
following characteristic features: massive accumulation of 
swollen anJ clumped fibres in the middle and lower thirds 
of the derma, frankly positive reactions with Orcein and 
Verhoef

f 

stains (Fig. 4), as well as Von Kossa·s method 
(Fig. 3). The presencc in !arge amounts of calcium de­
posits allowed us to confirm the diagnosis of P.X.E. 

Ultrastructurnl examination of the lesions revealed 
most of the classical findings: twisting of the collagen 
librils (Fig. 5) with wire-like figures, masses of gran­
ulofilamentous material, altered libroblasts with signs 
of hyperactivity. pseudoelastic transformation of the col­
lagen fibres and heavy calcium deposits (Fig. 6). 

COMMENT 

The prominent clinical and histological features of 
our patient are very suggestive of the cases recently 
described by Christensen under the title "an exoge­
nous variety of pseudoxanthoma elasticum in old 
farmers''. This author observed the following fea­

tures: I) onset exclusively in male patients in Den­

mark and Sweden; 2) elderly farmers 52-87 years 
old; 3) who suffered burns 30-50 ycars ago while 
spreading Norwegian hydrous saltpetre; 4) the 

P.X.E. had followed a superficial ulcer which 

had healed 2-3 weeks later; 5) the lesion was 

asymptomatic and was discovered acddentally; 6) 

there was neither P.X. E. in the other folds nor 
angioid streaks; 7) the histological. histochemical 
and electron-microscopical features (2) allowed one 

to state that the microscopic structures were quite 

similar to those of classical P.X.E. 
Many or the symptoms described by Christensen 

were found in our patient, i.e., localization in the 
cubital fold, reticulate pattern of the yellow plaque, 

absence of classical P.X.E. in the flexural folds and 
of angioid streaks, accidental discovery during a 
routine dermatologic examination, histologic fea­
tures quite similar to those of classical P.X.E .. ab­
sence of a family history of P.X.E. 

However, some features of Christensen's disease 

such as history of accidental or professional contact 
with saltpetre and thread-like margin around the 

plaque, were not found in our patient. I) Our patient 

was a woman. 2) She was nota farmer, but a char­

woman. 3) The lesion appeared insidiously without 
any previous trauma or burning or ulcer. 4) There 
was no history of accidental or professional contact 
with saltpetre. 5) no thread-like margin around the 
plaque. 

Therefore we can conclude that our patient is a 

very unusual case of P.X.E. We believe it could 

35-792806 

Short reports 541 

be a variant of Christensen's exogenous type of 
P.X.E., whose ctiology is unknown. 

We think that besides the systemic hereditary 
endogenous P.X.E., different varieties of non­
hereditary localized exogenous P.X.E. can be de­

scribed, just as concerning ochronosis. both en­
dogenous and the exogenous types can be distin­

guished. 
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Abs1ract. A child developed diffuse cutaneous rnas10-
cy1osis when 20 days old. His prognosis appears good, 
compared with other reports of similar neonatal onset. 

Key 11·ords: Diffuse cutaneous mastocytosis; Neonatal 
onset 

Diffuse cutaneous mastocytosis (DCM) is included 
in the spectrum of mastocytosis disorders. Nettle­

ship (6) first described urticaria pigmentosa in 1869 
and the first description of the rare DCM is usually 
attributed to D<.-gos (3) in 1952. although Dowling 
(4) had described a child who probably had the

disease. DCM is characterized by generalized skin

involvement and absence of the classical pigmented
lesions of urticaria pigmentosa (7).

CASE REPORT 

When 20 days old, a male child developed blisters on his 
hands and erythematous skin elsewhere. He later de­
veloped more blisters on the trunk and limbs and it be­
came apparent that he had DCM.

On examination. the skin was diffusely thickened. 
which in some areas gave it a leathery appearancc. No 
pigmented macules were present and skin folds and 
creases were exaggerated. particularly on the palms. 

Acta Vennotm·ener(SlocJ..ho/111) 59 
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Fig. I. Trunk. age 10 months, showing bullous lcsion. 

Bl isters were present (Fig. 1) and were in various 
stages of evolution. some frcsh with thin walh and fillcd 

with clear fluid, others healing without scarring. When 
damaged by trauma or scra1ching, secondary infection of 
the blisters often resulted. ltching was inten�e and der­
mographism marked (Darier's sign). The liver was en­
larged, two fingers below the right costal margin, but there 
was no splenomegaly. 

The following investigations proved normal: full blood 
coun1 (including film which revealed no ma�t cells). clot­
ting screen. whole blood hislamine levels, 5-hydroxyin­
doleacetic acid excretion in urine. skeletal surve} and 
bone marrow examination. 

Urinary histamine levels. 10 correl;itc with the clinical 
course. were determined fluorometrically after condensa­
tion with o-phthaldehyde, u�ing an improved version (5) of 
the rnethod of Shore, Burkhaltcr & Cohn (9). Unfortunate­
ly. the presence of drugs or their metabolites in the pa• 
tient's urine rendered impo��ible a reliable estimation of 
the histamine content. 

The skin histopathology showed a diffuse infiltrate of 
ma,t cells in the upper dermi, and a percutancous !iver 
biopsy showed an excess of mast cells, located mainly in 
thc portal tracts, without associated fibrosis. 

Therapy has included conventional antihistamines. re­
serpine and the histidine decarboxylase inhibitor trito­
qualine (Hypostamine). The child, now aged four and 
receiving no treatment. �hows normal growth and de-

Acto Derinllf<H't•11erlStod .. lw/m) 59 

velopment. The skin has 110 blistering al present and is 
only slightly erythematous and thickened in some areas. 
ltching is only slight. The skin has shown a rcduced mast 
cell infillrate when compared with the previous histology 
and the hepalomegaly has regressed. 

Table I. 011set o.f DCM in 11eu11atal period (I, 2, 4, 
8, /0, Il. 12) 

Reports with insufficient data, and in which the distinction 
between DCM and urticariu pigmentosa is not clear, are 
not included 

Number of patients 
Mules 
Bullous lesions 
Systemic involvement 

Death 

8 
6/8 
7/8 
3/8 lncludes one patient who 

developed mast cell 
leukaemia and later died 

3/8 Causes: 
I. Severe blistering and

infection. age 8 days
2. No apparent cause. age

6 months
3. Mast ccll leukacmia and

bleed ing disordcr, age
5 years



DISCUSSION 

DCM is a rare condition. A literature review of 

DCM with neonatal onsec i� shown in Table I. This 
form of DCM is morc frequcnt in males and bli�tcr­

ing is common. The prognosis appears to be un­
favourable compared with disease onset after the 
neonacal period. when a good prognosis is ex­
pectcd (7). 

The pre�ent patient probably has a good prog­

nosis. as illustrated by the clinical improvement and 

the regression of both cutaneous mast cell infiltra­

tion and hepatomegaly. The favourable prognosis 

may be relatcd to the discase onsct occurring late in 
the neonatal period. 
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Abstract. A case of dermatomyositis is reponed in a 50-
year-okl woman receiving o-Penicillamine therapy for 
rheumatoid arthritis. There wa. no cvidence of neoplasia 
on full investigation. Remission of dermatomyosi1is oc­
curred on withdrawal of o-Penicillamine. 

Key 11·orcls: o-Pcnicillamine; Rheumatoid arthritis; Der­
matomyositis 

D-Penicillamine has been used successfully in the
treatment ofWilson's disease and is being used with

increasing frcquency in the treatment of rheumatoid
arthriti� and other ·collagen· disea:,es. Side effects
are unfortunately frequent and have been well re­

viewed (5).

Less common sidc effects include thc develop­

ment of other auto-aggressive disorders: Systemic 
lupus erythematosi� (3), myasthcnia gravis (2), and 

polymyositis (I). There has been a single case re­

port of dermatomyositis (4) and we report a second 

case. 

CASE REPORT 

A 50-year-old housewife developed a sero-positive 
rheumatoid arthritis (Rosewaaler I: 512) in April 1976. 
Treatment with o-Penicillamine was slarted at 250 mg/day 
and continued with satisfactory clinical improvement on 
that dosage. After 19 months of treatment the patient 
complained of a month's history of tendemess, redness 
and swclling of the fingers and knuckles of both hands and 
also redness and puffiness of her face and eyelids. Exami­
nation revealed a dusky violaceous discoloration of her 
eyelids and forehead: dilatation of nail fold capillaries on 
all fingers with a dusky violaceous discoloration of the 
skin overlying all metacarpophalangeal joints. and ex­
tending along thc dorsal aspect of the fingers to overlie the 
lirst inter-phalangeal joint. There was no clinically 
detectable mu sele weakness. 

/111•es1igMio11s 

ESR w::is 5 mm in I hr. Antinuclear factor I: 10, 24-hour 
urinary creatine I 920 µ.mol/24 h (normal <380). Othcr in­
vestigations including haemoglobin. full blood counl, 
serum transaminases. creatine phosphokinase and elec-

t\Otl Dennut<>�ener tS1octlwlm159 




