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LEFEVRE SYNDROME

(A case report)

F. HANDA,* R. R. AGGARWAL+ AND  ADARSH CHOPRA {

Summary

A case of Papillon - Lefevre syndrome is being reported.

Review of Literature

This syndrome was first described by
Papillon-Lefévre in 19241, It is charac-
terised by palmo-plantar hyperkeratosis
and premature loss of deciduous and
permanent teeth. This is a very rare
syndrome and upto 1964 only 40 cases
were reported in the world literature.
Sardari Lal et al® reported the first
Indian case. Gorlin et al® reported
that it results from homozygosity for
autosomal recessive genes.
quency of occurrence is estimated to be
roughly 1 to 4 per million persons in
general population.

Principal manifestation is hyperkera-
tosis of palms and soles, usually
appearing between 1 to 4 years of age.
Simultaneously, periodontal involvement
of deciduous dentition occurs. Stein?,
Kohler et al®, have reported that deg-
“ree of hyperkeratosis is most severe
at the time of periodontal involvement.
Skin lesions at younger than usual age
have heen observed by Carson® and
Garre?. Well demarcated erythematous,
scaly and hyperkeratotic plaques of
palms and soles are present.  Similar
plaques may involve skin over the
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tendo-achillis, lateral malleoli, tibial
tuberosities, dorsa of fingers . and
joints. Bataille et al®ab and Papillon -
Lefevre! have reoported that skin lesions,
are identical to Maleda disease. How-

ever, this syndrome is not con51dered:
to be a form of Maleda’s disease and.
is a distinct disease as reported by

Bellenger E in 1954% and Jansen et al0,.
The degree of hyperkeratosis in skin
lesions varies intermittently. Lesions

are more scaly and fissured during

winter as reported by Stein and Halli?,

Hyperkeratosis may spontaneously and.
completely disappear in summer, Grei-,
ther A in 195912 reported spontaneous .
cure in a patient at 14 years of age.

His skin lesions regressed and wisdom |
teeth erupted normally without any

pyorrhoea. Usually, hyperkeratosis is

moderate but severe cases with thicken- .
ed and fissured palms and soles are .
reported by Stein* and Garre’. Foetid

hyperhidrosis of feet 'may occur.

Hyperkeratotic plagues have been re-

ported on eyclids, cheeks and labial

commisures by Hawes!?, on legs and

thighs by Ziprokowski'* and on maxillae

by Garre?.

Usually, nails are normal but thumb-
nail dystrophy has been observed by
Garre” and Hawes!3. Gorlin in 1964
reported mild onychogryphosis. Hairs
are normal but may be thin in some
cases.

t55



INDIAN J

Other lesions like eczemas and ery-
thema of face, sacral snd gluteal
regions have been reported by Jansen'?,
Garre” and Ziprokowski'4. Inone family
with Papillon — Lefévre syndrome,
long pointed claw-like fingers were
seen,

Dental changes are very characteris-
tic. Deciduous teeth erupt normally but
are lost by the age of 4-5 years due
to dystrophic changes in periodontal
ligaments and alveolar bones with for-
mation of periodontal pockets of suppu-
ration. The permanent teeth erupt
normally but are prematurely shed due
to formation of periodontal suppuration.
Characteristically, patient becomes
edentulous by about the I16th year and
only the third molars are preserved as
reported by Gorlin ct al.  After shedd-
ing of teeth the gingiva almost returns
to normal and can tolerate dentures.
In only a few instances as reported by
Ingle?®, the loss of the teeth has not
been accompanied by severe gingival
inflammation.

Calcification of dura in the attach-
ment of tentorium and choroid has
been observed by Jansen!®, Age of
onset of calcification is not known but
in several children it is present at the
time of initial examination.

Thejphysical development of recorded
cases was considered normal but Zipro-
kowski et al'* in 1963 reported obvious
retardation of somatic and sketelal
development in their case.

High blood pressure, high blood
sugar curve, systolic murmur, elevated
haemoglobin level, retardation of ske-
letal maturation, general ostcoporosis,
diffuse swelling of thyroid, micro-ophth-
thalmia have all been reported but
may have been chance associations.
These patients arc predisposed to
infections and regional lymphadenitis
occurs in association with periodontal
lesions.
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Case History

An 18 years old male patient attended
skin OPD with the complaints of : red
scaly lesions on palms and soles since
the age of 4-5 years and premature loss
of temporary and permanent teeth.

At the age of 6 years, he developed
scaly erythematous lesions on extensor
surfaces of hands., At the age of
8 years, patient developed similar
lesions on extensor surfaces of elbow
and knee joints. Erythema and scaling
were worse during the winter at which
time the lesions became thickened and
fissured as well. This used to cause
pain and burning sensation when hands
and feet were immersed in water.
During summer, at times, lesions re-
gressed and disappeared for a few days.
With appearance of skin lesions, gums
used to swell up and within a few days,
all deciduous teeth were shed. Patient

“suffered from pyorrhoea and pain at

that time. Permanent teeth started
erupting at 6-7 years of age but all
teeth were lost prematurely except the
three molar teeth which crupted at the
age of 12 years. Patient had no asso-
ciated problems when the permauent
teeth were shed. Wisdom teeth had
not erupted and paticnt had worn
dentures for 4 years. Hyperhidrosis
of whole body, specially of palms and
soles was noticed from the age of
about 12 years.

Past history was not significant.
Family history revealed that an clder
sister had erythematous scaly plagues
on her body. She had died of jaundice
at the age of 16 years.

Systemic examination showed no
abnormality,

Local examination revealed diffuse
erythematous  scaly  hyperkeratotic
lesions on palms and soles which extend-
ed towards the dorsa and stopped abrupt-
ly showing well defined margins. Similar
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plaques were present over metacarpo-
phalangeal and interphalangeal joints,
lateral and medial malleoli, extensor
surfaces of elbow and knee joints.
Soles hnad thick scaly lesions with
superficial fissures. Hand nails were
normal but last two toe nails on both
feet showed yellowish discolouration,
subungual hyperkeratosis and slight
onychogryphosis. All teeth were absent
except 3 molars.,
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Investigations—Routine blood tests,
including Hb, WBC T & D, & ESR were
normal. Urine examination blood
urea, Serum, Ca > P were also normal.
X-Ray of teeth showed 3 buds. X-Ray
skull was normal. Urine nitrogen
including (NH,-N) was - 0.456 gms
per 24 hrs.

Histopathology showed marked
hyperkeratosis and no parakeratosis
marked acanthosis, a thin =~ corinum
and marked perivascular inflammatory
infiltration.

Discussion

This patient who is a typical case
of Papillon — Lefévre syndrome. mani-
fested few interesting features which
have been observed by earlier workers
also. These were as follows :~

At the time of shedding of permanent
teeth, this patient showed no gingival
swelling or periodontitis. Only few
toe nails showed dystrophy. Hyperhid-
rosis was present all over the body. At
the age of 18 years, wisdom teeth had
not erupted. Skin lesions and periodon-
titis began simultaneously. Lesions
which were severe in winter used to
regress sometimes spontaneously during
summer. Physical development was
normal.
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SYMMETRICAL PROGRESSIVE ERYTHROKERATODERMA
(A case report)

T. R. KAPUR,*
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Summary

A case of symmetrical progressive erythrokeratoderma ina 32 year
old male patient noticed at the age of 27 years, has been described.

Symmetrical progressive erythrokera-
toderma is a rare condition characterised
by asymptomatic, hyperkeratotic lesions
with an erythematous base, distributed
bilaterally and symmetrically on the
dorsal aspects  of hands, forearms,
feet and legs. In extensive cases the
lesions may also be present on-the
upper arm, shoulders, neck and facel.
The lesions usnally start appearing
during infancy but may be delayed
until adult lifel. It is suggested that
the condition is transmitted as an auto-
somal dominant character?. To the
best of our knowledge, no such case
has been reported from India.

Case Report

A 32 years old man noticed asympto-
matic, well demarcated, erythematous
and hyperkeratotic plagues: on the
dorsal aspects of both hands 5 years
earlier. These gradually extend to
involve the extensor aspects of forearms
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and the skin over the dorsal aspects
of proximal phalanges. The lesions
were bilaterally symmetrical. (Fig. page
No. 170) Other members of the family
upto 3 generations did not show any
evidence of similar disease., Other parts
of the body including the palms, soles
and nails were not involved. Repeated
scrapings for fungus and the Auspitz
sign were negative. The patient was
prescribed topical corticosteroid with
salicylic acid ointment, but there was
little improvement over a period of six.
months.

Discussion

Asymptomatic hyperkeratotic plaques
on an erythematous background, dis-
tributed bilaterally, limited to the
dorsal aspects of hands and forearms
are quite suggestive of symmetrical
progressive erythrokeratoderma, even
though the disease started late in life
and there is no evidence of familial
transmission.  Sparing of the palms
and soles excludes the recessive form
of palmo-plantar keratoderma ; Mal de
Malda. It is also unlikely to be symp-
tomatic erythrokeratoderma which may
occur at the site of chronic inflamma-
tory changes or repeated trauma in
subjects who do not produce the more
common lichenifying response to such



