The lability of ESR in the present case seems 10
have been correlated to the disease activity. Similar
labile ESR results have previously been recorded in
2 out of 10000 presumably healthy blood donors (1),
In these cases. the lability occurred only at room
temperature and not when the tests were carried out
at 4°C and 37°C.

It would be of interest when investigating patients
with bulious diseases of the DH/BP/pemphigus
group and other disorders with autoimmune phe-
nomena, and particularly those with a positive
Coombs test, to look further into the question of
labile ESR by morc routinely carrying out a mul-
titude of ESR tests at the same time.
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Abstract. Epidermolysis bullosa hereditaria letalis (Her-
litz) rarely appears with all the clinical characteristics
originally described as belonging to the syndrome. Besides
the blistering of the skin and mucous membranes in the
oral cavity, the case presented showed dystrophic nails.
congenital localized skin defects with hypoplasia of under-
lying structures and a rare but characteristic malformation
of the foot of the affected extremity. No scar formation
occurred before death at the age of 6 months. Histological
examination of the blisters showed separation between the
basement membrane and the cell membrane of the basal
cells. In areas of skin defects, normal appearing hair folli-
cles and sweat glands were seen. The relation of the
syndrome to Bart's syndrome is discussed.

Kev words: Congenital skin defect; Epidermolysis bullo-
sa hereditaria letalis: Electron microscopy

Congenital localized abscnce of skin is a rare de-
fect. In the majority of cases there is a solitary
coin-sized lesion near the vertex of the scalp. usual-
ly involving the skin and subcutaneous tissue (8.9).
Occasionally, congenital skin defects are localized
on the trunk or the extremities, where they tend to
be more superficial. with a symmetrical distribution
most frequently affecting the lower legs. This form
may be associated with epidermolysis bullosa. In
1966 Bart (2) revicwed the literature on the subject
and found 19 reports of congenital localized ab-
sence of skin associated with blistering of skin or
mucous membranes or both. The skin defect in-
volved the extremities in all but one patient: no
patients had scalp lesions. Twelve cases presented
in four of the nineteen reports were examples of the
epidermolysis bullosa hereditaria letalis (Herlitz.
1935) type of epidermolysis. This disease entity was
re-established in 1974 by Pearson (7) who presented
the clinical and histological characteristics of five
cases. However. in only four cases originally de-
scribed by Herlitz has the syndrome been as-
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Fig. 1. Skin defects on fingers. The nails are elongated and
dystrophic.

sociated with congenital hypoplasia or maltorma-
tions of the structures underlying the skin defect.

The following is a report of another child with
this syndrome. The relation to one of the other
forms of mechano-bullous diseases. Bart's syn-
drome. is discussed.

CASE REPORT

A male infant born January 1977. Normal pregnancy.

Birth weight 2750 grams. Delivery by vacuum extraction.
No known consanguinity between the parents. One nor-
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mal female sibling was born 14 years later. Father's male
cousin had shown a tendency to develop clear blisters
following slight trauma between the age of 3 days and 3
months, but no other abnormalities were associated.

At birth the skin was defective in the following areas
(Figs. 1, 2): the distal half of the dorsal aspects of second
left finger and second. third and fourth right finger: a
narrow ring around umbilicus: the lower third of right
femur: the right knee: the right lower leg and foot excepi
for a patch of normal skin on the lateral surface of the
lower leg and normal plantar surface. The skin defects
were sharply demarcated and covered by a red. velvety,
glistening membrane beneath which the vasculature was
easily seen. Hypoplasia of the right lower extremity and a
20 degree dorsal contracture in the ankle joint were evi-
dent. Nails were deformed. and most of them were shed
after a few days. leaving crusted areas. On the 2nd day
post partum. skin biopsies were taken and the defects
were partly covered with split skin transplants. On the
third day a few blisters were noticed on the buttocks. No
blisters were seen in the suction area on the scalp after
vacuum extraction. New erosions continued to appear
secondary to mild trauma, blisters or erythema. Epi-
thelialization progressed slowly without scar formation.
Inward growth was seen from the border of the defects
and the transplanted areas. Recurrent skin infections oc-
curred despite topical and systemic antibiotic treatment.
Systemic corticosteroid treatment did not affect the
course. From the age of 2 months, blisters developed in
the oral cavity. The patient’s general growth was retarded
and the weight levelled off at about 4.5 kg. Blood
cosinophilia was continuously present. For approximately
one week betore death the blistering had become haem-
orrhagic, and respiration rendered difficult by acute
tracheitis. Death occurred at the age of 6 months. No
congenital defects in the internal organs were found at
necropsy.

Fig. 2. Skin defect of the
right lower extremity. Note
dorsal flexion of the foot.



Light microscopy

Specimens taken 2 days post partum from areas of skin
defects {Fig. 3) showed the surface to consist of a PAS-
positive membrane covering the dermis and sub-cutis.
with normal appendices. The collagen elastica and reticu-
lin seemed thin and sparsely represented. Moderate early
acute inflammatory changes were seen in the dermis. No
signs of vesiculation between the epidermis and dermis
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Fig. 3. Biopsy from the arca
of skin defect. Epidermis is
absent. Dermis is covered by
PAS-positive membrane. Re-
ticular and elastic fibres are
scanty. Apparently normal
hair follicles are visible.
Note the moderate, acute in-
flammatory changes in the
dermis. HE. x175.

were seen in sections of the skin which were visibly unaf-
fected. The collagen, elastica and reticulin appeared nor-
mal.

Specimens of the apparently normal skin taken 3 weeks
later (Fig. 4) showed areas of clean separation above the
basement membrane, the epidermis being normal in ap-
pearance. No regeneration of epidermis had occurred
from the skin appendices in the areas of skin defects.

Fig. 4. Skin biopsy taken 3
weeks after birth. Separation
between epidermis and der-
mis along dermo-epidermal
junction is evident. Epider-
mis appears normal. HE,

x 280.
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Electron microscopy

Examination of the blisters showed separation occurring
between the basement membrane and the cell membrane
of the basal epidermocytes (Fig. 5). The intact basement
membrane remained attached to the dermis. Elastic fibres
were scanty and slight swelling of the dermis could be
noticed. In some sections vesiculation between basal cells
of epidermis was present. though no vesiculation was seen
between the cells higher up in the epidermis. Hemidesmo-
somes were normal, with normal appearing fibrils radiat-
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Fig.5. TEM of the dermo-
epidermal interphase. (B)
blister. Hemidesmosomes
(hid) are detached from the
basement membrane (bm),
along the extracellular fibrils
(F). Desmosomes (ds) make
a firm contact between the
basal epidermocytes. Elastic
fibres (ef) are scanty. Slight
. N : . swelling of the dermis (D) is
. present. TEM. x 19 170.

ing into the lumen of the blister. The desmosomes were
unaffected.

DISCUSSION
The case presented shows the clinical and his-
tological picture of epidermolysis bullosa here-
ditaria letalis. Except for the unilateral mani-
festation of the defects on the lower extremities,



this case is identical with four cases described by
Herlitz in 1935 (5). Herlitz also noted that the feet
and. in two cases. the toes underlying the skin de-
fects were abnormally small and the feet turned
upward in a remarkable way. In our case the right
fifth toe, devoid of epithelium, was rudimentary at
birth and the right foot was turned upwards 20 de-
grees at the ankle joint. The skin defect extended
further up the leg in our case. and subsequently it
seems there was hypoplasia of the foot. lower leg
and thigh. This was verified by X-ray examination,
demonstrating the absence of the right nucleus of
Béclard and proximally decreasing hypoplasia of
the osseous structures. As in Herlitz's description
the syndrome seems to be inherited autosomal re-
cessively. but mutation cannot be excluded. The
syndrome shows some variability in disease mani-
festation, but the disease spectrum does not seem
wide enough as to include the transitory tendency
of blistering displayed by the father's cousin in our
case report (3. 5, 6, 7).

Current classification of epidermolysis bullosa
separates the scarring from the non-scarring forms.
In 1966 Bart etal. (2) recognized a new non-scarring
form. Bart's syndrome was found in a large kinship
with 25 affected members. A similar family from the
Faroe Islands was reported by Joensen (4) in 1973,
and furthermore two single cases have been re-
ported (1, 10). Bart’s syndrome has many clinical
characteristics in common with the syndrome here
described and histopathological findings are identi-
cal. Four patients in Bart's kinship even showed
similar malformations of the feet affected with con-
genital skin defects. Bart's syndrome differs from
Herlitz's syndrome by the clearly dominant mode of
inheritance. the greater variability in disease ex-
pression and by the far more favourable prognosis.
However, when isolated cases occur, differentia-
tion between the two syndromes at birth may be
impossible and the diagnosis must depend upon the
course.
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Abstract. A threc-year clinical material of 163 patients
with pustulosis palmaris et plantaris is presented. The
study was designed to assess the value of routine radio-
graphic examinations of teeth, nasal sinuses and chest in
the detection of an asymptomatic infectious focus. 66 pa-
tients underwent 151 examinations. Infectious lesions
were found in the lungs in 0 of $3 examinations. inflamma-
tion in the nasal sinuses in 3 of 52 examinations (6 %). and
abscesses at the teeth roots in 8 of 46 examinations (17 %).
The 3 patients with sinuitis had symptoms leading to the
diagnosis. The root abscesses were all asymptomatic.
Elimination of the infectious foci did not affect the course
of the disease. The high incidence of asymptomatic tooth
root abscesses is discussed. From studies on clinically
healthy persons. similar results have been reported. It is
concluded that routine radiographic examinations are of
little or no value, possibly with the exception of the
dental examination.

Key words: Pustulosis palmaris et plantaris: A three-year
clinical material: Focal infection: Routine

radiographic examination

Putulosis palmaris et plantaris (PPP) is a chronic
pustulous disease of uncertain etiology, affecting

Acta Dermatovener (Stockholm) 39





