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The Validity and Reliability of the

Dermatology Life Quality

Index (DLQI) in Thais

Kanokvalai Kulthanan MD,
Sukhum Jiamton MD PhD,
Rungsima Wanitphakdeedecha MD,

Sunanta Chantharujikaphong MD PhD.

ABSTRACT:

KULTHANAN K*, JIAMTON S*, WANITPHAKDEEDECHA R*, CHANTHARUJIKAPHONG
S**. THE VALIDITY AND RELIABILITY OF DERMATOLOGY LIFE QUALITY INDEX
(DLQI) IN THAIS. THAI J DERMAOL 2004; 20: 113-123.

*DEPARTMENT OF DERMATOLOGY,

**DEPARTMENT OF PSYCHIARY, SIRIRAJ HOSPITOL, MAHIDOL UNIVERSITY,
BANGKOK, THAILAND.

The Dermatology Life Quality Index (DLQI) is a simple and validated 10-item English language-
questionnaire designed to measure and compare disability resulting from dermatological conditions. It has been
adapted into many languages. The purpose of this study is to evaluate the validity of the Thai version of the DLQI
by measuring and comparing disability resulting from a variety of common dermatological conditions. In order to
assess its validity, the Thai version of the DLQI was completed by 200 first-time patients attending the
dermatology clinic, Siriraj Hospital, Mahidol University and the results were compared to those of 100 healthy

volunteers. In order to assess its reliability, the completed DLQI questionnaires from 50 patients using a 1 week
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test-retest method were analyzed. Patients took between 1 and 5 minutes to complete the Thai version DLQI
questionaire. The mean overall DLQI score of the 200 patients in this study was 9.8(SD 6.9), and for volunteers in
the control group was 0.7(SD 1.2). The scores of the patients with urticaria, psoriasis, eczema, acne, vitiligo,
fungal infection and melasma were significantly higher than those of the control group (p<0.0001), indicating
high validity of the DLQI Thai version. The scores of the patients with urticaria, psoriasis, eczema, acne, vitiligo
fungal infection and melasma were also significantly higher than those of patients with viral wart, seborrheic
keratosis, moles and benign skin tumors. Test-retest reliability were assessed using weighted “kappa (X,) score
for each question . The K, ranged from 0.70 to 0.86 which indicated good agreement. For total score, the
intraclass correlation coefficient (r,) was 0.96 (95% CI = 0.92, 0.98) which indicated good reliability. The Thai
version of the DLQI has high validity and good reliability. It is a useful easily and rapidly administered instrument

for measuring the QOL for patients with various skin diseases in Thais.

Keywords: Thai, validity, DLQI, skin diseases, quality of life
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Skin diseases have been recognized as having a
detrimental effect on the patients’ quality of
life(QOL)l‘ 2 Many aspects of QOL may be
affected by a particular disease so disease-specific
QOL survey questionnaires were developed for
acne’, atopic dermatitis”, psoriasiss and other
dermatoses”. However, there is a need for an easy-
to-use, compact, uniform measurement tool,
applicable to patients with any skin diseases that
can use for patient QOL assessment in routine
clinical practice.  Recently, more broad
dermatologic questionnaires have been developed
that enable the physician to follow-up an
individual or population with cutaneous diseases.
English—language instruments currently available
for QOL assessment relating to dermatological
conditions are the Dermatology Life Quality Index
(DLQI)7, Dermatology  Quality-of-life  scales
(DQOLS)’, Dermatology-specific Quality of life
(DSQL)D, Impact of Skin Disease Scale
(IMPACT)'O, Patients Generated Index‘, and
SKINDEX'"™".

The Dermatology Life Quality Index (DLQI)

was developed in Wales by Finlay and Khan to

measure the effects of skin disorders on the quality
of patients’ lives. This DLQI is a simple, validated
10-item questionnaire designed to measure and
compare disability related to different skin
conditions. Finlay and others'“"® have used and
validated this DLQI in measuring and comparing
disability in a variety of common skin diseases
such as eczema”, psoriasis7 . acne’® 5 vitiligo'9, and
urticaria” . G de Tiedra et al ' analyzed the
instruments for QOL assessment in dermatology
practice and concluded that the DLQI is suitable
for use as a transcultural equivalent instrument for
international research. The DLQI has been adapted
into many languages such as Danishm,
Norwegian22 etc. The purpose of this study is to
evaluate the validity of the Thai version of the
DLQI in measuring and comparing disability
occurring from a variety of common
dermatological conditions in the Thai and to assess
the reliability of the DLQI in the Thai.
Materials and Methods

The DLQI questionnaire

Dr. A.Y. Finlay kindly gave formal permission

to Dr. K Kulthanan to use and translate ‘“The

115
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Dermatology Life Quality Index” (DLQI). This
research was approved by the Siriraj Hospital
Institutional Review Board. The DLQI
questionnaire was first translated into Thai and
then back to English by a biligual person to ensure
that the Thai-translated version was correct and did
not introduce any  misconceptions  or
misunderstandings. The questionnaire consists of
10 questions, each referring to the previous 7 days.
The question covers work, leisure, daily activities,
personal relationships and treatments. Each
question has 5 possible answers: ‘not relevant (not
applicable)’, ‘not at all’, “a little’, ‘a lot’, or ‘very
much’ with the corresponding scores of 0, 0, 1, 2
and 3, respectively. The questions are simple and
short and the questionaire takes only a few minutes
to complete. The DLQI total score is calculated by
adding the scores of 10 questions, with a maximum
score of 30 and minimum score of 0. The higher
the score, the greater the impairment on quality of
life.

Patients

To assess the validity of the Thai version DLQI
questionnaire, 200 patients over the age of 18 years
old were recruited from the dermatology outpatient
clinic at Siriraj Hospital, Mahidol University from
April 2003 to July 2003. The purpose of the study
was explained to all patients and informed consent
was given. The DLQI questionnaire was explained
to all participants before they filled out the

questionnaire.

One hundred healthy volunteers were
randomly selected from hospital personnel to be in
the control group. The criteria for the selection of
control group participants were that they should
not have visited their doctors during the previous 3
months, they should have had no skin problems or
other systemic medical diseases over this period,
and they should not have any apparent disability.

To assess the reliability of the DLQI, 50
patients with a variety of skin diseases were
recruited from the dermatology outpatient clinic.
After the purpose of the study was explained, the
DLQI questionnaire was given to the patients to
complete. After 7 to 10 days, the same patients
were asked to return to the outpatient clinic to
complete the DLQI questionnaire again.

Statistical Data Analysis

To determine whether or not the self-
administered DLQI questionnaire has constructed
validity, and the ability to differentiate quality of
life among subjects with and without various skin
diseases, the questionnaire responses were
evaluated using both the total score and individual
question score by the Mann-Whitney U test. The
overall DLQI score for each skin disease category
were also compared using Kruskal-Wallis one-way
ANOVA test.

With regard to the internal consistency of the
questionnaire, Spearman’s rank correlation and
Cronbach’s alpha were employed to assess the

consistency of responses between questions.

Thai J Dermatol, July-September 2004
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Since this questionnaire is self-administered, All statisical data analysis was performed using
the reliability or reproducibility of the SAS 8.0. Two-sided significance level of 0.05 was
questionnaire was examined using the test-retest applied in all statistical tests.

reliability via weighted kappa statistic and

intraclass correlation coefficient.

Table 1. Comparison of DLQI in patients with and without skin diseases between Finlay and Kahn’s and our

study.
Diagnosis DLQI-FK’s study DLQI-Our study
N Mean (SD) Range N Mean (SD) Range

Controls 100 0.5(1.1) 0-6 100 0.7(1.2) 0-6

Patients 200 7.3(6.3) 0-28 200 9.8(6.9) 0-26
Atopic eczema 13 12.5(4.8) 6-23 0 - -
Pruritus 9 10.5 (5.8) 3-22 0 = =
Psoriasis 52 8.9(6.3) 0-28 27 12.9(6.9) 1-25
Other eczema 17 8.6 (6.5) 2-27 38 10.9(6.4) 1-26
Acne 18 43@3.1) 0-11 18 10.6(5.5) 3-26
Viral wart 12 6.7 (5.6) 2-22 3 1.3(1.2) 0-2
Solar keratosis 5 3.4(1.5) 2-6 0 - -
Basal cell carcinoma 8 2.0(2.2) 0-6 0 - -
Seborrheic Keratosis 5 1.8 (0.8) 1-3 3 1.3(1.5) 0-3
Moles 7 1.0(1.4) 0-4 2 0.5(0.7) 0-1
Urticaria NA”™ NA NA 20 14.1(4.9) 6-24
Vitiligo NA NA NA 11 8.8(3.7) 4-14
Fungal infection NA NA NA 14 6.5(5.2) 1-21
Melasma NA NA NA 10 6.0(6.0) 0-18
Benign tumors NA NA NA 8 3.03.2) 0-10
Miscellaneous 54 6.9 (6.9) 0-28 46 9.7(7.8) 0-26

N "= number of patients, NA" = not available
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Table 2. Comparison of each question of DLQI between controls and patients

Percentage
Question Group' Not atall A little A lot Very much Not relevant Mean DLQI"
() ¢Y) ¢) 3 (0) (SD)

1. Itchy /sore/ painful/ '8 68.0 32.0 - - - 0.32 (0.47)
stinging skin P 27.0 28.5 23.5 21.0 - 1.38 (1.10)
2. Embarrassment (& 89.0 9.0 2.0 = = 0.13 (0.39)
P 26.0 225 25.0 25.5 1.0 1.49 (1.14)
3. Shopping/home (&) 93.0 6.0 1 - - 0.08 (0.31)
P 35.0 225 225 18.5 1.5 1.23 (1.13)
4. Clothes c 91.0 8.0 = - 1.0 0.08 (0.27)
P 47.0 18.0 19.5 14.5 1.0 1.01 (1.12)
5. Social activities C 92.0 7.0 - - 1.0 0.07 (0.26)
P 35.0 235 22.0 19.5 : 1.26 (1.14)
6. Sport c 98.0 1.0 - - 1.0 0.01 (0.10)
P 42.0 22.0 16.5 15.0 4.5 1.00 (1.11)
7. Working or studying (e 100.0 - - - - 0.00 (0.00)
P 51.5 215 14.5 11.5 1.0 0.85 (1.06)
8. Interpersonal c 97.0 2.0 - - 1.0 0.02 (0.14)
problems P 61:5 22.0 8.0 5.0 35 0.53 (0.84)
9. Sexual difficulties C 73.0 1.0 = e 26.0 0.01(0.10)
P 5255 75 5.0 4.0 31.0 0.30 (0.74)
10. Treatment c 94.0 1.0 - - 5.0 0.01 (0.10)
difficulties P 47.5 24.5 17.5 6.0 4.5 0.77 (0.94)

Group' : C = control group, P = patient group, DLQI" = Dermatology Life Quality Index

Results Of 200 patients, 134 (67%) were female and 66

It took each patient between 1 and 5 minutes to (33%) were male, with mean age of 37.2 years (SD
complete the questionnaire. All of the patients and 143 years) and a range of 17-74 years. No
the healthy volunteers completed all 10 questions. difference in gender was found between patients
Of 100 healthy volunteers, 75 (75%) were female and healthy controls.

and 25 (25%) were male, with a mean age of 32.1

years (SD 10.6 years) and a range of 20-69 years.
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Quality of life assessment

Table 1 shows DLQI scores of patients with
various skin diseases and controls. The authors
also compared our data from this study with that of
Finlay and Khan. The higher the scores, the greater
the number and severity of perceived problems.

The mean overall DLQI score for the

dermatology patients was much higher than that of
the controls (9.8 VS. 0.7). The overall mean DLQI
score for Finlay and Khan (FK)’s patients was
7.3(SD 6.3) and for the controls was 0.5(SD 1.1).
There was no significant difference in the DLQI
scores of patients with skin diseases between men
(n=66, mean overall DLQI +sp=102%7.1)and
women (n=134, mean overall DLQI +sSp=97%
6.7) (p=0.613).

Patients with urticaria had the highest mean
DLQI score of 14.1 followed by psoriasis (12.9),
eczema (10.9), acne (10.6), vitiligo (8.8), fungal

infection (6.5) and melasma (6.0). These figures

Mean score

were significantly higher than those of the controls
(p<0.0001). The scores of the patients with
urticaria, psoriasis, eczema, acne, vitiligo fungal
infection and melasma were significantly higher
than those of patients with viral wart, seborrheic
keratosis, moles and benign skin tumors.

The mean score for each DLQI question for
patients and controls is shown in Table 2 and
Figure 1. The scores of the patients with skin
diseases were higher than controls in all 10 DLQI
questions (p<0.001). In the patient group, question
2 displayed the highest mean score. In the control
group, question 1 displayed the highest mean
score. Overall responses were positive more
frequently for questions 1, 2, 3, 4, 5, 6 and 7. The
three questions most frequently answered ‘“not
relevant” were question 9 regarding sexual
difficulties, question 10 regarding the treatment
difficulties and question 6 regarding performing

sports.

DLQI question number

Figure 1. The mean scores of each DLQI question for 200 patients and 100 controls
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Table 3. The consistency between paired DLQI questions using the Spearman’s rank correlation

Question 1 2 3 4 5 6 7 8 9

2 022"

3 033" 065"

4 026 045 044

5 034" 068 067 055

6 027" 038" 0600 042" 054"

7 042" 036 043" 035 045 039"

8 026" 040" 046 038 050 042" 041

9 022 032 024" 0.29 0.34 0.30 035" 040~

10 04750237 . 049 . 0230 036 (| DT 1o BI2nry <029 1 11O
Consistency between question responses correlation coefficient (r,) was 0.96 (95% CI =

Thie, dagree 0¥ vcnsisioney OF DeoNsS 0.92, 0.98) which meant good reliability.

. . Discussion
between questions was tested using the Spearman’s

rank correlation (Table 3) and Cronbach’s alpha. s, studly demonstrates that: tae ToG W80

The correlation coefficients ranged from 0.17 SE FE DN NG LeRl IVmERHIor G

(questions 1 and 10, questions 9 and 10) to 0.68 information about the impact of dermatologic

(questions 2 and 5). The higher the correlation disseson Thnl BRients QOL. “The forn'f Wiy

. : to complete. The patients in this study had a wide
coefficient, the greater the consistency between P P Y

two questions. Cronbach’s alpha was 0.6, range of age, knowledge and intellectual ability

suggesting good consistency. could fill out the questionnaire rapidly, usually in

Reliability 1-5 minutes with minimal difficulty. The DLQI is

R 3 practical for use in a busy clinic and had clinical
Test-retest reliability was assessed using

weighted kappa (K) for each question (Table 4). e
K, ranged from 0.70 to 0.86 which meant good

agreement (>0.7). For the total score, the intraclass
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Table 4. Test-retest reliability for each question (n=50)

Question K, 95% CI

1 0.73 0.61, 0.84

2 0.78 0.67,0.88

3 0.77 0.66, 0.87

4 0.86 0.76, 0.95

S 0.70 0.58,0.82

6 0.77 0.65,0.88

7 0.71 0.59, 0.83

8 0.77 0.65, 0.90

9 0.77 0.58,0.96

10 0.80 0.71,0.90
It is important to revalidate the DLQI question 2 regarding self-consciousness or
questionnaire when using it in a different language embarassment and question 6 regarding

and different culture. Thailand is an Asian country
where its people seemed to be embarrassed when
they are asked about sex. This may explain the
high percentage of answers to item 9 being marked
“not relevant”. However, Mork C et al” reported
their study on the DLQI in Norwegian that 19.4%
of their patients answered “not relevant” to item 9.
Other items with a high percentage of “not
relevant” answers in Norwegian were items 3,
6,and 7 which have to do with shopping, sports
and working/studying respectively. In the study of
Finlay and Khan 7, 98% of the patients answered
all 10 questions. The 4 patients who did not answer
all questions omitted questions 8 and 9. The
patients in the study of Hahn et al" in the US.A.,

the most frequently skipped questions were

participation in sports.
The DLQI scores of the patients who
completed the Thai version of the DLQI confirmed
that patients with severe and/or chronic skin
diseases such as psoriasis, eczema, acne and
urticaria had a greater impairment of quality of life
than did patients with warts, seborrheic keratosis
and benign tumors. In this study, the DLQI was
used on patients with active skin problems. Disease
severity is also a measure for testing construct
validity with QOL. The DLQI score should parallel
the severity of disease score and the treatment
regimen. However, in this study the severity of
disease was not scored. The authors’patients’
scores were somewhat higher than the scores of the

patients of Finlay and Khan 7 with inflammatory

121
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diseases (such as psoriasis, eczema, acne) but were
somewhat lower than those of patients with tumors
including seborrheic keratosis and moles. It should
be noted here that the authors of this study
included only benign skin tumors or growths. The
results of this study are similar to those of Finlay
and Khan ’ and Hahn et al' in that the DLQI
scores showed that there was more impact on QOL
from inflammatory conditions than from tumors.
Because of the differences in genetic and
environmental factors, the authors had a small
number of patients with adult atopic dermatitis and
they were not included in this study. Examples of
problems seen in the Asian countries that might be
minor problems in European countries were
melasma, fungal skin infection, etc So these
diseases were separated from the miscellaneous
group. There was no available data about these
diseases in Finlay and Khan’s study.

Similar to the results reported by Finlay and
Khan " Hahn et al, the DLQI did not differ
significantly between men and women in this
study. However, Zachariae et al'® found that in
their study of DLQI in Danish inpatients and
outpatients, women had significantly higher scores
than men on all items except item 3.

The test-retest reliability of the overall DLQI
scores was high and consistent. The reliability
correlations for individual questions were also
accepatable.

In conclusion, the DLQI is an easily

administered instrument providing a rapid measure

of QOL in various skin diseases. Expected benefits
for Thai patients are as follows: 1. To provide a
patient-oriented measure of disease status for
clinical monitoring; 2. To provide comparisons of
the importance of different skin diseases; 3. To
assess the effectiveness of therapy; 4. To use in the
audit of the effectiveness of dermatology clinical
services. We hope that the Thai version of the
DLQI questionnaire will provide a useful, practical
measure for regular use with various skin diseases
and in various clinics.
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Retinoids in dermatology

Witaya Nuntiyagul MD.

ABSTRACT :
NUNTIYAGUL W. RETINOIDS IN DERMATOLOGY : THAI J DERMATOL 2004; 20: 124-147.

DERMATOLOGICAL UNIT, CHAOPRAYAYOMRAJ HOSPITAL, SUPHANBURI, THAILAND.

Retinoids were found in natural dietary products. High dosage of retinoids is required for therapeutic
efficacy in many skin disorders but unacceptable toxicity is the main problem. Synthetic retinoids have been
developed to increase the therapeutic efficacy and decrease side effects of retinoids. Currently the details of clinical

applications including toxicity of retinoids were reviewed.

Key words : retinoids
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leukoplakia #3109 uIeslsnanasdesas 61
dosmudauenfurssmn  isotretinoin  uae
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e HIV related Kaposi’s sarcoma 8111190
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e
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cutaneous sarcoidosis AYU
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$ow’ lun epidermodysplasia verruciformis,
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confluent and reticulated papillomatosis, axillary
granular parakeratosis, atrophoderma vermiculatum,

lichen sclerosus et atrophicus, granuloma annulare,

1 A 1 -
maaf 1 uans lsndeneuauesdelsAuesa lunww§ia

subcorneal  pustular  dermatosis,  Reiter’s

syndrome, scleromyxedema Wa¥ follicular

mucinosis

wa 7

' =
nquisﬂwmammaa

flalsAULe

é’numzmsnauaumviamlsﬁuauﬁ

ABUAHBIANIN ADUAUDITNY 5 nneUauey

(Very effective) (Somewhat effective) (Reported)

Psoriasis

Disorders of cornification

Acne

Skin cancer and precancer
chemotherapy and

chemoprophylaxis

Pustular psoriasis ® Psoriatic arthritis

Pustular psoriasis of Von

Zumbusch

Pustular psoriasis of palms

and soles

Erythrodermic psoriasis

Ichthyosis vulgaris e Mal de Meleda
Lamellar ichthyosis e Papillon-Lefevre syndrome
Nonbullous congenital e Kyrle’s disease
ichthyosiform erythroderma e Pachyonychia congenita
Epidermolytic hyperkeratosis

X-linked ichthyosis

Keratoderma palmaris et

plantaris

Darier’s disease

Pityriasis rubra pilaris

Erythrokeratodermia variabilis

Hidradenitis °

Cytic acne ° Papular acne

Acne rosacea suppurativa e Steroid acne

Gram-negative folliculitis e Qil acne
Actinic keratoses e Basal cell carcinoma
Keratoacanthoma ® Squamous cell carcinoma
e [eukoplakia

® Bowen'’s disease

e Mycosis fungoides

e Cutaneous metastases

of melanoma
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nonﬁuouﬁ ADUAUDIANIN VID‘UIT'I«IDQﬁ'N ﬂnunmmauwm
(Very effective) (Somewhat effective) (Reported)

Misellaneous diseases

®  Subcomeal pustular dermatosis

® Reiter’s syndrome

® Epidermodysplasia verruciforn

® Discoid LE
® Lichen planus
e Cutaneous sarcoidosis

® Scleromyxedema
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nnuadeyansinuifeafunavesimiiug se
UszfnEnmaes isotretinoin #alingwinida '

1.2 HaRoldUNY (hair effect)
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Aoy Yiaaslszane 6-8 danindeninnyan

13 wan’mﬁu (nails effect)

@ulnzuwezuandugs  unIwede
msé’nmuﬁwmﬁw?mﬁn periungual pyogenic
granuloma

1.4 Wa#ioA1 (opthalmologic effect)
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2. nmizfutaT1ame (systemic toxicity)

2.1 nadhafissreszuudseean (neurological
effect)
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(gastrointestinal effect)
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lipid fowldnsfnu yn 23 Weusendiems
fnvuazldeundanisinm

AMEFUSITY (hepatitis) Wuriey inuilsvau
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UANTIWUNINDNAN acitretin Fud1vduda

o b - 1

NITAY triglyceride NYIVUNIN

dulsad &S nau (inflammatory  bowel
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aspirin, lithium IlA¢ antimalarial agents’ (W51 &1

' ﬂy - - a 4 -
mmuvzmuwn‘ﬁﬁqtﬂm'ﬂaeuuwuaun LEDRRL]

A 2 uarmsnndafisanTeRuvesusivesdlunroa

idssduusuesdgenininfouin wade'ld
WU tetracycline, doxycycline nie3miu o lﬂa
Fudszmusmfusduesd ity wadhafveie
auiulung Tnanfsuegandemsuiuaaunn

iy myfueanesedianfy madulseny
acitretin 911 ontAeniiu etretinate ifissdu n
FUUIgn M methotrexate FanfuITAUBYARZYIN 1Y
dusnmuidhuannty n9ldees luued lnsioum?
onglnneddneud fawfuisAuesd wwhildssdy
'111ﬁ'u1u1ﬁaﬂqa#u daumsfudsgnueingy
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Cytochrome P450 qnnﬂﬁwﬂﬁwﬁvm bexarotene

gemfibroziliauAyU  bexarotene

J - - oW 3 4 o v 4
geiusuaduRsfaiuumnddessedasesude
Aoanslfilinade Cytochrome P450 32wy

bexarotene
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My ANuEaLnAMa
sweznafifiafy  anzRuvesdamfiazidey AmzAvinINme Hosfiiins
(Mucocutaneous toxicity) (Systemic toxicity) (Laboratory abnormalities)
MIUNAY ® Cheilitis ® Headache ® Hyperlipidemia
( ) ® Facial dermatitis ® Arthralgias and myalgias ® Increased triglycerides, VLDL
Acute

® Xerosis with pruritus

® Conjunctivitis

® Dry nasal mucosa with minor
nosebleeds

® Stratum corneum fragility

® Palmoplantar peeling

® Hair loss

® Dry mouth with thirst

® Paronychia; nail plate
abnormalites

@ Stickiness of skin

® Teratogenicity

® Spontaneous abortion;
premature births

® Pseudotumor cerebri

® Mental depression

® Inflammatory bowel disease

e Urticaria; vasculitis; erythema
nodosum

e Idiopathic seizures

® Increased cholesterol, LDL,
decreased HDL

® Eruptive xanthoma

® Acute hemorrhagic
pancreatitis

® Elevated AST, ALT, bilirubin
alkaline phosphatase, LDH,

® Thrombocytosis;
thrombocytopenia,
leukopenia




Vol.20 No.3 Nuntiyagul W 143

MY anuAalnAnmg
Aa_a & H o
sozainanY  anziivvesfiviaaziboy AMEANINITINME voafiams
(Mucocutaneous toxicity) (Systemic toxicity) (Laboratory abnormailities)
® Chills ® Hyperuricemia with gout;
® Phototoxicity and photosensitivity hypercalcemia
@ Inflamed urethral meatus e Elevated CPK and myalgias
® Corneal opacities after exercise
® Pyogenic granuloma-like
lesions
4 v e persistent, post-treatment dry e Vertebral abnormalities none
13933
eyes; hair thinning resembling diffuse idiopathic

Chroni
(Chmnic) skeletal hyperostosis (DISH-like)

® Osteophyte and bony bridge
formation

® Calcification of anterior spinal
ligament or posterior spinal
ligament

® Tendon and peripheral ligament
calcification

® Premature epiphyseal closure

® Osteoporosis
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Isotretinoin Etretinate / Acitretin

9 ' a’ aa a A e da a 2L a
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Yy 9y 9 9 - : Jd A v 1 - Y . 5 &
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Isotretinoin

Etretinate / Acitretin

vuasulseniu / fu 0.75-1 un./nn.

YUIAYITSTNITIY 120 wn./nn.
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triglyceride (TG)

o LFT, TC, TG Y 1-3 1Aou

o U MIRUAUABENT

0.5-1 un./nn oA lRaamae
0.25-0.5 un./NN./TU
o 93 unouas
(Re-PUVA, Re-UVB) l4it19110
0.25-0.5 Un./NN./TU
Wowwiz  dlaniuazingan

& ad
NYALUNDBINTITAVU

® CBC, LFT, total cholesterol (TC), eCBC,LFT,TC, TG

* NATRUMIAINTTA
o LFT, TC, TG % 1-3 (fiou

o RWAMSIAvRINITYNTUNY Jo
1 dewkh iegame hyperostosis
1oe calcified ligament 9)n 11/

o WsziiuAIIMULLLYRINTZYN
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unagy
a s A o 4’
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’ o sl ° ' a daq
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ag"lui']wﬁuﬁa tazarotene LAY bexarotene 1
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RXRs uazdilsedniamiiu  agonist, inverse
agonists %30 neutral antagonists ﬂsﬁnﬁuﬁmm i+
ndegluszninmsAnymeasldsnuilsa

nawlan® i TsaueSe wmanu lsaazifia
Su @1 uaeTsafiRvadosty human papilloma

virus JandiusAuseadunsizrriialutazee
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Hunter syndrome

Supanida Kwangsukstid MD,
Patcharin Janjumrajsang MD,

Niramol Vasharangsri MD.

ABSTRACT:

KWANGSUKSTID S, JANJUMRAJSANG P, VASHARANGSRI N. HUNTER SYNDROME.
THAI J DERMATOL 2004; 20: 148-156.

THE INSTITUTE OF DERMATOLOGY, BANGKOK, THAILAND.

We report a case of Hunter syndrome. An 8 year old Thai boy presented with multiple solid skin
colored papules on both scapulae and generalized thick, inelastic skin since he was 6 year old. The histopathology
showed deposited of mucin in the dermis and urine mucopolysaccharide was positive. This is a rare inherited

disease with progressive deterioration and no effective treatment.

Key word: Hunter syndrome, mucopolysaccharide
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205 N“V"I 1 Summary of the Mucopolysaccharidosis
Type Eponym MPS Enzyme Deficiency Clinical manifestations
Stored

IH Hurler DS,HS  O-L iduronidase Dysostosis multiplex, organomegaly,
mental retardation, corneal clouding

IS Scheie DS,HS O -L iduronidase Stiff joints, normal intelligence, corneal
clouding

II Hunter DS, HS  iduronate sulfatase Dysostosis multiplex, organomegaly, mental
retardation, flesh-colored papules, no corneal
clouding

IIIA Sanfilippo HS heparin sulfate sulfaminidase Severe neurologic degeneration, no coarse
features, behavior changes

I1IB Sanfilippo HS Q. -N-acetyl-D glucosaminase Same as ITIA

IIC Sanfilippo HS glucosamine-N-acetyl transferase Same as IIIA

IIID Sanfilippo HS N-acetyl glucosamine-6-sulfatase Same as IIIA

IVA Morquio KS N-acetyl galactosamine-6-sulfatase ~ Skeletal abnormalities, corneal clouding,

keratan sulfate galactosidase odontoid hypoplasia
IVB Morquio KS N-acetyl galactosamine-4-sulfatase  Same as IVA
VI Maroteaux- DS B-glucoronidase ' Dysostosis multiplex, normal intelligence,
Lamy corneal clouding, hepatosplenomegaly
VIII Sly CS, DS, Dysostosis multiplex, hepatosplenomegaly
HS

MPS = mucopolysaccharides; DS = dematan sulfate; HS = heparin sulfate; CS = chondroitin sulfate.
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CME Patient 1

Pasinee Jantarasoon MD,*

Srisupalak Singalavanija MD.**

* Fellow, Ramathibodi Hospital
**Staff, Queen Sirikit National Institute of Child Health

History C. Lichen sclerosis
A 6-year-old girl has non pruritic small papules D. Keratosis pilaris
on arms and knees for 3 years. She is a healthy E. Molluscum contagiosum
fourth child of the family with normal growth and Skin biopsy showed histopathological feature
development. 2. What is your definite diagnosis?

Skin finding is shown as Fig. 1. Other Lichen spinulosa

examinations are normal.

Lichen nitidus
Keratosis pilaris

Flat warts

M. O 0 = »

Lichen planus

3. What is the clinical feature of this disease?
A. ltis a benign dermatosis commonly seen

in infant.

B. [Itis characterized by flat-topped

Fig.1 erythematous papules with white lines

Self assessment: Question 1-5 (Wickhan’s straie).

ot : C. [Itis characterized by minute, flesh-
1. From the above clinical presentation, your y ’

differential diagnosis includes all of the followings, e

EXCEPT D. The lesions are thought to share a simple

. athogenesis to lichen striatus
A. Lichen planus pathog

B. Lidhes nitidus E. Typical clinical symptom is itching
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4. What is/are the appropriated treatment(s) of this
condition?

A. Topical steroids

B. Oral retinoids

C. Severe cases may be treated with PUVA

D. Antihistamines may be helpful in

controlling itching

E. All ofabove
5. What is the course and prognosis of lichen
nitidus?

A. [Itrequires aggressive treatment

B. Typical lichen nitidus is self-resolve in

more than 1 year

C. Lesions may persist for several years

despite treatment

D. Skin atrophy usually occurs after papules

clear

E. Pigmentary changes usually occur after

papules clear
Discussion:

Lichen nitidus is a rare and benign dermatosis
of unknown cause. This disorder is commonly seen
in childhood, characterized by minute, flesh-
colored, shiny papules occurring on genitalia,
abdomen, chest and extremities with Koebner
phenomenon. The lesions are thought to share a

simple pathogenesis to lichen planus. Antigen

presentation by Langerhans cells to helper T cells
with subsequent lymphokine production recruites
more T cells and induces cytokine production of
keratinocytes.  Histopathology  reveals  focal
epidermal hyperplasia and elongation of the rete
ridges in a narrow area (claw-like projection) and a
well demarcated dense lymphohistiocytic infiltrate
on the papilla layer.

Typical lichen nitidus is self-resolve without
atrophy or. pigmentary changes in less than 1 year.
Lesions may persist for several years despite
treatment. For symptom relief, topical regimens
include topical steroids, antihistamines to control
itching. More severe cases may be treated with
PUVA, systemic steroids or oral retinoids. One case
report, the eruption showed no response to topical
steroids but most of the papules completely
disappeared after received oral isoniazid for 6
months.
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CME Patient 11

Nualratna Hansiriphan MD,

Wanida Limpongsanuruk MD.

Queen Sirikitit National Institute of Child Health, Bangkok, Thailand.

A 2-year-old-girl presented with multiple painful
palpable nodules on trunk, buttocks, and extremities
for 3 months. She was treated with oral antibiotics
for 2 weeks without improvement.On examination
there are symmetrical erythematous patches at both
paranasal areas and generalized subcutaneous
nodules on trunk, buttocks and extremities.(Figure 1)
Neurological examination revealed proximal muscles
weakness grade 1V/V of both arms and legs.Other

systems were within normal limits

Figure I

1. What is the most likely diagnosis ?
SLE
Juvenile dermatomyositis

Mixed connective tissue disease

o 0w »

Photosensitivity

E.  Polyarteritis nodosa

Figure II X-ray of both legs as in

2. What is the least useful investigation ?

A.  Muscle enzyme

B.  ANA profiles

C.  Photopatch test

D.  Skin biopsy

E. Complement levels
Investigations:

CBC: Hct 36.1%, WBC 17,200 cell/mm?, PMN
49%, L 49%, ATL 1%
PIt 335,000 cell/mm?
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CPK: 231 U/L (24-204 U/L)

LDH: 1,283 U/L (212-423 U/L)

Others: WNL
Histopathology:

Section of the skin from the leg showed compact
orthokeratosis of epidermis. The dermis and skin
appendage are unremarkable. Focal dystrophic
calcification is seen in the subcutis.

3. What manifestation in this disease is found more
common in children than in adult ?

A. Muscle weakness

B. Widespread dermatitis

C. Photosensitivity

D. Calcinosis cutis

E  Malignancy
4. What manifestation is NOT common in juvenile
dermatomyositis ?

A. Heliotrope

B.  Gottron’s papules

Calcinosis cutis
Photosensitivity

Dysphagia

C.
D.
E.
5. What is the treatment of choice of calcinosis cutis?
A. Prednisolone
B. Methotrexate
C.  Aluminium hydroxide
D. Azathioprine

E. Dapsone
Discussion :

Juvenile dermatomyositis (JDM) is a rare,

multisystem  inflammatory  disease  primarily

affecting muscle and skin. Dermatomyositis, the
children form has only rarely been associated with
malignancy. Calcinocis occurs less than 5% in adult
form dermatomyositis, whereas 70% of the children
developed one or another form of calcinosis.
Approximately 50% of children with JDM have
insidious development of muscle induration, and
dysphagia . Dyspnea , due to either myocarditis or
involvement of respiratory muscle, is often seen in
the chronic stages. A recurrent, photosensitive,
diffuse, widespread dermatitis can often precede the
myopathy. The pathognomonic skin sign is edema
and induration of structures on the face, especially
the eyelids. Pink to violet (heliotrope) discoloration
of the upper eyelids is often associated with a malar
rash. Gottron’s papules appear symmetrically over
extensor surfaces of joints, especially over proximal
interphalangeal (PIP) and metacarpophalangeal
(MCP). The severity of changes tends to correlate
with chronic severity of the disease.Diagnostic
criteria  includes characteristic rash (heliotrope,
photosensitivity,calcinosis cutis , Gottron’s papules,
symmetrical weakness of proximal muscles and
anterior neck flexors and the elevated skeletal muscle
enzymes with either muscle biopsy findings or
eletromyography (EMG). Treatment begin with
prednisolone at 2 mg/kg/day and taper quickly to no
more than 1 mg/kg/day. Methotrexate, oral
azathioprine 2.5 mg/kg/day is the second agent of
choice. The fever usually falls to normal within the
first days, followed by a normal pattern of muscle

enzymes within weeks and a resumption of normal
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