Case Report

Alopecia Areata In Down Syndrome: Treatment
With Systemic Steroid.
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Abstract

Down_syndrome Is the most common congenital abnormality affecting numerous organs including skin and is
associated with an increased incidence of alopecia areata. Down syndrome is an extensively researched
condition but alopecia areata seldom received appropriate attention. Alopecia areata in Down syndrome is very
refractory to treatment and there are only few relevant published data are available in medical literature. Two
cases of alopecia areata associated with Down syndrome are presented here. These patients were treated with

a short course of prednisolo'ne; a good result was observed in one case but that was unsatisfactory in another
case. The disease relapses in both cases within few months of treatment.
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Introduction

Down syndrome (DS), also known as trisomy
21, Is a genetic disorder caused by the
presence of all or part of a third copy of
chromosome 21. It is typically associated with
physical growth delays, characteristic facial
features and mild to moderate intellectual
disability. Down syndrome is one of the most
common chromosome abnormalities in
humans.! It occurs in about one per 1000
babies born each year. The cutaneous
manifestations of DS are numerous and
Alopecia Areata (AA) is recognized as a
common dermatological condition. AA is a
nonscaring alopecia that is postulated to be a
hair specific autoimmune disease. It most
commonly presents as localized circular areas
of alopecia. However, it can lead to total scalp
hair loss (alopecia totalis) or total scalp and
body hair loss (alopecia universalis).

Owing to advances in medical care and
changes in attitude, the life expectancy of the
DS patients is improving. A good number of
research papers is published in medical
literature regarding physical and psychological
aspects of this disease. But papers related to
AA and other cutaneous aspects of DS are not
enough in number. Still, there is no standard
treatment for AA associated with DS and only
few papers are available regarding treatment
of this condition. But AA is a disease which

significantly affect quality of life of patient. An
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appreciation and higher research of this
disease is very important for comprehensive
medical care as well as quality of life of these
patients.

Case-1

Fig-1: Oval shaped patch of Alopecia areata in
parietal region of scalp
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On examination, no hair follicles in the
lesional area were found and also there were

no scaling or erythema. He had no other
dermamatolgical menifestation except a lesion

of Tineasis in right forearm. Following
phenotypic features were noted in physical
eéxamination  (Fig-4): epicanthic  fold,
brachiocephaly, short broad neck and
protruding macroglossia. A psychitric report
revealed poor intelligence  and learning

disability. Routine laboratory data were within
normal range.

Patient was treated with systemic
Prednisolone 20 mg daily for 10 days and
another 4 days in tapering dose.The response
was observed after one month; hair started to
grow in 30% of lesional area. The parents of
the patient informed us that the drug was well
tolerated except mild gastrits and weight gain.
We prescribed topical clobitasone proprionate
as a maitainance therapy. Patient returned

back after one month with relapse of the
disease.

Fig-6: Alopecia in frontal area of scalp

Discussion

Alopecia areata (Alopecia areata) is
recognized as a common skin disease among
people with Down syndrome. The prevalence
reported in two large samples 2l ranges from
3 %M to 9.4 %@, Schepis et al found the
prevalence of 3% and their cases were within

> to 10 yrs range [', In one study in India,
prevalence was 9.4% [2 Du Vivier and Munro
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reported 60 cases of Alopecia areata in a
series of 1000 people with Down Syndrome
(6%) BL IN another survey in Iran the

prevalence was 11% and their mean age was
11.2 years (4,

The etiology of Alopecia areata in Down
Syndrome is still unknown. Du Vivier and
others investigated about immunological
cause, however, no conclusive evidence is
found in favour of this etiology 3. Recently the
distal 10mb region of the long arm of the
chromosome 21, which is also called Down
Syndrome Critical Region 2 (DSCR2) has
been proposed to be associated with many of
the abnormalities seen in Down SyndromelS).

Several treatment modalities were tried and
none revealed good results. However, there is
a lacking of good numbers of standard trial
regarding treatment of this condition. It is
Important to standardize the treatment
modalities of Alopecia areata associated with
Down Syndrome. For childhood Alopecia
areata  topical and/or intralesional
corticosteroid is the first line treatment for
limited involvement and squaric acid dibutyl
ester Is the treatment of choice of treatment
for patients with extensive involvement ©). In a
clinical study in Singapore, it was found that
the conventional treatment modalities
response poorly in case of Alopecia areata
with  Down syndrome!(®). Occasional

Improvements have been reported with topical
dinitrochlorobenzene (DNCB) (7).

In our case study, both of the patients were
under 12 years of age. Case-1 was a girl with
only a single patch of Alopecia areata and
case-2 was a boy with extensive involvement.
Both of the cases had a treatment history of
conventional topical therapy but both
experienced very poor/no result. It indicate
that Alopecia areata associated with Down
Syndrome s unresponsive to conventional

topical treatment. | started treatment with
systemic prednisolone,

And it revealed excellent result in case 1 and
a moderate response in case-2. | can
hypothesize from this findings that response to
Systemic steroid in patient with single/isolated

patch of Alopecia areata is better than that of
extensive involvement.
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Conclusion

Alopecia areata is a frequent disease in
people with Down Syndrome, often has an
onset in childhood, and usually unresponsive
or partially responsive to conventional therapy
and there is always a relapse after the end of
treatment. | have tried with systemic steroid
and observed a good response in one case
and moderate in another but relapse of the
disease was observe d within few months in
both cases. In the medical literature there is
no standard trial with systemic steroid in case
of Alopecia areata associated with Down
Syndrome. Author like to emphasize more
research in this arena so that we can be able
to render comprehensive medical care to the
patients of Down syndrome who deserve best

medical care and better life in this 21st
century.
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