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Sir,

A 6-year-old Syrian girl presented with pigment loss
on her right leg for 1 year that began as a small area,
then expanding distally without history of previous
erythema. Examination disclosed linear, hypopigmented
and non-scaly patch starting from the lateral right
knee and extending to the right big toe in a pattern
following Blaschko’s lines [Figure 1a and b]. She denied
systemic or constitutional symptoms. The physical
examination (including lymph nodes, liver and spleen)
was normal. In the biopsy of lesional skin, large,
hyperchromatic, atypical lymphocytes with cerebriform
nuclei were detected in the basal layer, showing a single
array pattern and forming nests in some areas addition
to band-like lymphocytic infiltration [Figure 2]. These
lymphoid cells showed positive expression with CD2, CD3,
CD4, CD5, CD7 and (D8 [Figure 3]. Similar findings were
seen in the biopsy from the right foot. With these clinical
and pathological findings, the patient was diagnosed with
hypopigmented mycosis fungoides. There were no abnormal
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Figure 1: Linear hypopigmented patch extending from the outside of the right knee
to the big toe (a and b) and post-treatment image of lesions (c)
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findings in the laboratory examinations, peripheral blood
smear, chest radiograph and abdominal ultrasonography.
Narrowband ultraviolet B light therapy was started 3 days
a week in addition to topical clobetasol dipropionate
ointment. Regression was noticed in the lesions after 30
sessions [Figure 1c], and the light theraphy was continued
once a week. After 1 year, the patient’s lesions were less
conspicuous. No systemic involvement was detected.

Hypopigmented micosis fungoides (HMF) is relatively
rare among all MF cases, but it is the most common
form of MF observed in paediatric population.® It is
more common in dark-skinned individuals, including
Middle Eastern.?’ Although this paediatric and Syrian
case report fits the classical definition of HMF, it is
clinically distinct in its distribution.

Unilateral cases are extremely rare among all
cutaneous lymphomas.®? In addition to being
unilateral, this case showed a linear blaschkoid

distribution in the lower extremity. Happle suggested
that blaschkoid dyspigmentation disorders are the
result of genetic mosaicism.) Dermatoses following
Blaschko’s lines mostly affect ectodermal components
such as melanocytes, keratinocytes and epidermal
appendages.”) However, some studies have stated that
mosaicism can also be demonstrated in lymphocytes
and/or skin fibroblasts.[) Environmental factors, trauma,
infections and genetic predisposition are blamed for
linear lesions due to mosaicism.”! It has been suggested
that viral infections trigger T cell response by inducing
cutaneous antigen expression and forming mosaicism.” In
the hypopigmented variant of MF, impaired melanogenesis
and damaged melanocytes are considered to cause
hypochromic patches. Affected melanocytes of ectodermal
origin and T cells may have caused linear, blaschkoid and

Figure 2: Atypical lymphocyte infiltration/epidermotropism in the basal layer that
line up one by one (red arrow), atypical lymphoctes with clear halos make Pautrier
microabcess (green arrow) in some areas (HE x100)
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Table 1: Differential diagnosis of hypopigmented mycosis fungoides

Primary hypopigmented lesions

Blaschkoid hypopigmented
lesions

Post-inflammatory linear hypopigmentation;
previous history of papulosquamous rash

Vitiligo; aqquired, sharply demarcated macules
and/or patches

Pityriasis versicolor; fine scale, seborrheic
distribution, positive skin scrabbing
Pityriasis alba; fine scale, poorly demarcated
lesions, history of atopy

Ito hypomelanosis; starts
during infacy, nonprogressive,
neurological and ocular
abnormalities

Nevus depigmentosus;
congenital, nonprogressive
Incontinentia pigmenti-stage 4;
previous vesicular, verrucous,
and hyperpigmentation stages,
developmental anomalies of the
skin, hair, nail, teeth and eyes

Linear psoriasis

Linear lichen planus

Lichen striatus

Idiopathic macular hypomelanosis; ill- defined,
nummular, symmetric lesions without scale

Syphilis; positive serological tests

Leprosy; birth or residence in an endemic region,
peripheral neuropathy, patches of alopecia

Blaschkitis

Pityriasis lichenoides chronica
Inflammatory linear verrucous epidermal nevus

Figure 3: Immunohistochemical staining with CD3, CD4, CD7 and CD8 (x100)

hypopigmented lesions as seen in this patient (see Table 1
for differential diagnosis). Kaplan et al. presented a case
of MF with distribution in a linear blaschkoid pattern in
2020, in which they detected an acquired mosaic GNAS
gene mutation as a segmental superimposed manifestation
on an existing congenital mutation suggested by Happle
in acquired skin diseases.!®

We presented a case of HMF due to its rare clinical
appearance and we think genetic mosaicism seen in
blaschkoid lesions may contribute to understanding the
pathogenesis of HMF cases.
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