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Focal Dermal Hypoplasia: A Case with Minor Clinical Manifestations

up to the root of both limbs. They involved a band of skin appearingSir,
as atrophic-hypochromic, partly reticulated areas interspersed withSince Goltz (1) first coined the term ‘‘focal dermal hypoplasia’’
reddish papules and small squamocrusts (Fig. 1). The nail plate ofin the 1960s, over 200 cases have been described worldwide.
the right hallux showed a longitudinal dystrophic fissure in the middle.The syndrome may involve the skin, the skeleton, the ocular
The lower lateral incisor teeth were cone-shaped and hypoplastic.

system, or, less frequently, the renal, gastroesophageal, audit-
Clinical chemistry tests (in particular total IgE, ANA, antiENA

ory and nervous systems. Here we report the case of a patient
antibodies, total urinary porphyrins and blood protoporphyrins) were

who presented with less definite clinical features than normal. Histologic examination of a papule from an atrophic patch
commonly described. revealed mild irregular acanthosis with focal parakeratosis in the

central portion of the lesion. The dermis was thinned and edematous.

The fat was located abnormally high (Fig. 2).
CASE REPORT

X-rays of the upper limbs showed small calcareous deposits and

radiopaque symmetrical, horizontal striae in correspondence with theOur patient, a 5-year-old girl in good general condition, was a first
distal metaphyses of humerus. A phototest revealed a higher thanchild, and her mother had not had any miscarriages. Family history
normal and long-lasting UV-B skin reactivity. Eye and neurologicalwas negative for skin diseases. In the third month of life she had
examinations were negative. The chromosome map showed a 46 XXshown mild papulocrusty lesions on the lower limbs that worsened
karyotype with no structural changes of the chromosomes.during the summer and became itchy. The lesions were regarded as

atopic dermatitis. When first observed by us, the lesions were affecting

the flexor surface of the right lower limb and partially of the left one,
DISCUSSION

Our patient failed to show the most typical features of the

Goltz syndrome, i.e. extroversion of the adipose tissue and

eye involvement. Histology and bone X-rays were therefore

conclusive for a correct diagnosis. Histological examination

revealed a typical picture, but the radiological picture of our

patient lacked the classic longitudinal distribution. Normally,

the striated osteopathy appears as a net of condensed striae

parallel to the longitudinal axis of the bone. The striae

usually originate at metaphysis level in correspondence with

the osteogenesis areas, where they look thicker and then

gradually thin down as they go up along the diaphysis. They

are usually bilateral and symmetrical, mainly involving the

long bones and the sacral bone, while the vertebrae and the

iliac bones are spared (2). Cases showing a less evident

Fig. 1. Band of poikilodermatous skin with papules and squamo- Fig. 2. Dermis thinned an edematous; fat located abnormally high

(hematoxylin-eosin stain, 25×).crusts lesions.
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Striée, symptome radiologique de l’hypoplasie dermique en aires.striated osteopathy and often malformation are reported in
Skeletal System 1972; 15: 287–295.the literature (3).

3. Boothroyd AE, Hall CM. The radiological features of GoltzFocal dermal hypoplasia can present with negligible clinical
syndrome: focal dermal hypoplasia. Skeletal Radiol 1988; 17:

features, as described previously (4, 5). In one of the two
505–508.

patients reported by Pujol the skin features were as in our 4. Pujol RM, Casanova JM, Pérez M, Matias-Guiu X, Planagumà
patient, but in the other the diagnosis was made only after M, De Moragas JM. Focal dermal hypoplasia (Goltz Syndrome):

report of two cases with minor cutaneous and extracutaneousthe women had undergone several miscarriages and had given
manifestations. Pediatr Dermatol 1992; 9: 112–116.birth to a baby girl with quite evident signs of Goltz

5. Van der Kerkhof PCM, Perret CM, Happle R. Goltz-Gorlinsyndrome.
Syndrom ohne foikale dermale hypoplasie. Hautarzt 1988; 39:

743–745.
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Verrucous-crusted Herpes Zoster in an Immunocompetent Patient

Sir,
We present a case of verrucous-crusted herpes zoster in an

immunocompetent patient.

CASE REPORT

A 77-year-old woman was admitted to our Institute because of a

suspected verrucous-crusted herpes zoster. The patient reported that

3 months previously she had been admitted to another hospital

because of a herpes zoster of the ophthalmic branch of the left

trigeminal nerve, accompanied by keratoconjunctivitis. The patient

was treated with acyclovir cream (5 applications/day for 7 days),

acyclovir ophthalmic ointment (5 applications/day for 7 days) and

oral diclofenac (100 mg/day for 7 days). Clinical manifestations

regressed after approximately 1 month. Some weeks later, however,

new erythemato-vesicular lesions appeared at the same sites, suggestive

of a recurrence of the previous herpes zoster, as well as ulcerative

Fig. 1. Verrucous-crusted herpes zoster.lesions in the cornea. The patient was treated with acyclovir cream, acy-

clovir and tobramycin ophthalmic ointments and atropine collyrium.

At the time of admission to our Institute, the patient presented with
far as the keratoconjunctivitis is concerned, the patient was treated

a verrucous-crusted lesion which was localized to the left fronto-
with atropine collyrium and acyclovir ophthalmic ointment (5

parietal region, corresponding to the previous herpes zoster. The
applications/day for 10 days). Complete resolution of cutaneous

lesion was constituted by a single verrucous-crusted plaque, yellowish-
lesions and pain was observed within 2 weeks. No recurrences were

brown in colour, with irregular and rugged surface (Fig. 1). The
observed in a 12-month follow-up period.

plaque was firmly adherent to the underlying surface and had a hard

consistency. Partial removal of a portion of the plaque with 20%
salicylic acid ointment revealed an underlying erythemato-erosive area. DISCUSSION

Left eyelids were erythemato-oedematous; furthermore, purulent

At least three clinical varieties of herpes zoster have beenconjunctivitis was visible. The cornea was diffusely oedematous and

with a wide central ulcer. The patient complained of burning and described up to now. Bullous herpes zoster is characterized
pain. General physical examination did not reveal anything by blisters which may appear d’emblée or by coalescence
pathological. of multiple vesicles. Ulcerative-necrotic-gangrenous and

Laboratory tests showed leukocytosis (15.700 WBC/mm3) and verrucous-crusted (hyperkeratotic) herpes zoster are observed
increase in ESR (60 mm at the first hour). Only anti-varicella-zoster almost exclusively in immunodepressed patients, particularly
virus (VZV ) IgG was positive.

because of HIV infection (1–8).
Cytological examination, carried out on the eroded area under the

From a clinical point of view, verrucous-crusted herpes
verrucous-crusted lesion, showed the presence of numerous giant and

zoster is characterized by the slow but progressive developmentmultinucleated keratinocytes. Instrumental investigations were
of verrucosities and crusts. Histologically, apart from thenegative.
typical herpes zoster picture, the lesions present an epidermalThe patient was treated with intravenous acyclovir (5 mg/kg 3 times

a day for 7 days) and oral diclofenac (100 mg/day for 10 days). As and adnexal pseudo-carcinomatous hyperplasia with marked
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