attitude
towards them. The frequency of these subjects emotions
ranked from the highest to the lowest fell into;
regret/embarrassment, deep sense of public’s
repugnance, apprehension/depression/grief, lack of
confidence and emotional suppression. They have
experienced negative community behavior which was
mostly caused by the fact that people fear leprosy
because of its potential contagiousness. Anxiety about
the outcome of the disease in particular and about their
future in general and anxiety for their loss of income
while attending the medical care were shown to exist in
these subjects. Some patients were restricted in their
participation in society and finally encountered social
and financial problems because of visible impairments
or simply because of the diagnosis of “leprosy”. Few

of them had thoughts of committing suicide. From the

subjects’ point of view, in general people believed that
leprosy was genetically determined so people did not
want to involve themselves in an intimate relationship
with leprosy patients. Female subjects worried that
they would transmit the disease to their own offspring
and to other households. They were also afraid of
being abandoned and being repugnant, some even
concealed the diagnosis of leprosy from their own
family. On the contrary, male subjects were well
supported by their families, i.e., they were accompanied
by their wives and children on medical visits to the
Institute of Dermatology or were urged to regularly take
anti-leprosy medicines, etcetera.

The result from the GHQ-28 showed that 11 cases
(18.9 %) had psychiatric morbidity (Table 2), and the
average summed scores of the subjects with psychiatric
morbidity (12 + 6.60) were higher than those without
(0.92 + 1.40). (The standard deviation is greater than

your mean which suggests this is not a normal
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distribution.) When considered on each mental health
domain the highest summed scores fell into
anxiety/insomnia (3.36 + 2.77), followed by social

dysfunction (3.09 + 2.30), somatic symptoms (2.91 +

Table 2. Average sum scores of total 28-items of GHQ and of individual domains when compared the subjects with

psychiatric morbidity to those without. (n=128)

1.45), and severe depression (2.00 + 2.72) respectively.
(The standard deviations are greater than half of the
mean which suggests that this is not normal

distribution.)

No PM (n=117) PM (n=11)
Psychiatric domains (Mean+SD.) (Mean+SD.)
Average sum scores of total 28-items 0.92 +1.40 12+6.60
Somatic symptoms 0.35+0.74 291+ 1.45
Anxiety/insomnia symptoms 0.11+0.39 336+2.77
Social dysfunction 0.40 + 0.84 3.09+2.30
Severe depression 0.06 + 0.30 2.00+2.72

Remark: PM stands for psychiatric morbidity

Referring to Table 3, the subjects who lived in
Bangkok which accounted for 49 percent of all subjects
had 4.94 times more risk of psychiatric morbidity than
subjects who were primarily from outside Bangkok
(95% CI of OR 1.11 - 25.05, p < 0.05). Female subjects
significantly increased the risk of psychiatric morbidity
6.43 times more than male subjects (95% CI of OR 1.21
- 45.19, p-value <0.05). In considering subjects’ role in
their family, the spouse group; who in this study were
all females, suffered significantly from psychiatric
morbidity 4.35 times more than either the family’s
leader group or the dependant group (95% CI of OR
0.85 — 24.46, p < 0.05). However, when the gender

parameter was controlled, the family role parameter

showed no significant risk of psychiatric morbidity.
Regarding marital status which was divided into 3
groups: bachelorhood (30%), marriage (58%),
widowhood/divorce/marriage separation (12%). The
psychiatric morbidity manifested itself in all groups
about 2.63 %, 10.81% and 12.5%, respectively. Forty
females and fifty males got involved in married life,
and among them twelve females and four males were
being involved in dissolution of marriage. There was no
significant association of marital status with psychiatric
morbidity, but it seemed that psychiatric morbidity
increased in those subjects under the influence of
married life; either dissolution of marriage or still being

in marriage bond. With regards to occupation and
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education level, there were no significant associations
between these parameters and psychiatric morbidity
(data not shown).

Both new cases and relapse cases were classified
according to the RJ clinical classification (data not
shown) into indeterminate leprosy 4 cases (3.1%),
tuberculoid leprosy 24 cases (18.8%), borderline
tuberculoid leprosy 32 cases (25%), borderline leprosy
12 cases (9.4%), borderline lepromatous leprosy
with/without erythema nodosum leprosum (ENL) 30
cases (23.4 %), lepromatous leprosy with/without ENL
24 cases (18.8 %) and the patients who presented with
only ENL lesion 2 cases (1.6 %). Two (1.7%) of them
had claw hands and foot drop. Ten (7.8 %) of 128 cases

developed a lepra reaction before, during and after

treatments (Table 3). The subjects with relapsing
leprosy tended to have 3.61 times more risk of
psychiatric morbidity than the new cases (95% CI of
OR 0.65 — 18.53, p=0.06). We did not find the
significant association between the RJ clinical
classification, bacterial load status, and lepra reaction
with psychiatric morbidity. Most subjects in this study
delayed going to hospital. They waited until their
physical disability became obvious. This was due to
the fact that they did not have sufficient knowledge
about early symptoms of leprosy and its clinical sequel.
Moreover, time consumed waiting at various service
points placed them in conflict with their domestic work

and with employers which de-motivated them from

seeking early for medical care.

Table 3. Comparison of interesting parameters between subjects with/without psychiatric morbidity. (n=128)

No PM PM Odd ratio
Parameters P-value
(n=117) (n=11) (95% CI of OR)
Domicile Suburban/rural
community 76 (96.20 %) 3 (3.80 %) 1
494 (1.11 -
Bangkok 41 (83.67 %) 8 (16.33 %) 25.05) 0.0139"
Gender Male 70 (97.22 %) 2(2.78 %) 1
6.43 (1.21 -
Female 47 (83.93 %) 9 (16.05 %) 45.19) 0.0077"
Marital status Married 66 (89.19 %) 8(10.81 %) 1
Single 37 (97.37 %) 1 (2.63 %) 0.22 (0.01 -1.88) 0.1316
Dissolution of
marriage 14 (87.5 %) 2 (12.5 %) 1.18 (0.15-7.11) 0.845
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No PM PM 0Odd ratio
Parameters P-value
(n=117) (n=11) (95% CI of OR)
Family roles Leader 50 (94.34 %) 3 (5.66 %) 1
Spouse 23 (79.31 %) 6 (20.69 %) 4.35(0.85-24.46)  0.0373"
Dependant 44 (95.65 %) 2 (4.35 %) 0.76 (0.08 -5.94) 0.76
Family income (baht/month) > 15,000 20 (90.91%) 2 (9.09%) 1
< 15,000 97 (91.51%) 9 (8.49%) 0.93 (0.17 - 6.75) 0.9271
Leprosy status New 106 (92.98 %) 8 (7.01 %) 1
3.61 (0.65 -
Relapse 11 (78.57 %) 3(21.43 %) 18.53) 0.0694
Subjects classified by bacterial Multi-
load of the skin bacillary 64 (94.12 %) 4 (5.88 %) 1
Pauci-
bacillary 53 (88.33 %) 7 (11.67 %) 2.11(0.52-9.16) 0.2439
Lepra reaction No 108 (91.53 %) 10 (8.47 %) 1
Yes 9 (90.00 %) 1 (10.00 %) 0.83 (0.09-19.32) 0.8697

Remark: PM stands for psychiatric morbidity

P-value set at < 0.05

+ indicates the parameters which showed significant difference between subjects with and without psychiatric morbidity.

Concerning family income (Table 3), as we
mentioned earlier, most subjects had to financially
support their families. Unfortunately most of them
could earn money which was lower than the average
household-income of a Thai family which was 19,000
baht per month ’, Moreover, they had to spend at least
1,500 baht on medical expense and transportation fee at
each visit to the Institute of Dermatology. When we
categorized the subjects according to their family

income and the right to claim for financial supports*,

i.e., above v.s. below 15,000 baht/month as well as
having financial support v.s. no financial support, we
found that the amount of family income and health care
schemes did not show a significant relationship to
psychiatric morbidity. From this data, we also have

learned that some patients tried very hard to hide their

*In this study the financial supports referred to are 1) the
universal coverage health insurance system, 2) the social
insurance system, and 3) the medical welfare system of civil

servants and employees of state enterprises.
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illness from the public by one means or another. For
example, they might not reimburse for medical expense
from financial sources because they would like to keep
their health condition private or they have asked a
physician to avoid the term of “leprosy” by using some
other medical terms instead.

Discussion

Leprosy affects patients’ lives in two aspects; 1) the
recurrence of leprosy and concealing the disease which
puts most patients in "anxiety of the disease", 2) the
way of "coping with the disease in social life" and "the
relationship with others" ’. According to a few studies
done on psychiatric morbidity in leprosy cases, the
result showed that the subjects prone to psychiatric
morbidity were those with physical deformities, those
have been sick for a longer time at risk of physical
deformities """ and those with deformity at risk of low
community acceptance and employment thus they
risked having financial problems ®. The lower the
socio-economic status of the patients and the more
severe deformity the patients had, the more extreme
was the negative impact of leprosy on their mental
health .

When compared to the surveys done in Thailand in
which the IGH-28 was used "° , this study found that
the prevalence of psychiatric morbidity among those
leprosy subjects (18.8 %) was higher than general Thais
(12.8 %), but psychiatric morbidity was not limited to a
particular symptom unique to leprosy. This result

corresponded to the studies from Kenya and India, but

the prevalence of psychiatric morbidity in leprosy cases
from those countries was much higher (56-76 %) e

A struggle with daily life under particular social
circumstances surely played a role in the development
of psychiatric morbidity. We have learned in this study
that the patients who lived in Bangkok were slightly
lower in number than those from suburban and rural
communities. The former had the higher risk of
psychiatric morbidity than the latter. William BT, et al
has shown that urbanization caused problems in
psychosocial adjustment for many people and also
affected particular clinical conditions. This fact
probably held true in our cases.

Our result agreed with Kisivuli AJ, et al that there
was no association between patients’ age, education
level, occupation, clinical types according to either RJ
classification or bacterial load and psychiatric
morbidity. However, we found no significant
association between the duration of illness, physical
disability and psychiatric morbidity which was found in
their study. This was possibly because of a small
sample size of the subjects and only 2 cases with
extremity deformity were recruited in our study.
However, they found no association of gender with
psychiatric morbidity, but we did. Leprosy seemed to
further magnify psychiatric morbidity in the female
subjects. In India, nearly 60 percent of females with
leprosy who had visible disability, preferred to hide
their disease, but even so, some had social problems "
Our study revealed that although males outnumbered

females about 1.3 to 1, female subjects had a
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significantly increased risk of psychiatric morbidity
when compared to male subjects.We knew that most
females in developing and underdeveloped countries,
with few exceptions, suffered from marked economic
and social dependency. Their status as a dependent
group probably loads up females with mental burdens.

11,19

Kisivuli AJ, et al. and Verma KK, et al found
that the prevalence of psychiatric morbidity was
positively correlated with marital status. Verma KK, et
al, pointed out that singles had more psychiatric
morbidity than others. Whereas, our study demonstrated
that the subjects with dissolution of marriage or
engaged in marriage bond, not bachelorhood, showed a
tendency to psychiatric morbidity. Family burdens and
the illness condition of having leprosy might exaggerate
the psychiatric morbidity in some patients, particularly
in the female subjects. When we separately considered
the psychiatric morbidity in individual domains, we
found that the anxiety/insomnia symptoms were one of
the two predominant psychiatric morbidity domains in
these subjects. This confirmed the fact that anxiety was
a core phenomenon of psychological distress’.
Concerning patients’ extremely negative emotional
feelings, we found that the highest scales fell into
regret, embarrassment followed by apprehension, a
deep sense of repugnance, depression, grief, lack of
confidence and emotional suppression. A previous
study found that patients’ experience of discrimination
based on leprosy stigma was associated with their

. 5
depressive state .

Under the WHO recommendation, a leprosy patient
is placed under multidrug therapy for at least 6 months
up to 2 years and under surveillance for another 3-5
years or more according to their bacterial load.
Although anti-leprosy drugs were provided free of
charge and Thais enjoyed the universal coverage health
insurance system and other health insurance programs,
this study revealed that with the long-termed treatment
course, the majority of Thai leprosy patients, more or
less, faced financial burdens. Particularly, if they were
a sole financial supporter of the family and/or their
families lived on hand-to-mouth income. The
aforementioned financial sources only supported for
medical expenses and the universal coverage health
insurance system provided them with a limited amount
of budget per visit. To seek for medical treatment, they
were often on sick leave, and loaded by additional
expense for transportation fee and food etcetera.
Surprisingly, we could not find the association between
leprosy-related psychiatric morbidity and family
income. We, unfortunately, did not have additional
information to explain this finding.

The difference in some results between our study
and the others’ reports could be attributed to the
difference in socio-economical background and cultural
factors. Besides these factors, the difference in
psychometric tools used in individual studies probably
was one of the factors. Our study used the the
translated Thai version of the original GHQ-28
questionnaire which found that male subjects gave

more false negatives in the test”’. A study to determine
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the gender factor in the effect of socio-cultural beliefs
on patients' perceptions of leprosy indicated that, the
male model was not the single interpretative model for
leprosy as far as socio-cultural aspects were
concerned”’. As mentioned earlier, the small sample
size possibly influenced our study result as we could
see that the 95% C.I. of the study parameters were in
quite in a wide range.

Bharath S, et al., found that psychiatric morbidity
was positively correlated with knowledge about the
disease as well as social, emotional and health
maladjustment. The same author revealed that the
prevalence of psychiatric morbidity was significantly
less among leprosy patients than those with psoriasis,
but the severity of psychiatric morbidity, as measured
by the GHQ, was significantly greater in leprosy 2
Leprosy patients who had skin lesions, and also various
types of physical deformity, and therefore, disability,
which may attract social stigmata, which might
accentuate their psychiatric morbidity.

As with leprosy, most people misunderstand the
etiology, treatment, and prognosis in psychiatric
morbidity. Initial lack of awareness of leprosy and an
inappropriate first action are the primary contributors to
delay in seeking medical advice, which delays
presentation and is a recognized risk factor for
disability in leprosy z, The knowledge of
psychological coping is low in leprosy patients ®
There is a need to provide a mechanism of protecting
leprosy individuals against the loss of social value, and

to facilitate their engagement in daily social roles in

family and community which requires a patient-
centered approach. Psychiatric assistance is needed for
leprosy patients in order to clear their psychic
aberrations, create awareness, boost morale and to give
self-confidence. It requires the development of new life
habits or ways of coping. Based on this study, Thai
dermatologists should concern and look through quality
care issues about psychiatric morbidity in leprosy
patients.
Summary

This study revealed that leprosy patients had a
higher psychological morbidity than the general Thai
population. Approximately, 2 from 10 leprosy cases in
this study suffered from psychiatric morbidity in which
anxiety/sleepless and social dysfunction were the
predominant symptoms. It is emphasized that
psychological consultation and mental support are
important in the management and rehabilitation of
leprosy patients. The knowledge just about the disease
itself and just for the patient is not enough. The
psychological assistance for the patients and the
extension of all essential knowledge about leprosy to
their families and communities as holistic approach are
necessary. Public awareness of accepting leprosy
patients as a part of community is a crucial move to
reduce social pressure. The counseling should
emphasize on the coping mechanism of anxiety/sleep
disturbance and social dysfunction, particularly in a
female patient, a relapse case, those staying in
bonded/unbounded marriage and those from an urban

community.
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Background: The current study of epidemiology, clinical data and quality of life of Thai patients with psoriasis
is limited . There are many problems that arise from patient’s misunderstanding about the disease nature and system of
continual care.

Objectives: To study epidemiology, clinical data, quality of life and to overview the care system of psoriasis
patients in Thailand.

Methods: Researcher interviewed 100 patients with psoriasis in out-patient setting at King Chulalongkorn
Memorial Hospital in three months.

Results: 56 male and 44 female patients with psoriasis were interviewed. Almost half of them (40%) have
income less than 10,000 baht per month . The common comorbidities include dyslipidemia (32%) and hypertension
(28%). The average BMI is 24.08 and 25.31 kg/m2 and the average waist circumference is 91.5 and 88.8 cm. for male
and female patients respectively, all of which are higher than the standard of Thai people . 66% of patients have early age
of onset (less than 40 years of age ,by Henseler and Christopher classification) . Female patients tend to present earlier
than male (p=0.01), and patients with family history of psoriasis tend to present earlier than without family history
(p=0.04). More than half of patients (55%) have mild diseases. The most common type is chronic plaque (92%) and the
most common area involvement are scalp (92%), upper extremities (92%) and lower extremities (90%). The associated
symptoms are pruritus (81%), nail change (72%), arthritis (22%) , fever (3%). Psoriasis tends to be more severe in
patients with nail and joint involvement than patient without (p=0.03,0.01 respectively) . Both psoriatic nail and psoriatic
arthritis are more common in male than female patients. There are many reasons why patients change their hospitals
and/or doctors , such as for disease improvement (17%) and cure (14%). The treatment options other than topical agents
are oral medication (56%), phototherapy (32%) and biologic drugs (7%). Adverse reaction is found in about 20% of
patients. By average, cost of treatment is 1,465 baht per month (200-6000 baht/month) and travelling expense is 320 baht
per month(0-6000baht/month). Almost one-fifth of patients used to try herbal remedies containing steroid. 11% of patients
reported absent from their work due to disease exacerbation. The sick leave-duration ranges from 2 to 30 days and two
patients have to quit their job. Most patients never attended group therapy because they aren’t aware of the activities.
77% of patients were informed about aggravating factors and routine care by their doctors. Other teaching media includes
posters (67%), brochures (66%). There is still misbelief about the disease. Some patients think that it is contagious (3%),
non genetic (32%) and curable (10%). The most common aggravating factors that patients are aware of include skin injury
(86%), stress (85%) and more than half of the patients think that food can aggravate the rash, especially preserve and
seafood. The average DLQI score for patients with psoriasis is 8.5 (0-24) and Pearson’s correlation between PASI and

DLQI score is 0.41
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Conclusion: Most Thai patients with psoriasis have low socioeconomic status, while the disease brings about
both direct and indirect costs. Female patients and patients with family history tend to have earlier age of onset. Most
patients have mild disease. The lesion is usually on scalp and extremities. Metabolic syndrome risk factors are common in
patients with psoriasis. Nail and joint involvement wane found more frequently in male than female patients and
correlates well with disease severity. Patients misunderstanding about the disease can lead to many problems, such as
changing hospitals, seeking for cure, herbal remedies containing steroid and frequent disease exacerbation due to unaware

of aggravating factors.

Keywords: psoriasis, epidemiology, quality of life, system of care, BMI, metabolic syndrome
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M5190 2 LAAIA LN ABABINIANE (Body mass index) tagtduso VDY lUWARIBUAZINAN DS

Sex Mean (SD) Standard for Thai *
BMI (kg/m2) Male 24.08 (4.24) 23
Female 25.31 (6.94) 24.8
Waist circumference Male 91.5 (11.3) 82-85
(cm) Female 88.8 (15)

* Aekplakorn et al. Inter J obes 2006(30);1782-90
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% , N=100 Mean (SD) Range P value
mqméﬂﬁémi’lu (age of onset) 34.7 (13.3) 7-73
¥18: 37.6 15-63
N 31 7-73
Early onset : late onset* 66:34
nquitilszSRaziaiiulunsounss 31 (11.5) 13-63
nquit lifss SRazifadulunseuass 36.6 (13.8) 7-73
srAuanuduius iUz iRaviatuluaseunss 0.04
nquilTHuiia guttate 34(10.8) 16-53
nguil hifliuiia gutate 36.6 (14.4) 7-73
sEAIANMUANTUS DAY guttate 0.4
nquiiidesnimuazifiabu 34.2 (10.6) 18-59
nquit lifdesnauazifiatu 34.9(14) 7-73
seauanudwiusTudednruazifiacu 0.8
nquiiiiduAnUnd 35.1(12.2) 7-59
nguil hifduAnUng 33.7(15.9) 11-737
0.63
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% , N=100 Mean (SD) Range P value
szaznaiulsn 13.1(11.1) 0-63
L oAA o 3 a
nguiiidedniduazinaRy 13.6 (9) 0-38
oAy 1A ) g a
ngui hilidesniguazinaky 13 (11.7) 0-63
seduanuduiusiudesnauaziiatu 0.8
I Aad A A
nguRtlauAalna 14 (11.8) 0-63
oAy 1 g a Aa
ngui lifiauAalng 10.8 (8.8) 0-34
@ o @ o o a a <3
FEAUANNANNUTPUANUAAYANILEAY 0.3
szialsnazfaulunseuns 32
Y v <1 a
Yoo nauazIHARdY 22
SRR LN 15:7
@ o @ o o 3 a a
FEAUANNAUNUT PV VAAUNA 0.72
sgauaNuduITUT AUl ansouns 1.00
A
91M33IUDUY
A 81
S a
wuRatlna 72
SACERIN 43:29
19 3

* 119N early 1A late onset N91g 40 1 AWAVUAF MV Henseler 118% Christophers

4 3 a A = o = | A '
WONUAZINARUTIA  chronic plaque  WINTIgA dauaaslunnumwi 1 nazdihonnauiliuuinndi |

©2%) sodliilu  guttate 27% flexural 16% ur TaguSnafiwumnnigane WilsAsye (92%) V1

palmoplantar 12% erythrodermic 6% 18% pustular 2% (92%) tazuuU (90%) AUaA TULHUN NG 2
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UEUMWA 5 T WUNTZAVANUTULIVDI 3R

Lﬁﬁ]mﬁuﬂiﬁ) mild = PASI <7 ,moderate = PASI 7-12, severe = PASI >12

daufi 3 matsfiuanmguussvesisn

frlhefinzuiu PAST 15 9.4 (SD 107, range 0-
55) 303LAUANNIUUTIBGIUNGY mild  55%,
moderate 22%, severe 23% ﬁmﬁmiuuwumwﬁl 5
nquiinuanuAaUndveuduianuguuseveslsn

(PASI=11 , SD 11.9) mnnngui lifianwAailng

o aa

Y0UAY (PASI=S.5, SD 5.2) aeniiiadidymaad

(P=0.01) 1ummzLﬁmﬁuwuimzjuﬁﬁ%’aﬁmﬁufcm?‘m
QuIANUIUNIIvedlsna (PASI=154 ,SD  14.9)
n1ﬂmﬁnﬁjuﬁ"lajﬁf’l’faﬁmauﬁmﬁﬂﬁu(PASIzm, SD
8.6) ENNUHAIAYNIETDA (P=0.03) IFUNU AIUAA

luasian 4

4 [ @ o 1
M3197 4 1AAIANVTUNUTITLHIN extracutaneous manifestation 1AL PASI

N, % Mean PASI (SD) P-value
Nail with 72 11(11.9) 0.01
without 28 5.5(5.2)
Joint with 22 15.4 (14.9) 0.03
without 78 7.8 (8.6)

o

nguiguynidsziitiuua Tiuneglnnuguusa

3

HuurldunveglinnujunssueslsaPASI=12, SD

¥9915A (PASI=13.5, SD 13.8) winnnguii lugu
wiotnoguuaianliuda (PASI=8.6, SD 9.8) uadsli

wutiedfgneada (P=0.13) waznquitdugsnlszd

' oA 1A A A A A
16.7) 3J1ﬂﬂ']'lﬂfj'll1/lvlllﬂll1’iﬁﬂmfJﬂll“l’iﬁﬂﬂiJ‘llNIﬂﬂ']ﬁ

(PASI=9.2, SD 10)uadshifivedagnisana

(P=0.67) 1FUNU Aaanaluasai s
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M99 5 uaasnnudniutszniedsyIamaguyms, Augauag PASI

3

N, % Mean PASI (SD) P-value
Smoking Always 18 13.5(13.8) 0.13
Never/ Use to 82 8.6 (9.8)
Drinking Always 9 12 (16.7) 0.67
Never/ Use to /Occasionally 91 9.2 (10)
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Efficacy of zinc amino acid chelated and
0.025%tretinoin cream in moderate acne, a
randomized double-blind placebo controlled

trial.

Patcharahatai Kraisak MD,

Wiwat Korkij MD.

ABSTRACT :

KRAISAK P, KORKIJ W. EFFICACY OF ZINC AMINO ACID CHELATED AND 0.025%TRETINOIN
CREAM IN MODERATE ACNE, A RANDOMIZED DOUBLE-BLIND PLACEBO CONTROLLED
TRIAL. THAI J DERMATOL 2011; 27: 182-192.

DIVISION OF DERMATOLOGY, DEPARTMENT OF MEDICINE, FACULTY OF MEDICINE,
CHULALONGKORN UNIVERSITY, BANGKOK, THAILAND.

Background : The treatment of acne with antibiotics such as tetracycline or erythromycin may enhance the
development of bacterial resistance. From the pathogenesis of acne, zinc has been involved in many pathways of both
inflammatory and non-inflammatory acne. Zinc amino acid chelated can increase oral bioavailability and reduce the side
effects of zinc salt. Currently, there is no study about the efficacy of zinc amino acid chelated in treatment of moderate
acne.

Objectives : To evaluate efficacy of zinc amino acid chelated and 0.025% tretinoin cream in moderate acne.

Materials and Methods : Seventy patients with moderate acne were enrolled. Each patient was randomized to
receive either treatment with oral zinc amino acid chelated or placebo and 0.025% tretinoin cream nightly in both groups.
Zinc amino acid chelated (75mg/tab) was given in the dosage of 225mg/day for 3 consecutive months. Clinical

improvement was assessed at baseline and at the 4th, 8" and 12" week from the beginning of the study. Overall
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improvement was assessed by acne count, photographs taken by VISIA, which were evaluated by 3 independent
dermatologists. The patient’s satisfaction was assessed by severity of acne, facial oiliness and adverse effects.

Result : The mean acne lesion counts of closed comedone, open comedone, papule, pustule and nodule were
not statistically difference between zinc amino acid chelated combined with 0.025% tretinoin cream group and placebo
combined with 0.025% tretinoin cream group (p>0.05). Similarly overall improvement score and Propionibacterium
acnes count demonstrated no difference among two groups. However, the mean serum zinc level in zinc amino acid
chelated group was significantly higher than the placebo group. (p<0.05) Gastrointestinal side effects were less reported
in patients who received zinc amino acid chelated.

Summary: Zinc amino acid chelated and 0.025% tretinoin cream is not superior to placebo with 0.025%
tretinoin cream in reducing closed comedone, open comedone, papule, pustule or nodule counts in spite of the significant

increasing in serum zinc level.

Key word: Zinc amino acid chelated, Zinc, Acne
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Introduction

Acne is the most prevalent skin disease treated by
dermatologists. It’s chronicity and recurrence has
psychosocial effects to patients both short and long
term. Antibiotics have been used to treat inflammatory
acne for more than 40 years, especially tetracycline.
Due to the overuse of antibiotics over a long period of
time, Propionibacterium acnes (P.Acnes) and other
normal flora have been increasingly resistant.””’

Zinc is a metallic chemical element that is essential
for proper development and functioning of human skin.
About 6% of the body’s zinc is located in the skin.” °
Zinc salts have been used as a systemic treatment for
acne since the early 1970’s. However, there is still
controversy surrounding the efficacy of zinc salts used

to treat acne. There are twelve known studies

documenting the efficacy of zinc salts. Eight are
placebo controlled trials, two are reported cases and
two are comparisons of zinc salts to oxytetracycline and
minocycline. Michaellsson et al found a significant
difference between zinc sulphate and plac:abos.7 The
same results were ascertained by Hillstrom et al,
Goransson et al and Verma et al.”"" Contrary to their
findings, a study conducted by Weismann et al in 1977
showed no statistical difference between them. ' In
1978, Weimer et al published the efficacy of zinc
sulphate in reducing the pustule count, but no
difference in the comedone, papule or infiltrate
lesions." Later, in 1985, Dreno et al reported the
superiority of low dose zinc gluconate over placebos.13
However, Maynadier et al reported side effects in 57%

of patients that received zinc gluconate, which most are
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gastrointestinal side effects.”* Most of the studies
included a small number of patients with less than 60
participants. Some of which had high dropout rates due
to the side effects of zinc salt.

Zinc amino acid chelated is a polyvalent metal ion
that bonds with 1 to 3 amino acids. In 2007, Gandia et
al reported the superior oral bioavailability of zinc bis-
glycinate over zinc glucoante by 43.4%. Zinc bis-
glycinate is zinc amino acid chelated composed of Zn”
with 2 molecules of glycine.15 Therefore, the objective
of this study was to determine the efficacy of zinc
amino acid chelated and 0.025% tretinoin cream in the
treatment of moderate acne.

Materials and methods

Patients

A total of 70 patients from the Dermatology
Department of Chulalongkorn Hospital in Bangkok,
Thailand, were included in the study conducted from
January 1" 2010 to September 31" 2010. The patients
included were both genders between 18 to 25 years of
age and had moderate acne consisting of the following
three types: 1) a comedone count between 10 - 200
lesions. 2) a papule and pustule count between 10 - 50
lesions. 3) a nodule count of 5 lesions or less. The
exclusion criteria included all patients who had applied
a topical medication to treat their acne (retinoid,
antibiotic, benzoyl peroxide) anytime in the 2 weeks
before trial was scheduled to begin. Other patients
excluded were those who had taken oral antibiotics

within the past month or oral retinoid within 3 months,

as well as, any patients taking zinc as an oral dietary
supplement. Patients who had a history of liver or
kidney disease or who were pregnant or in their
lactation period were also excluded.

Consecutive patients were randomized into two
groups. Both groups received identical tablets. One
group underwent a treatment of 75mg zinc amino acid
chelated tablets, which contains 15mg of metal zinc.
Another group received the placebo. Both groups were
instructed to take the medicine 3 times a day,
immediately following meals in order to prevent
gastrointestinal disorder. They were also required to
apply 0.025% tretinoin cream over their entire face
once every night for 3 consecutive months. Facial soap
containing sodium lauryl sulphate was supplied to all
patients. The use of any facial hygiene product, not
included in the trial, was forbidden.

Informed consent to participate in this study was
obtained from all participants. This study was approved
by the Ethics Review Board at Chulalongkorn Hospital.

Blood sample analysis

Serum zinc level, measured by atomic absorption
spectroscopy and complete blood cell count were done
both, before and after 12 weeks of treatment.

Efficacy assessment

Acne lesion counts were done at week 0 and every
4 weeks throughout the study. A full count of all
lesions, including closed comedone, open comedone,
papule, pustule and nodule, were done over the entire

face. Photographs including the use of fluorescence
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photography for P. acnes counts were conducted during
the same time as the acne lesion counts. Overall
improvement of acne severity was evaluated by 3
independent dermatologists from the photographs taken
by VISIA. There are 5 scales which are -2 = 50 to
100% worse, -1 = 0 to 50% worse, 0 = no visible
results, +1 = 0 to 50% improvement and +2 = 50
t0100% improvement.

The patients were seen every four weeks to evaluate
their progress and personal satisfaction regarding the

results of the treatment and to determine the scale of

Table 1 Demographic data in treatment and placebo group

acne severity and facial oiliness. They were asked to
document any discomfort or side effects they may have
experienced in a questionnaire.

Statistical analysis was performed with software
(Statistical Package for the Social Science SPSS 16.0).
Data was presented as mean and standard deviation.
Statistical analysis of the results were performed by
intention to treat analysis with ANCOVA and Mann-
Whitney U test. Spearman rank correlation was used to
evaluate relationships. Statistical significance was

defined as P less than .05.

Zinc amino acid chelated

with 0.025% tretrinoin

Placebo with 0.025% P

tretrinoin cream

cream (n = 35) (n=35)

Age, Year (SD) 20.54 (2.30) 20.26 (2.48) 0.87
Age of onset of acne, Year 15.97 (2.34) 15.54 (2.90) 0.61
(SD)
Gender (%) -

- Men 17 (48.5) 18 (51.4)

- Women 18 (51.4) 17 (48.5)
Family history of acne (%) 9(25.7) 12 (34.3) -
Results counts of closed comedone, open comedone, papule,

A total of 70 patients were included, 35 in the zinc
amino acid chelated with 0.025% tretinoin cream
group and 35 in the placebo with 0.025% tretinoin
group. Table 1 shows the demographic data

undifferentiated between both groups. The mean lesion

pustule and nodule were not statistically different in
either group. (p>0.05) The total number of patients to
drop out before the end of the 12 week trial was 11 out
of the 70 original patient s or approximately 15.7%. Out

of the 11, 5 dropped from the zinc amino acid chelated
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with 0.025% tretinoin cream group and 6 in the placebo
with 0.025% tretinoin cream group. The reasons for
dropping out included ineffective intervention, lack of
follow up or the patient relocated during the trial.

The results were analyzed with intention to treat
population. The result of the per protocol analysis were
similar to those of the intention to treat analysis.

Acne lesion counts

After 12 weeks of treatment, the mean closed
comedone count in the zinc amino acid chelated with
0.025% tretinoin cream group and in placebo with
0.025% tretinoin cream group were 20.17 and 21.69
respectively. The mean open comedone count in the
zinc group was 12.11 and 9.97 in the placebo group.
The mean papule count in the zinc group was 9.66 and
12.69 in the placebo group. The mean the pustule count
in the zinc group was 2.71 and 3.34 in the placebo
group. The mean nodule count in the zinc was 0.37 and
0.63 in the placebo group. The mean lesion counts of
closed comedone, papule, pustule and nodule by the
end of the treatment in patients that received zinc amino
acid chelated were less than in the placebo group,
however there was no statistical significance as show in

figure 1-5.

P. acnes count

There was no statistical difference in the P. acnes
count measured with fluorescence photography taken
by VISIA after 4, 8 and 12 weeks of treatment.
(p>0.05)

Overall improvement

By the end of the study, in the zinc amino acid

chelated group, 10 patients were evaluated as having 0-
50% improvement and 6 had 50-100% improvement
while in the placebo group, 12 had 0-50% and 5 had 50-
100% improvement. However, the difference was not
statistically significant.

Serum zinc level

The mean serum zinc after 12 weeks of treatment in
patients who received zinc amino acid chelated was
1.17 while patients who received placebo was 1.002.
For this value p was less than 0.05. Moreover, there
were correlations in the percentage change of serum
zinc levels and changes in the percentage of open
comedone and papule count. The Spearman Rank
Correlation Coefficients of open comedone was -0.354

and -0.367 in papule.
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Figure 1. Number of closed comedone count. Dash line represents the number of closed comedone of Zinc amino acid

chelated group.Solid line represents the number of closed comedone of placebo group.
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Figure 2 Number of open comedone count. Dash line represents the number of open comedone count of Zinc amino acid

chelated group. Solid line represents the number of open comedone of placebo group.
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Figure 3 Number of papule count. Dash line represents the number of papule of Zinc amino acid chelated group. Solid

line represents the number of papule of placebo group.
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Figure 4 Number of pustule count. Dash line represents the number of pustule of Zinc amino acid chelated group. Solid

line represents the number of pustule of placebo group.
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Figure 5. Number of nodule count. Dash line represents the number of nodule of Zinc amino acid chelated group. Solid

line represents the number of nodule of placebo group.

Patient satisfaction

After 12 weeks of treatment, 74.3% of patients
receiving zinc amino acid chelated reported an
improvement in their acne while only 62.9% of patients
who received placebo reported an improvement.
However, there was no statistical difference. Regarding
facial oiliness, 68.6% of the patients in both groups
reported a decrease.

Side effects

Only 3 out of 35 patients who received zinc amino

acid chelated reported nausea in week 4 and 1 patient in
week 12. The gastrointestinal side effects were reported
more in the placebo group than in the zinc amino acid

chelated group.

Discussion

From acne pathogenesis, zinc has many roles in
treating acne. Zinc has an anti-inflammatory effect.
Zinc also has role in androgen activity and in vitamin A
metabolism. There are 10 comparative clinical trials of
zinc salts in acne vulgaris since 1970, 8 with placebo, 1
with oxtetracycline and 1 with minocycline. And there
are 2 reports about the efficacy of zinc salt. From theses
literature, 8 of them reported that zinc salt had positive

effect in acne. """ While 4 reported no

. 11,12, 19,20
difference.

From most of the literature, zinc salt
could decrease only inflammatory lesion of acne. This
study is the first to evaluate zinc amino acid chelated
combined with 0.025% tretinoin cream in moderate

acne. This study is randomized double blind placebo

controlled trial in 70 participants in the age between18-
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25. Drop out rate is 15.7%. From our results showed
that zinc amino chelated combined with 0.025%
tretinoin cream is not superior to placebo combined
with 0.025% tretinoin cream in reducing acne lesion
counts of closed comedone, open comedone, papule,
pustule or nodule. In contrary, closed comedone count
in the 4" and 8" week in placebo group were
significantly less than in zinc amino acid chelated
group. The reasons for this outcome might be the effect
of tretrinoin cream which could also treat acne or other
counfounding factors that could not be controlled in this
study such as stress or hormonal level. Moreover the
overall improvement score which was evaluated by 3
independent dermatologists were not statistical
significance between two groups. Similar to the P.acnes
count that were also not difference among both groups
but the P.acnes count after 12 week of treatment was
statistically less than the baseline in zinc amino acid
chelated group. However, there are still controversial in
role of the P.acnes in acne pathogenesis. There is report
that P.acnes were found in equal number of non acne
and acne patients. Some reported no relation between
number of P.acnes and the severity of acne.”” *
Considering about the absorption of zinc amino acid
chelated, the mean serum zinc level in the zinc amino
acid chelated group were significantly higher than the
placebo group and there were also correlation between
percent change of serum zinc level and percent change
of decreasing open comedone and papule count. But

they were only little correlation. Gastrointestinal side

effects were the most common side effects that have
been found in both group but were less seen in the zinc
amino acid chelated group than in the placebo group in
every visits. Interestingly, the hematocrit dropped
statistically significantly from 42.55 to 41.92 in the
patients who received zinc amino acid chelate after 12
weeks without symptom. This might be only
statistically significant but no clinical significance.
From this result hematocrit monitoring may be
considered in the patient who receive zinc for acne or
for other therapeutic purpose.
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Familial multiple angiolipomatosis : A case

report and review of the literature.

Kanokwan Sesthapongvanich MD,

Pailin Puangpet MD.

ABSTRACT :

SESTHAPONGVANICH K, PUANGPET P. FAMILIAL MULTIPLE ANGIOLIPOMATOSIS: A CASE
REPORT AND REVIEW OF THE LITERATURE. THAI J DERMATOL 2011; 27: 193-197.

INSTITUTE OF DERMATOLOGY, MINISTRY OF PUBLIC HEALTH, THAILAND.

Familial multiple angiolipomatosis is a rare benign condition inherited in an autosomal dominant manner. The
disease is clinically characterized by numerous, discrete, well-encapsulated, round-to-oval, subcutaneous, rubbery masses
with variable tenderness locate on the forearms, upper arms, thighs and abdominal wall. The histopathology is
characteristic, with circumscribed subcutaneous mass composed of mature fat with numerous capillaries-sized blood
vessels containing characteristic microthrombi without organization which frequently accentuated in subcapsular area.

This study reported a patient with clinical features of familial multiple angilipomatosis.

Key words: Familial multiple angiolipomatosis
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Case report

A 49-year-old man came to our outpatient
department for the evaluation of multiple subcutaneous
masses on the trunk, arms and legs that had been
presented since the age of 19. He had no underlying
diseases. These lesions were not painful or pruritic.
They grew slowly and gradually increased in number.
The subcutaneous masses were not associated with
antecedent medications or previous trauma. He noted

that these lesions have caused cosmetic concern. His

son also had a history of similar subcutaneous masses.
Both of them had not sought for any treatment. No
other family member has the same problem.

Physical examination :

Numerous, discrete, round-to-oval, 1-5 cm.,
rubbery, skin-colored subcutaneous masses on the
trunk, arms and legs. There was no visible change of
the overlying skin. No mucosal abnormality was noted.
No lymphadenopathy of axillary, inguinal and cervical

lymph node. (Figure 1)
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Figure 1
Investigation : walled blood vessels at the subcapsular area.
The skin biopsy specimen from the arm showed a Microthrombi was noted within many vascular lumens.
well-circumscribed encapsulated subcutaneous mass (Figure 2)

composed of mature adipocytes and multiple thin-

Figure 2
Disscussion : autosomal-dominant inheritance." Some authors have
Familial multiple lipomatosis (FML) is a very rare found a slightly increased predilection in men with
benign condition with prevalence of 0.002% in general male:female ratio of 2:1."* In FML, lipomas initially

population (1:50,000).1’4It is usually transmitted by the appears in the third to fifth decades of life." FML is
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characterized by numerous, discrete, well-encapsulated,
round-to-oval,  subcutaneous, rubbery  lipomas
predominate on the forearms, thighs and trunk which
usually spares neck and shoulders.'

Angiolipoma was first described as a distinct entity
in 1912 by Bowen.7’8They account for 5-17% of all
1ipomas.9’10 Most lesions often develop after

10,13,14

puberty. The size can vary from 1-4 cm.
Angiolipomas tend to locate on the forearms, upper
arms, thighs and abdominal wall. The pathogenesis of
angiolipoma is uncertain. Some authors suggest that it

. 13
is a hamartoma or mesenchymoma -, whereas others

think angiolipoma results from the alteration within

pre-existing lipomas triggered by stimuli such as
repeated mild trauma.'”" Familial angiolipomatosis is
relatively rare’ approximately 5% of all cases are
familial"® and may be regarded as a subtype of FML.
Angiolipoma may be clinically differentiated from
lipomas by tenderness . There were a few reports that
patients with familial angiolipomatosis had no
tenderness.”* Previously reported familial multiple

angiolipomatosis are listed in Tablel.>™">'

Our patient
had asymptomatic  subcutaneous masses and
histological examination supported the diagnosis of

angiolipoma.

Tablel Familial multiple angiolipomatosis included with this patient(case number 8).

Case  Year Age/Sex Age of onset Size(cm) Location Tenderness

1 1977 33/Male 19 0.5-3 Trunk, extremities No

2 1977 37/Male 35 0.5-4 Trunk, upper arms Slightly tender
3 1980 Adolescent/Male 1 Large Wrists, knees, ankles No

4 1987  18/Female(pregnancy) 7 month of GA 0.5-1.5 Forearms, upper arms, Tender

midback, thighs
5 1987 37/Male 32 0.5-1.5 Left arm, abdomen Tender
6 1999 42/Male - 1-3 Forearms, wrists, chest Tender
wall
7 2007 80/Male 30 1-10 Abdomen, extremities No
8 2010 49/Male 19 1-5 Trunk, extremities No

Histopathologic evaluation of angiolipoma shows
circumscribed subcutaneous mass composed of mature

fat with numerous capillaries-sized blood vessels

containing  characteristic =~ microthrombi  without

organization ~which frequently accentuated in
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subcapsular area.” Vascular component varies from 15
t0 50%.”""

Several cytogenetic studies of FML demonstrated
abnormality in translocation of chromosome 12q13-15
and 6p21 with high-morbidity group A2 (HMGA2)
gene and HMGAI1 family of genes 1respectively.l
showed normal

Subcutaneous angiolipomas

karyotypes12 and specific gene rearrangements in
familial angiolipomatosis have not been described.™ "

Familial lipomatosis and angiolipomatosis do not
require medical or surgical treatment. Spontaneous
regression or malignant degeneration of the tumor is
rare.” Surgical excision and liposuction of disfiguring

or large tumors may be benefit to the patients. Local

recurrence after excision are common with large

. 13
lipomas.

We reported a case of familial multiple
asymptomatic  angiolipomatosis who  underwent

surgical excision of some disfiguring lesions.
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A case report of Degos disease in patient
presented with jejunal perforation and

peritonitis.

Sujirod Hanthavichai MD,
Ratchathorn Panchaprateep MD,

Noppadon Noppakun MD.

ABSTRACT:

HANTHAVICHAI S, PANCHAPRATEEP R, NOPPAKUN N. A CASE REPORT OF DEGOS DISEASE
IN PATIENT PRESENTED WITH JEJUNAL PERFORATION AND PERITONITIS. THAI J
DERMATOL 2011; 27: 198-203.

DIVISION OF DERMATOLOGY, DEPARMENT OF MEDICINE, FACULTY OF MEDICINE,
CHULALONGKORN UNIVERSITY, BANGKOK, THAILAND.

Degos disease or malignant atrophic papulosis is a progressive small- and medium-size arterial occluding
disease, leading to tissue infarction in many organs such as the skin, gastrointestinal and nervous systems. This study
reported a 56-year-old female patient who presented with abdominal pain due to jejunal perforation with peritonitis. Later,
she developed generalized multiple central white scar and telangiectatic rim on trunk, extremities, palm and sole. The
histopathology is characteristic, with wedge-shaped area of homogenized collagen fibers and lymphocytic vasculitis in the

dermis. Unfortunately, she died from sepsis and multiorgan failure.

Key words: Degos disease, intestinal perforation
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Introduction

Degos disease (DD) or malignant atrophic papulosis
(MAP) was first described as a case of a disease by
Kohlmeier in 1941. Then Degos was recognized as a
distinct clinical entity in 1942. Degos disease is a rare
disease with about 200 cases reported. All ages and
races can be affected. The male to female ratio is
approximately 3: 1. DD has a purely cutaneous variant
and a systemic multiorgan variant'. Both have similar
cutaneous eruptions. The natural history of DD has yet
to be defined.

In this report, we present a patient who had a
clinically fatal systemic Degos disease with typical

cutaneous and characteristic histological manifestations.

Case report

The patient was a 56-year-old female from
Nakornsawan presented with abdominal pain due to
jejunal perforation with peritonitis. She underwent
bowel resection surgery and anastomosis. After surgery,
she developed sepsis and alteration of consciousness.
Later she was referred to Chulalongkorn Hospital.

After admission in intensive care unit, attending
physicans noticed that she had generalized multiple
erythematous papules with central white scar on trunk,
extremities, palm and sole. No history of other
underlying disease was noted. None of the family
members or close relative was affected with similar

disorder or other dermatologic disease.
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Physical examination revealed generalized multiple
erythematous papules with central porcelain-white
atrophic scar and crust with telangiectasia at rim on
trunk, extremities, palms and sole (Figure 1.1-1.4). The
lesions were blaching on pressure. She was drowsy and
on endotracheal tube with respirator. Later, she was
worsen and finally death from multiorgan failure and

sepsis.

Figure 1.1

Figure 1.2

Figure 1.3

Figure 1.4

Figure 1.1-1.4 : Papules on trunk, extremities, palms
and sole with central porcelain white atrophy and

surrounding erythema.

Histopathological examinations from the right
forearm and abdomen showed vacuolar degeneration of
the basal cells, wedge-shaped area of homogenized
collagen fibers in the dermis and perivascular
lymphocytic infiltrate with intravascular platelet-fibrin
thrombi (lymphocytic vasculitis). The Alcian blue stain
is negative for mucin (Figure 2.1-2.3).

Laboratory findings: complete blood count (CBC)
showed anemia and thrombocytopenia.  Her

coagulogram showed prolonged PT, PTT and INR.
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Immunology profiles included ANA and anti-dsDNA
was negative.
She was finally given a diagnosis of Degos disease

or malignant atrophic papulosis.

Figure 2.1 H&E sections show homogenized collagen

fibers in the dermis.

= A S SN S
Figure 2.2 H&E sections show epidermal atrophy and

vacuolar degeneration of the basal layer

Figure 2.3 H&E sections reveal perivascular
lymphocytic infiltrate with intravascular platelet-fibrin
thrombi.

Autopsy was done and reported as acute necrotizing
inflammation with multiple abscesses nearly entire
small and large bowel from candidiasis, organizing
peritonitis, multiple lung abscess at left upper lobe due
to aspergillus infection, liver abscess at right lobe of
liver, diffuse alveolar damage both lungs and acute
tubular necrosis of both kidneys.

Discussion

Degos disease (DD) is an extremely rare and poorly
understood disease. DD is an occlusive arteriopathy
involving small-caliber vessels. It is a progressive,
small- and medium-size arterial occluding disease,
leading to tissue infarction. The possible mechanisms
suggest disturbance in immunity, viral infection and
abnormality in the clotting system of blood'.

The cutaneous lesions of DD initially manifests with
erythematous, pink or red papules, 0.5 — 1 cm in
diameter. These papules heal to leave with

pathognomonic central porcelain-white atrophic scar
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and peripheral telangiectatic rim. The papules
predominantly occur on the trunk and arms, rarely
occurs on the face, palms and soles”. The lesions
develop slowly and are usually asymptomatic, but may
be accompanied by a slight burning sensation.

Systemic  Degos disease can affect the
gastrointestinal, nervous, opthalmological,
cardiopulmonary and hepatorenal systems. Systemic
Degos disease is frequently fatal, the patient usually die
within 2-3 years from the onset of systemic
involvement. Intestinal perforation is the most common
cause of death. Other causes of death include bowel
infarction, cardiopulmonary collapse, and neurologic
infarction and hemorrhage. Systemic manifestations
usually develop from weeks to years after the onset of
skin lesions, or, in rare instances, they may precede the
skin lesions™,

No specific laboratory test can be used to aid in
diagnosis of DD. In fact, most test results are normal,
with the exception of anemia secondary to intestinal
bleeding. Although, in some cases, antiphospholipid
antibodies of uncertain significance are identified™’.

The characteristic histological findings demonstrate
interface  dermatitis, melanin incontinence and
epidermal atrophy overlying a wedge-shaped area of
cutaneous ischemia extending into the deep dermis.
Marked endothelial swelling and occasional platelet-
fibrin thrombi are often noted. Abundant acid

mucopolysaccharides can be present in the dermis.

Differential ~ diagnosis of the cutaneous
manifestation include secondary vasculitis, Wegener
granulomatosis, acute lupus erythematosus, connective
tissue disease7, atrophie blanche lesions and dermal
mucinosis. Comprehensive blood analysis and
examination of tissue pathology specimens is necessary
to exclude diseases that mimic DD".

No medical therapy for DD is uniformly effective in
previous reports. Antiplatelet drugs (eg, aspirin,
dipyridamole) may reduce the number of new lesions in
some patients with only skin involvement. Recent
anecdotal studies reported roles of intravenous
immunoglobulin9 and eculizumab'’.

There is no specific treatment for systemic DD.
This patient had severe sepsis, coagulopathy and
thrombocytopenia and died from DIC with multiorgan

failures due to multiple invasive fungal infections.
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Primary Localized Cutaneous Nodular
Amyloidosis with Macular and Lichen

Amyloidosis: A Case Report.
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ABSTRACT:

TECHAPICHETVANICH T, CHANPRAPAPH K. PRIMARY LOCALIZED CUTANEOUS NODULAR
AMYLOIDOSIS WITH MACULAR AND LICHEN AMYLOIDOSIS: A CASE REPORT. THAI J

DERMATOL 2011; 27: 204-209.
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Primary localized cutaneous nodular amyloidosis (PLCNA) is a rare form of primary cutaneous amyloidosis that
affects both sexs during middle age. There is an infrequent progression of nodular localized lesions to systemic
amyloidosis. Here, we report coexisting of nodular amyloidosis with macular and lichen amylodosis in the same patient
which no previous literature has mentioned before. We also review the literatures regarding to rate of progression to
systemic amyloidosis and discuss possible causes of co-occurrence between three types of localized cutaneous

amyloidosis.

Key words: Nodular amyloidosis, lichen amyloidosis, macular amyloidosis
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Introduction

Primary localized cutaneous nodular amyloidosis
(PLCNA) is a rare form of primary cutaneous
amyloidosis that affects both sexs during middle age.
There is an infrequent progression of nodular localized
lesions to systemic amyloidosis. We reported coexisting
of nodular amyloidosis with macular and lichen
amylodosis in the same patient which no previous
literature has mentioned before. We also review the
literatures regarding to rate of progression to systemic
amyloidosis and discuss possible causes of co-
occurrence between three types of localized cutaneous

amyloidosis.

Case report

A 57-year-old Thai woman from Bangkok
presented with 3-year- history of slightly pruritic, slow
growing nodules on her shins that recently began to
enlarge rapidly and developed numerous satellite
nodules. She had no underlying diseases and was not
taking any medications. Dermatologic examinations
revealed discrete firm waxy yellow to brown- pink
indurated subcutaneous nodules, vary in sizes on both
shins (Figure 1), discrete brownish hyperkeratotic tiny
papules coalescing to form plaques arranged in ripple
pattern at posterior lower legs (Figure 2) and ill-defined
brownish patch at upper back (Figure 3). Others

physical examinations are unremarkable. Excisional
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biopsy and histologic examination from a nodule on her

right leg was performed.

Figure 1

Figure 2

Figure 3

Biopsy specimen revealed amorphous eosinophilic
material compatible with amyloid deposition in dermis,
subcutaneous tissue and in the vascular wall (Figure 4,
5). There are focal loose aggregration of
lymphoplasmacytic cells with prominent Russel’s
bodies (Figure 6). Congo red stain shows birefringence
apple green by polarized light microscope, consistent

with AL amyloidosis.

Figure 4
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Figure 6

The laboratory investigations were performed to
exclude the presence of an underlying condition which
might contribute to systemic amyloidosis, including full
blood count, erythrocyte sedimentation rate, plasma
urea, creatinine, glucose and electrolytes, liver function
tests, serum and urine electrophoresis, immunogiobulin
and complement levels, auto-antibody profile,
rheumatoid factor, urine microscopy, chest X-ray and
abdominal fat pad biopsy.

Discussion:

Primary localized cutaneous amyloidosis has been
classified to 3 types: macular, lichen, and nodular
(tumefactive) according to the deposition of

characteristic forms of amyloid fibril protein.1 (Table 1)

Table 1 Classification of primary localized cutaneous amyloidosis

Amyloid fibril protein  Types of amyloidosis

Precursor substance

Amyloid L Nodular amyloidosis
Keratin Macular and lichen
derivative amyloidosis

Immunoglobulin light chains
(AL types) produced by local plasma cells

? Keratin filaments derived from degenerative keratinocytes

Primary localized cutaneous nodular amyloidosis
(PLCNA) is a rare form of primary cutaneous
amyloidosis that affects both sexs during middle age. It
presents as waxy yellow-red nodules that are located

preferentially on the lower extremities, face, scalp, and

genitalia.2 Some cases are associated with scleroderma,
Sjogren's syndrome and rheumatoid arthritis.” It has
been reported that nodular amyloidosis may later
develop  paraproteinemia and overt systemic

amyloidosis. Previous study reported that 40% of
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patients presented with nodular amyloidosis also had
monoclonal gammopathy which remained stable after
follow-up. However, most recent case series
demonstrate an infrequent, 7%, progression of nodular

localized lesions to systemic amyloidosisl’4(Table 2),

much lower than the 50% rate previously reported in
the literature.” Still, patients with PLCNA should be
investigated and followed-up to monitor for progression
to systemic amyloidosis. If the results are normal, a

good prognosis is advisable.

Table 2 Summary of follow-up cases of primary cutaneous nodular amyloidosis progressing to systemic amyloidosis

Reference Total number  Patients Progressed  Duration *SPEP, UPEP Laboratory
of patients to systemic After Findings
amyloidosis diagnosis

Moon AO, et al 2003 16 1 1 year Positive Echocardiogram
- normal

Woollons A, et al 2001 15 1 23 years Positive Baseline blood tests
- normal

Vestey JP, et al 1994 1 1 7 years Negative CBC, ESR, LFT, chest X-
ray, abdominal USG, EEG,
Abdominal fat pad biopsy -
normal

Brownstein MH, et al 1970 10 5 Not Not mentioned ~ Not mentioned

mentioned

*SPEP = Serum protein electrophoresis

UPEP = Urine protein elelctrophoresis

No previous literature reported coexisting of
nodular with macular and lichen amylodosis in the
same patient. The pathogenesis of macular and lichen
amyloidosis differs as epidermal damage is though to
play a role in its development whereas dermal amyloid

L deposition which derive from immunoglobulin light

chains produced locally by clonally expanded plasma
cells is believed to be the source of nodular
amyloidosis. The presence of three types of cutaneous
amyloidosis may be coincidental due to the high
prevalence of macular and lichen amyloidosis in Asia.

However, recent reports document cases of PLCNA
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lacking clonality and occurring in common sites of
trauma which might explain co-occurrence between two
types of localized cutaneous amyloidosis.ﬁ More data
are needed before conclusions can be made regarding a
causative role of epidermal damage in PLCNA.

Histologic ~ diagnosis of nodular cutaneous
amyloidosis is based on the presence of large hyaline
eosinophilic masses of amyloid filling the entire dermis
and occasionally the subcutaneous fat. Blood vessel
walls are also involved. The histopathology does not
permit the discrimination between localized forms and
those that are manifestations of systemic amyloidosis,
with the exception that in nodular amyloidosis there is
usually an increased amount of infiltrating plasma cells.
The deposits demonstrate an apple-green birefringence
when viewed under polarized light with congo red stain
or dylon (cotton dye pagoda red No.9) stain. Amyloid
can also be identified by sirius red, crystal violet,
methyl violet and thioflavin T fluorescence.’

The management of PLCNA is difficult, as there is
no consistently effective treatment. Cosmetic
improvement can be achieved by surgical or shave
excision,&9 successive electrodessication and curettage,
dermabrasion, and carbon-dioxide laser on solitary or
lesions limited in amount." As recurrences are common
in contrast to lichenoid and macular amyloidosis, the
least invasive procedure yielding cosmetically

acceptable results is the best option.

In our patient, findings from further investigations
to exclude systemic involvement were negative,
including results of serum and urine electrophoresis and
abdominal fat pad biopsy. Indurated nodules were
cosmetically disturbing to the patient hence they were

removed by surgical excision.
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Papillary eccrine adenoma : a case report.
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Papillary eccrine adenoma is a rare benign sweat gland tumor. Surgical excision with assurance of complete
removal by histologic examination of the surgical margins and regular case follow up are considered the treatment of

choice. We report a case of papillary eccrine adenoma presented at an uncommon location thus the diagnosis was aided

by histopathological findings.

Key words: Papillary eccrine adenoma, sweat gland tumor
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Papillary eccrine adenoma

Papillary eccrine adenoma is a rare benign
sweat gland tumor commonly occurred in the
middle aged patient with female predominance.

It usually presents as a solitary painless nodule

commonly located on the distal extremities. The .

Figure 1 Yellowish nodule on vertex of the scalp.

clinical presentations were nonspecific and

should be differential diagnosis from other
adnexal tumors by histopathology.

We reported a rare case of papillary eccrine

adenoma on the scalp which occurred in an

uncommon location.

Case report

S 47 o

A 25-year-old woman has had a painless Figure 2 Numerous dilated tubular structure and
nodule on vertex of the scalp since she was cysticlesions dispersed in a fibrous stroma
young (Figure 1). The nodule enlarged slowly (Hematoxylin-Eosin, original magnification x 12)

without symptom. On examination, she had a
round well defined, non tender, firm, yellowish
nodule, 1 x lcm. in diameter. The clinical
differential diagnoses were xanthogranuloma or
other adnexal tumors. The lesion was completely
excised without recurrence after 12 months

follow up.

cuboidal cells with intra-luminal papillary projection.

(Hematoxylin-Eosin, original magnification x 115)
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Biopsy specimen showed a well-circumscribed,
unencapsulated dermal tumor composed of numerous
dilated tubular structure and cystic lesion in various
sizes and shapes dispersed in a fibrous stroma. The cyst
walls were lined by two layers of cuboidal cells. Some
cysts showed intra-luminal papillary projections.
Lumina were filled with an amorphous eosinophilic
material. There were no decapitation secretions, cell
necrosis, or mitotic figures. (Figure 2, 3)

Discussion:

Papillary eccrine adenoma is a rare sweat gland
tumor which was first described by Rulon and Helwig
in 1977"". Most case reports showed that this tumor
commonly occurred in the middle aged adult with
female predominancel. The interval period before being
diagnosed was 5 months to 20 years, mean 7.3 yearsS’G.
The tumor usually occurred as a solitary skin-colored,
yellowish, gray or red to brown nodule or deep seated
nodule, ranged from 0.5 cm.-2 cm. in diameter.
Cutaneous horn-like had been reported occasionally.
Most lesions are located on the extremities and less
commonly located on the face, trunk and hands’. The
clinical may resemble other dermal tumors such as
fibroma, neuroma, tendon sheath tumor, or sebaceous
cyst7, so the definite diagnosis should be confirmed by
the histopathology.

Our case demonstrated an uncommon location of
papillary eccrine adenoma on the scalp that has never
been reported before. However, the characteristic

histopathologies point us to the diagnosis. Typical

histopathologies of papillary eccrine adenoma are
dermal tumor composed of dilated ducts and tubules in
varying sizes. Some tubules expand into microcyst and
branching tubular structure'. The dilated ducts are lined
by two layers of cuboidal cells, which commonly show
intraluminal papillary projections. There is no
decapitation secretion from the cells of the inner layer.
These histopathology findings resemble tubular
apocrine adenoma and aggressive digital papillary
adenocarcinoma  which  sometimes difficult to
differential diagnoses from papillary eccrine adenoma.

Tubular apocrine adenoma is a rare benign apocrine
tumor which shows a female predominance. The tumor
usually presents as a dermal nodule or pedunculated
lesion, 1-2 cm. in diameter, commonly located on the
scalpg. The tumor also commonly developed within
nevus sebaceous or occurred in association with
syringocytadenoma papilliferums. Histology of tubular
apocrine adenoma was similar to papillary eccrine
adenoma although the entity was different. Tubular
apocrine adenoma has fewer papillary projections and
its papillae are usually shorter than those of the
papillary eccrine adenoma. Tubular apocrine adenoma
can be distinguished from papillary eccrine adenoma in
many cases by the presence of apocrine decapitation
secretion”’

Aggressive digital papillary adenoma also shares
some histologic features with papillary eccrine
adenoma. This tumor typically presented as a painless

solitary nodules measuring 2 cm or more in diameter.
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Lesions were flat to slightly elevate and freely movable,
rarely ulcerated or showed thickened skin at the
involved site'. The location are almost exclusively on
the fingers and toes and adjacent skin of the palms and
soles™". Histopathology shows cellular, dermal nodules
with cystic cavities. Characteristic findings include
tubuloalveolar and ductal structures associated with
papillary projections protruding into the lumen. The
glands are lined by one or two layers of cuboidal or
columnar epithelium with eosinophilic cytoplasm and
round or oval vesicular nuclei’. The cells in aggressive
digital papillary adenoma shows mild atypia compared
with normal sweat gland epithelium. Aggressive digital
papillary adenocarcinoma was distinguished from
aggressive digital papillary adenoma by its poor
glandular differentiation and degree of necrosis, mitotic
activities, cellular atypia, pleomorphism and the
invasion of tumor to tissue, bone and blood vessels' .
Patients with aggressive digital  papillary
adenocarcinoma developed metastases, most commonly
affects the lung “!' and death from disease has been
documented”.

Papillary eccrine adenoma is considered to be
benign on the basis of slow growth; however, malignant
transformation of papillary eccrine adenoma has been
reportedlz. Complete surgical excision and regular
follow up are considered to be the treatment of

.16 . . .
choice . Mohs micrographic surgery is recommended

for the lesions located on the volar surfaces or excised
tumor with ill-defined marginsB.

We reported a rare case of sweat gland tumor,
papillary eccrine adenoma, presented with a yellowish
nodule on an uncommon scalp location. The diagnosis
was based on the typical histopathological findings.
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Dyschromatosis universalis hereditaria
with face and acral predomination : a case

report and literature review.

Sinijchaya Sahawatwong MD,
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ABSTRACT:

SAHAWATWONG S, RAJATANAVIN N. DYSCHROMATOSIS UNIVERSALIS HEREDITARIA WITH
FACE AND ACRAL PREDOMINATION : A CASE REPORT AND LITERATURE REVIEW. THAI J
DERMATOL 2011; 27: 214-220.

DIVISION OF DERMATOLOGY, DEPARTMENT OF MEDICINE, RAMATHIBODI HOSPITAL, MAHIDOL
UNIVERSITY, BANGKOK, THAILAND.

Dyschromatosis universalis hereditaria (DUH) is a rare dermatologic disorder with autosomal dominant
inheritance. DUH characterized by generalized, asymptomatic, dyspigmented macules of varying sizes and shapes. Facial,
palm, soles and mucosal involvements are uncommon. However, those area have been described in several reports of
DUH. The pathogenesis of DUH is not known but was proposed that DUH is a disorder of abnormal melanosome
synthesis rate. We report a 23-year old Thai male with generalized spotty hypopigmented and hyperpigmented macules
located predominantly at face and acral area. His first degree relatives had similar dyspigmentation. This presence of
truncal involvement and histopathological findings are compatible the diagnosis of with dyschromatosis universalis

hereditaria. This patent is a case of DUH with atypical distributions of lesions.

Keywords: dyschromatosis universalis hereditaria(DUH), dyschromatosis
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Case Report O_l_D
A 23-year old Thai man from Ang Thong developed
asymptomatic and slowly progressive abnormality of h d) d) "l'D i‘l’O
e

his skin color since childhood. He denied having * O O

Figure 1

history of sun-sensitivity or exposure to arsenic or
herbal medication. He is otherwise healthy. His younger
sister, mother and aunt have the same skin
discoloration. The family diagram is as shown in fig. 1 Physical examination shoved generalized spotty
hypopigmented and hyperpigmented macules at face,
lips, trunk, all extremities and acral area (Figure 2-5).
His dyspigmentation is more at exposure area (Figure
4,5). No abnormality of eyes, oral mucosa and nails

were found.
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Figure 2

Figure 3

Figure 5
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Figure 6

Figure 7

Histopathological findings using predominant H&E
and Masson Fontana staining from hyperpigmented
lesion show abundant basilar melanin and melanocytes
with some melanophages (Figure 6). Hypopigmented
lesion shows scant basilar melanin and melanocytes
with occasional necrotic melanocytes and few
melanophages (Figure 7).

Base on clinical presentation and histopathology,
the diagnosis is compatible with Dyschromatosis

universalis hereditaria.

Discussion:

Dyschromatosis universalis hereditaria (DUH) is a
rare disorder with autosomal dominant and sometimes
recessive inheritance. It was first described in Japan in
1929 by Toyamo and then in Germany by Ichikawa and
Hiraga in 1933°. DUH characterizes by development of
asymptomatic, hyperpigmented macules, intersperse
with hypo- and depigmented macules of varying sizes
and shapes. DUH is typically distributed generalized.
Facial distribution was seen in 50% of affected
individuals’ but palms, soles and mucosa were rarely
involved. However, those uncommon distribution were
recorded in several reports.é‘_6

The pathogenesis of DUH is not known but was
proposed by Nuber et al.” that DUH is a disorder of
abnormal melanosome synthesis rate. Hyperpigmented
lesions had higher numbers of fully melanized
melanosome in melanocytes and keratinocytes than
hypopigmented skin. Melanocyte numbers are normal
in both areas. Autosomal dominant DUH was mapped
to chromosome 6q24.2-q25.2, whereas autosomal
recessive form was mapped to chromosome 12q21-
q23.'

Histopathology shows a focal increase or decrease
in melanin content of the basal layer depending on the
type of lesion. Pigmentary incontinence and some
melanophages present in the upper dermis. However,
the number of melanocyte was not is creased.””

Dyschromatosis universalis hereditaria has been

reported in association with Dowling-Degos disease, X-
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linked ocular albinism, tuberous sclerosis, and short
stature with high tone deafhness.” Many other associated
conditions have been reported, such as ocular
abnormalities, photosensitivity, learning difficulties,
mental retardation, epilepsy, insulin-dependent diabetes
mellitus, and erythrocyte, platelet and tryptophan
metabolism abnormalities.'’ Atypical morphology, such
as the localized form of DUH, have also been noted."”
Table 1 shows differential diagnosis of cutaneous
disease with dyschromia. The main differentiation to be
made in this case is Dyschromatosis symmetrica
hereditaria (DSH) or reticulate acropigmentation of
Dohi. DSH characterizes characterized by the presence
of hyperpigmented and hypopigmented macules mostly
on the dorsal aspects of the extremities. On the face, the
lesions resemble ephelides and no hypopigmentation

appears. DSH start in infancy or early childhood and

Table I Differential diagnosis of dyschromatoses”.

usually stop spreading before adolescence. "' DSH and
DUH are two distinct diseases because DSH linked to
mutation of the double-stranded RNA-specific
adenosine deaminase gene (ADAR1 or DSRAD) on
chromosome 1q21.312, while no such mutation was
demonstrated in DUH patients.BHistopathology of
hypo-and hyperpigmented lesions of DSH show
decrease and increase melanin, respectively.”’ ¥ No
melanophage was found. Our patient’s lesions
distributions predominately on at face and extremities.
But the truncal involvement, hypopigmented macules
on the face and melanophages in upper dermis suggest
the diagnosis of DUH rather than DSH.

The course of DUH is usually not progress with
age.m There is no effective standard treatment for DUH
at present. Patient education, reassurance and also

suggestion of sun avoidance were done in this patient.

Location of lesions agnosis Inheri-tance  Morphology Pathology

Generalized Dyschromatosis AD* Motted Increase or decrease in
universalis hyperpigmentation basal melanin, normal
hereditaria and hypopigmented melanocyte number,

macules melanophages in  the
upper dermis™®

Generalized Amyloidosis AR Motted Amorphous eosinophilic
cutis hyperpigmented masses (amyloid) in the
dyschromica and hypopigmented papillary dermis

macules
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Location of lesions agnosis Inheri-tance  Morphology Pathology
Generalized Generalized AD Motted Mild hyperkeratosis,
Dowling—Degos hyperpigmentation thinned epidermis,
disease and hypopigmented downward proliferation
macules, papules of rete ridges, basal
hyperpigmentation
Any part of Chronic arsenic Not inherited  Guttate Increased epidermal
the body toxicity hypopigmentation melanin, no
superimposed on melanocytic
hyperpigmentation proliferation
‘raindrops on a dusty road’
Back of hands and Dyschromatosis AD* Motted Increase or decrease in
feet, face symmetrica hyperpigmentation basal melanin, normal
hereditaria and hypopigmented melanocyte number, no
macules melanophage
Sun-exposed areas Xeroderma AR Lentigines and Flat epidermis, melanin
pigmentosum hypoerpigamented pigment irregular
macules proliferation of rete

ridges, basophilic
degeneration of dermal

collagen

*Reported case of AR and sporadic >

5,18
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Hydroa Vacciniforme.
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ABSTRACT:

CHUNHASEWEE C, AKARAPHAN R, KOOTIRATRAKARN T. HYDROA VACCINIFORME : A
CASE REPORT AND LITERATURE REVIEW. THAI J DERMATOL 2011; 27: 221-225.
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Hydroa vacciniforme (HV) is a rare acquired photodermatosis, usually occur in childhood. HV is
characterized by photosensitivity and recurrent vesicles that heal with vacciniforme scarring. The pathogenesis of HV is
unknown. HV patients have no abnormal laboratory result, so the diagnosis of HV is based on identifying the typical
histological findings and using repetitive ultraviolet phototesting to reproduce the characteristic vesicles on a patient’s
skin.' The disease onset is usually in childhood and spontaneous resolution occurred by early adulthood. The persistence
of HV until adulthood was unusual. Herein, we presented a case of HV in a 19-year-old female who was diagnosed with

HV according to histopathology and ultraviolet phototesting.

Keywords: Hydroa vacciniforme, Photodermatosis, Phototest
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Case Report

A 19-year-old woman presented with 15-year
history of recurrent, vesicles on her face. These skin
lesions developed several minutes to hours after sun
exposure. Each vesicle ruptured within 1 or 2 days,
became crusted, and then gradually healed, leaving

scars. There was no known exposure to photosensitizers

and the family history had no photosensitivity-related

Figures 1 Erythematous papules and plaque with

diseases.

central necrotic crust and scarring on the nose.
On physical examination, her nose had a burn-like

scar and some crusts. No intact vesicle was seen. There

Biopsy specimens from the crusted papule revealed
was some crusted erosions on his nose. The crust healed

extensive focal necrosis of the epidermis and upper
at times leaving scarring (Figure 1).

dermis with dense diffuse lymphocytic infiltration in the

upper dermis (Figures 2) consistent with late lesion of

HV. Direct immunoflorecense test was negative. The
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clinical laboratory tests including complete blood count,
urinalysis, liver function tests, plasma and urine
porphyrin and antinuclear antibody were negative. The
latent Epstein-Barr virus (EBV) infection testing was

not done.

Figures 2 Histopathology showed epidermal necrosis,
scale-crust and dense diffuse lymphocytic infiltration in

the upper dermis.

Phototesting was performed on the back, with UVA
using Daavlin 3000 (halogen lamp light sources ) and
UVB using by Dermaray. The patient minimal erythema
dose (MED) to UVA was 30 J/em” which was low and
normal MED to UVB which was 95 mJ/cm’. Photo-
provocation testing with UVA at 60 Jem® was
administered on the patient's back. Vesicles were
induced at test site and 2 week later the vesicle healed
with scale crust similar to the lesion on her nose.

Photo-provocation testing with UVB at 190 mJ/cm’
(2 MED WB) was negative. No response was observed

after 30-minute exposure to visible light (Figures 3).

Figure 3 Phototesting show low MED to UVA, normal MED to UVB ( A ) and vesicle were induced with repetitive

irradiation using a double dose of MED of UVA (B).
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Discussion

HV, initially described by Bazin in 1862, was at
first infrequently diagnosed because of the
terminological confusion and uncertainty concerning
the role of porphyrin metabolism in its pa.thogenesis.z’3
HV is a very rare photodermatosis of unknown etiology
that principally starts in childhood.” Although, the
disease usually resolves by adolescence or early
adulthood, late onset and persistent cases have been
reported up to the age of 60.”° HV has several
distinctive features, including the uniform development
of vesicles and crusts several hours to 1 or 2 days after
sun exposure,2 healing of lesions with varioliform
scarring,3 absence of laboratory abnormalities, including
serologic and porphyrin studies,4 characteristic
histopathology = with  epidermal  necrosis  and
intraepidermal ~ vesiculation, and  demonstrable
evocation of the typical lesions by exposure to light.7

The differential diagnosis of the late persistent HV
consisted of several blistering disorders that are light
induced such as erythropoietic protoporphyria (EPP),
vesicular polymorphous light eruption (PMLE), bullous
lupus erythematosus, solar urticaria, hydroa aestivale
and porphyria cutanea tarda (PCT). “ Physicians can
distinguish between those conditions by obtaining
detailed  historical, clinical, histopathology and
laboratory data. Although the vesicular form of PMLE
is very rare, its clinical presentation may be similar to
HV. However in PMLE, the lesions almost always heal
without scarringsand the histological features differ

from those of HV. The distinctive histologic changes of

HV include initial intraepidermal vesicle formation with
later focal epidermal Kkeratinocyte necrosis and
spongiosis in association with dermal perivascular
neutrophil and lymphocyte infiltration. The eruptions in
EPP are typically an intensely edematous, urticarial
reaction, and only the severe purpuric and vesicular
forms would cause scarring. The histological features of
EPP are deposition of a hyaline substance around the
upper papillary blood vessels after repeated injury.9 The
urine, blood and stool porphyria laboratory results can
help to exclude EPP and PCT. The ability to reproduce
the typical lesions in HV patients by phototesting has
made this procedure a valuable diagnostic aid. In 1960,
Schiff and Jillson were the first to document induction
of lesions by phototesting that were clinically identical
to those of HV, and phototesting with repetitive
irradiation using a large dose of UVA has recently been
shown to be very important for confirming the diagnosis
of HV. Our case showed that skin lesions were induced
by repetitive irradiation using a double dose of MED of
UVA (60 J/em’).

Recently, there were reports that HV was associated
with EBV infection and lymphoma. However, EBV
associated lymphoproliferative disorders had larger, and
deeper vesicles than classical HV. Furthermore
lymphomatoid papulosis and T cell lymphoma may had
HV like lesions"’. Unfortunately, the latent Epstein
Barr virus (EBV) infection was not done in our case.
The HV diagnosis was confirmed by typical lesion and
phototesting. Although most patients with typical HV

have good prognosis, regular follow-up was
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recommended because of the possibility of progression
to malignant lymphoma had been reported.

In summary, we report a 19-year-old woman who
had persistent skin lesions until adolescent which
showed typical histopathologic findings of HV.
Interestingly, phototest showed low MED to UVA of 30
J/ em’and repetitive irradiation using a double dose of
MED of UVA (60 J/cmz) on her back can reproduced
vesicles. To date, no effective therapy available for HV.
The mainstay of treatment remains photoprotection of
skin; with UVA blocking sunscreens, tight-weave, sun-
protective clothing and avoidance of
sunlight. When lesions occur they should used wet
dressings and topical antibiotics. = Eventually,

spontaneous clinical improvement were observed in our

patient without any systemic or aggressive treatment.
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