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SHORT REPORTS

Raised intracranial pressure due to
large intracranial xanthoma

Xanthomas are common in hyperlipoproteinaemia and reflect extra-
vascular deposition of cholesterol esters in foam cells and extracellular
deposition of crystalline cholesterol in sites such as skin, tendons, and
the arterial wall. We report the first case of a patient presenting with
raised intracranial pressure secondary to a large intracranial xanthoma.

Case report

A 31 year old man presented with a two month history of progressively
worsening tension headaches, nausea, and vomiting. Clinical examination
showed bilateral papilloedema, nystagmus on right lateral gaze, and right
sided deafness. Large tendon xanthomas were noted on both elbows, knees,
and Achilles tendons, and planar xanthomas, which had been present for
many years, were also found. Eruptive xanthomas were also noted on the
buttocks.
Computed tomography showed dilated ventricles with mild hydro-

cephalus and a large space occupying lesion in the right middle and posterior
fossae, which did not enhance with contrast. Right carotid and vertebral
angiography confirmed a large avascular mass predominantly in the posterior
fossa, with no evidence of a pathological circulation. In view of his rapidly
deteriorating condition combined supratentorial and infratentorial cranio-
tomy was performed at the National Hospital, Queen Square, and a large,
predominantly extradural mass removed. Postoperatively he recovered com-
pletely; subsequent computed tomography confirmed that the hydro-
cephalus had resolved and that the lesion had been completely removed.

PATHOLOGY REPORT

Microscopically, the histological appearance was uniform, with large num-
bers of cholesterol clefts surrounded by foreign body giant cells. Particularly
striking were the sheets of numerous foamy macrophages with small round
nuclei. The edge of the lesion was present in many blocks, but no keratin,
skin appendages, or epithelium were demonstrated in any of the sections.
The histological diagnosis was an intracranial xanthoma.

Subsequently, hypercholesterolaemia was found on routine testing, and
the patient was referred to the lipid clinic at this hospital for further assess-
ment.
On presentation no residual neurological abnormalities were demonstrable.

Repeated estimation of fasting lipid concentrations confirmed severe combined
hyperlipidaemia with mean pretreatment concentrations of cholesterol 18
mmol/l (696 mg/100 ml) and triglycerides 10-0 mmolJl (886 mg/100 ml).
Analysis of serum lipoproteins showed increased concentrations of both very
low density and low density lipoproteins.1 Gradient density ultracentrifuga-
tion did not show any intermediate density lipoproteins. Analysis of apo-
proteins showed normal proportions of apo C-II and apo C-III isoforms and
an apoprotein E phenotype of E,/E,.

Numerous cholesterol clefts with intervemng foam cells. Haematoxylin and
eosin X 100.

Family screening confirmed his mother to have severe combined hyper-
lipidaemia. His father had died aged 43 from chronic renal failure; his 30
year old sister was not affected. Of his two sons aged 3 and 4, one had a raised
serum cholesterol concentration (8-5 mmol/l (329 mg/100 ml)) and the other
a raised serum triglyceride concentration (3 5 mmol/l (310 mg/100 ml)).
Thus over the three generations the hyperlipidaemia was inherited in an
autosomal dominant fashion.

Response to treatment was dramatic, persistent normolipidaemia being
achieved by modifying the fat content of his diet and giving two sachets of
cholestyramine and bezafibrate 200 mg both thrice daily.

Comment

This appears to be a unique case. A case has been reported of
familial type IIa hyperlipoproteinaemia associated with a huge intra-
cranial xanthoma,i but it was not the presenting feature. Our patient
had severe combined familial hyperlipidaemia (World Health Organi-
sation type IIb).
The possibility that intracranial xanthoma may recur in uncon-

trolled hyperlipidaemia is as important prognostically as the consider-
ably increased risk of accelerated atherosclerosis; consequently,
treatment to reduce the lipidaemia may obviate the need for such ex-
treme measures as ileojejunal bypass surgery.
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We thank Professor L Symon for permission to study this patient at St
Bartholomew's Hospital.
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Plumber's knee: calcinosis cutis
after repeated minor trauma in a
plumber

Calcinosis cutis is not uncommon but little is known about its cause,
and, surprisingly, it has rarely been reported after trauma. We describe
here a case of calcinosis cutis apparently directly related to repeated
minor trauma.

Case report

A 54 year old plumber presented complaining of a swelling below his
right knee. This had been present for eight years and had grown larger over
the past 12 months. A similar swelling was present beneath the left knee.
When questioned directly he described his method of bending water pipes
by pulling them with both arms and using either knee as a fulcrum. Examina-
tion showed a firm cutaneous swelling 4 cm in diameter below the right knee.
Centrally it was fluctuant and had a small punctum. The lesion beneath the
left knee was similar but smaller and not fluctuant.

Surgical exploration of the right sided swelling showed a poorly delineated
lesion composed of firm white tissue containing chalky nodules (figure).
Histological examination showed an extensive area of calcinosis cutis. The
nodules of calcification were up to 4-5 mm in size, situated in the mid to deep
dermis, and surrounded by a giant cell reaction of foreign body type.
No pre-existing lesion could be identified. The superficial dermis was histo-
logically normal but the overlying epidermis was hyperkeratotic. Chemical
analysis of the dry tissue showed that it contained 16-2% calcium and 10-4%
orthophosphate; oxalate and carbonate were present in trace amounts.
Energy dispersive x ray microanalysis confirmed the location of elemental
calcium in the nodules and showed no evidence of other metallic elements in
the epidermis, dermis, or nodules.

Subsequent serological investigation showed normal values for sodium,
potassium, bicarbonate, urea, creatinine, calcium (2-5 mmol/l), phosphate
(1-01 mmol/l), alkaline and acid phosphatase, and albumin.

Comment

Four forms of calcinosis cutis are recognised: metastatic calcinosis,
subepidermal calcified nodule, dystrophic calcinosis, and idiopathic
calcinosis.' Metastatic calcinosis is secondary to hypercalcaemia or
hyperphosphataemia, neither of which was present in this patient.
Subepidermal calcified nodules usually develop in childhood and
classically calcification occurs in the subepidermal zone. This patient
acquired his lesions during his working life and the subepidermal
zone appeared to be free from calcification. The term dystrophic
calcinosis is usually reserved for calcinosis occurring in dermis which
has been damaged by connective tissue diseases such as dermatomyo-
sitis and scleroderma. Idiopathic calcinosis cutis, which includes the
familial tumoral calcinosis and idiopathic scrotal calcinosis, resembles
dystrophic calcinosis histologically but there is no identifiable
underlying disease. The lesion we describe should strictly be classified
as dystrophic calcinosis cutis because there was evidence of preceding
trauma.
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A cut surface of the lesion removed from the right knee showing the multiple
chalky nodules situated in the dermis (X 4.2).

To our knowledge calcinosis cutis has only once been reported after
repeated trauma. This was in low birth weight neonates in a high
dependency unit who had been subjected to multiple heel pricks.2
Calcification after repeated trauma does occur in sites other than the
skin: in seamstresses and weavers calcification may occur in the gluteal
soft tissues after ischiogluteal bursitis.'
As little as 10-19 g of an element can be identified with energy dis-

persive x ray microanalysis.4 Using this sensitive technique we were
unable to show any of the metals commonly used to make water pipes
-for example, copper. It is therefore unlikely that this patient's
calcinosis cutis developed secondary to the presence of metal which
had got into the dermis through an open wound. We conclude that
repeated minor trauma caused by bending water pipes resulted in a
form of dystrophic calcinosis cutis to the skin below the knees-
"plumber's knee."

We thank Mr B R Hopkinson for allowing us to report this case, Mr A
Bridge for analysing the tissue chemically, and Mr W Brackenbury for his
photographic help.
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Hidden dangers of sliced bread
Ingestion of foreign bodies rarely causes complications. We, however,
report two cases ofgastrointestinal complications due to the inadvertent
ingestion of a commonly used bread wrapper clip.

Case reports

Case 1-A 73 year old edentulous woman presented with a sudden onset
of abdominal pain and vomiting. For two months she had been suffering
from intermittent abdominal pain, and barium meal examination and oral
cholecystography had failed to identify the cause. Examination disclosed a
rigid abdomen and absent bowel sounds, and a radiograph showed free gas
under the left hemidiaphragm. At laparotomy a linear perforation was found
in the upper ileum. The affected bowel was resected and the patient made
an uneventful recovery. When the specimen was opened (figure) a bread
wrapper clip 2 x 2 cm was found to have gripped the intestinal wall, resulting
in pressure necrosis and perforation. The patient had no recollection of
swallowing the clip.

Case 2-A 52 year old edentulous diabetic woman receiving oral hypo-
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