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Coexistence of psoriasis, and alopecia areata with
trachyonychia in a pediatric patient with

Turner Syndrome

Seval Dogruk Kacar, M.D. Ass. Prof., Pinar Ozuguz, M.D. Ass. Prof." and Serap Polat, M.D.*

ABSTRACT

Turner syndromeis a genetic disorder characterized by abnor-
malities of the X chromosome. An association with many auto-
immune diseases is described as well as skin diseases such as
psoriasis, vitiligo and alopecia areata. Trachyonychia is char-
acterized by irregular opaque appearance on the nail plate of
all 20 nails. It may be idiopathic or it can be associated with
other dermatological diseases. Herein, we presenta 6 years old
girl with Turner syndrome who had diagnoses of psoriasis, al-
opecia areata and trachyonychia and we would like to draw
attention to the possible relationship between these diseases.
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INTRODUCTION

Turner syndrome (TS) is a sporadic genetic di-
sorder characterized by monosomy (45X) or struc-
tural defects of the X chromosome. In addition to
the typical clinical features, cutaneous findings
such as xerosis, numerous melanocytic nevi, ha-
lo nevi, keloids and hypoplastic nails can also be
observed.'” The prevalence of autoimmune skin
diseases such as psoriasis, vitiligo, lichen planus
and alopecia areata is increased in patients with
TS.%* Trachyonychia, also known as twenty-nail
dystrophy is characterized by brittle, thin nails,
with excessive longitudinal ridging.® This disea-
se may be idiopathic or it can be associated with
other dermatological diseases, especially alope-
cia areata and psoriasis. In its severe form, the
roughness of nail can cause opaque sandpaper
nails. We present coexistence of inverse psoriasis,
alopecia areata and trachyonychia in a pediatric
patient with TS.
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Case report

A 6 years old girl with TS was referred to our
outpatient clinic with complaints of patchy hair
loss for two months, a two year history of rough
nails gradually extanded to both finger and toe
nails and scaly lesions in the scalp, ears, eyelids,
belly button and genital area present for about 3
years which sometimes waxes and wanes with
use of topical corticosteroid creams. She was pre-
natally diagnosed as TS with 45X karyotype after
amniocentesis which was performed after a we-
bbed neck appearence on fetal ultrasonography.
Although she had neither edema of hands and
feet at birth nor any other sign of this monosomy,
the postnatal karyotyping confirmed the diagno-
sis. On dermatological examination, two alopecic
non scaly patches on occipital region of the scalp,
irregular, opaque appearance of all finger and toe
nails, with longitudinal ridging, koilonychia and
cuticular hyperkeratosis were seen. Besides pale
erythematous, slightly scaly plaques at occipital
scalp, right ear helix, bilateral medial canthus,
umbilicus, and anogenital region were observed
(Figures 1-3). A trichogram from the margin of
alopecic patch showed telogen and dystrophic
hairs. Potassium hydroxide standart microscopy
from the scales at scalp border and ear for fungal
etiology were negative. She had no history of a
systemic disease. She was on growth hormone re-
placement therapy, because of TS. The lesions at
scalp and nails, and truncal lesions were evalua-
ted as alopecia areata, trachyonychia and psoria-
sis, respectively. The thyroid function tests were
normal and antinuclear antibodies (ANA) we-
re positive (1/320). Thyroid autoantibodies and
further autoimmune panel was negative. Topical
minoxidil 2% was applied to alopecic plaques on
the scalp, 1% pimecrolimus cream prescribed for
psoriatic plaques and a topical preparation contai-
ning 40% urea combined with topical mometaso-
ne furoate for nails were recommended.

DISCUSSION
TS was defined by the triad of “sexual infan-
tilism, webbed neck, and cubitus valgus”.? The
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incidence among liveborn females has been re-
ported as 1/2000-1/5000.¢ This disease has many
characteristic clinical manifestations such as short
stature, webbed neck, cubitus valgus, low poste-
rior hairline and widely spaced nipples. The com-
mon dermatologic conditions associated with TS
are mainly autoimmune-based diseases, as alope-
cia areata, psoriasis, vitiligo, halo nevus, Dupuy-
tren contracture. Increased incidence of several
autoimmune diseases in patients with TS have
also been reported.?* The reason of this condition
is unknown but several theories have been propo-

FIGURE 1. Rough and opaque appearence in all 20 nails

FIGURE 2. Sharp bordered, pale erythematous slight scaly
plaques in genitalia

sed. The first theory displays a possible relation-
ship between autoimmunity and nondisjunction,
The mainstay is the other nondisjunctional chro-
mosomal disorders like Down syndrome and
Klienfelter syndrome also have a higher inciden-
ce of autoimmune diseases; and also autoimmune
disorders are frequent in families of patients with
TS. Thus families with autoimune disorders may
be prone to nondisjunctional disorders.” Another
hypothesis is that a possible association between
autoimmune diseases and X chromosome genes
may exist, as the majority of patients with au-
toimmune diseases are women.® Haplotypes al-
so seem to be important as haploinsufficiency on
the X chromosome may be responsible for lack of
self-protein exposure in the thymus and escape of
autoreactive T cells, predisposing autoimmunity.’

Furthermore psoriasis is usually improved
during pregnancy which was correlated with in-
creased estrogen levels in a study by Murase.”” In
another study, skin inflammation was related to
hormones as a result of variations in natural cour-
se of psoriasis, during menstruation." Estrogen
downregulates the production of many chemoki-

FiGURE 3. Alopecic patch in occipital area of scalp




nes that attract neutrophils, T-cell and macropha-
ges, suppress IL-12 production and enhance the
antiinflammatory IL-10 production by dendritic
cells. As a result, low levels of estrogen may lead
to inflammatory changes in skin.

The diagnosis of hair lesions was straight. Ti-
nea capitis which is another common cause of
alopecia in children usually presents with scaly
annular patches." It can be excluded by perfor-
ming a direct microscopy but there was not any
desquamation in this case. Trikotillomania was al-
so ruled out with trcihogram which should reveal
almost 100% anagen hair.'” The skin lesions were
diagnosed clinically, as the typical presentation
of inverse psoriasis with sharp edged, erythema-
tous, slightly desquamated plaques in umblicus
and labia majora. The scalp and ear lesions we-
re diagnosed as psoriasis after direct microscopic
examination to exclude a dermatophyte infection.

Children less than 10 years old with diagnosis
of alopecia areata are treated with topical mid-
potent corticosteroids and topical 5% minoxidil
solution or short contact anthralin.” We preferred
topical 2% minoxidil. In management of psoriasis,
topical medications are preferred when the body
surface area affected is less than 10%."* Although
topical corticosteroids and vitamin D analogues
are the most common topical drugs prescribed,
topical 1% pimecrolimus is a good alternative
especially used in inverse and facial psoriasis as
in our case. With disease chronicity and seve-
rity, phototherapy and systemic therapies may
be given. There are many topical and systemic
treatment modalities reported to be successful in
trachyonychia,” but spontaneous resolution may
occur and we preferred an urea containing prepe-
ration to soften and thin nails.

Alopecia areata and psoriasis are both related
to autoimmune and immunological mechanisms.
Trachyonychia is a clinical entity which may be
associated with both diseases. In the setting of
psoriasis, patients may have a more thickening
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of nail plate.” To our knowledge, a case with TS,
alopecia areata and psoriasis has been reported,’
but this case had no trachyonychia. In our case,
trachyonychia was also present.

In conclusion, because of this association, we
considered that there may be a genetic associa-
tion between TS, psoriasis and alopecia areata or
a possible common autoimmune pathogenesis. B
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