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FIG 2-Case 2. Papillary dermal inifiltrate (a) before and (b) after PUVA.
(Haematoxylin and Eosin. x 580.)

markers, and the classification of individual mononuclear cells
within the pleomorphic infiltrate of mycosis fungoides may be
difficult.
Mycosis fungoides commonly runs an indolent course over

many years. Current treatments may achieve satisfactory long
term palliation, although none has been shown to prolong life.
Topical corticosteroids provide symptomatic relief for earlier
lesions. Topical nitrogen mustard applications are effective but
patients tend to develop contact dermatitis and attempts to
overcome this by inducing tolerance before such treatment have
not been entirely successful. 'Local x-ray therapy treats only the

site exposed, but whole-body electron beam therapy4 overcomes
that limitation. Nevertheless, relapse occurs after both treat-
ments, and dosage considerations preclude their regular use as
maintenance therapy. Systemic chemotherapy with one or more
cytotoxic drugs has been used, usually in more advanced disease,
with limited success.5
The rationale for the use of PUVA in, proliferative and

neoplastic disorders is based on the cytotoxic capability of
photoexcited psoralens binding with the pyrimidine bases of
nucleic acids to inhibit DNA synthesis.6 PUVA treatment has
been successfully used to treat psoriasis.7 We have confirmed
histologically that PUVA treatment can clear the epidermis of
mycosis fungoides cells. Reliable data on dermal penetration of
intact skin by ultraviolet A light are not available, but extra-
polation from available evidence8 suggests that PUVA might not
always be an effective means of treating mycosis fungoides when
there is a considerable reticular dermal component. Moreover,
hyperpigmentation inevitably accompanies PUVA treatment,
and darkly pigmented epidermis transmits ultraviolet A light
poorly.8 In this study the reticular dermal infiltrate was cleared
only when the overlying infiltrate was completely or sub-
stantially abolished. The most dense dermal nodules responded
least well, as shown in one patient (case 2) who also deve-
loped deep pigmentation. Whether advanced nodular lesions
could be expected to clear with long-term treatment seems
doubtful but is not answered by this study.
We conclude that PUVA treatment may have a use in the

management of mycosis fungoides, particularly in early and
pretumid disease and perhaps in more advanced, tumid cases in
association with electron beam therapy or radiotherapy. We are
currently conducting a more extensive study of the role of
PUVA in mycosis fungoides.
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SHORT REPORTS

Congenital hepatic fibrosis and
choledochus cyst

Kerr et all described 13 patients with congenital hepatic fibrosis, one
of whom had a choledochus cyst. We report another patient with a
choledochus cyst and associated congenital hepatic fibrosis, and
suggest that this is more than a chance association.

Case report

A 30-year-old housewife first became ill at the age of 4, when she developed
jaundice for six weeks. No definite diagnosis was made. At 7 years she was
found to have an enlarged liver, and the next year developed jaundice,

abdominal pain, and fever. She continued in ill health until the age of 10,
when she was readmitted for investigation. At laparotomy a choledochus
cyst was found, extending from the junction of the cystic duct with the
common bile duct to behind the first part of the duodenum. A choledocho-
cystoduodenostomy was performed. The histological appearances in a liver
biopsy specimen were those of congenital hepatic fibrosis. She remained well
afterwards until the age of 18, when she developed recurrent attacks of
epigastric pain, jaundice, and fever.

Further investigations were performed at the age of 22, when a barium
meal showed gas in the biliary tree, with reflux of barium into the cyst from
its junction with the duodenum. A diagnosis of recurrent attacks of ascending
cholangitis was made. Antibiotic treatment caused temporary improvement,
but the attacks of pain increased in frequency, until by the age of 29 they
were occurring every three months.

She was then readmitted for further investigation. A barium meal again
showed reflux into the choledochal cyst, with considerable narrowing of the
anastomosis with the duodenum. Oesophageal varices were also seen. Liver
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function tests were abnormal (bilirubin 17 IUJ, alkaline phosphatase 66
IU/l, aspartate transaminase 81 IU/1, gammaglutamyltranspeptidase 124
IU/1). The result of an intravenous pyelogram was normal. At operation the
choledochus cyst was considerably shrunken, and was seen to have a definitely
thickened wall. The gall bladder was not found and was therefore presumed
to have been removed at the first laparotomy. The liver felt firm but was not
obviously enlarged. There was considerable splenomegaly. A choledocho-
cystojejunostomy with Roux-en-Y anastomosis was performed. Histological
examination of an operative liver biopsy specimen showed the typical
changes of congenital hepatic fibrosis, with an essentially normal liver
parenchyma divided by broad bands of fibrous tissue containing strikingly
dilated abnormal bile ducts. The postoperative course was satisfactory once
post-transfusion hepatitis (HBsAg negative) had resolved.

Comment

Previous case reports of choledochus cysts have sometimes included
reference to portal fibrosis and proliferation of the intrahepatic bile
ductules,' occasionally in association with dilatation of intrahepatic
ducts.3 The hepatic fibrosis has been attributed to obstructive biliary
fibrosis, but we believe that some of these cases are, in fact, examples
of classical congenital hepatic fibrosis. Since abnormalities of the
intrahepatic biliary tree are well known in congenital hepatic fibrosis4
it might be expected that abnormalities of the extrahepatic biliary tree
might also be found. We suggest that the occurrence of congenital
hepatic fibrosis and a choledochal cyst is more than a chance relation-
ship and that a choledochus cyst should be regarded as one of the
congenital abnormalities associated with congenital hepatic fibrosis.
Our patient developed recurrent ascending cholangitis after an

initially successful choledochocystoduodenostomy. This problem is
well recognised and the long-term morbidity of this type of anastomosis
may be as high as 65 ?, 5 Trout and Longmire suggested that a Roux-
en-Y choledochocystojejunostomy with concomitant cholecystectomy
was the treatment of choice.

Reprint requests should be addressed to P M Smith.
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Opsoclonus in salmonella infection

Opsoclonus is a peculiar abnormal eye movement in many directions,
distinguishable from nystagmus in being chaotic or non-rhythmic and
tending to be more obvious during attempted fixation or refixation.
Moreover, patients with opsoclonus are usually unaware of eye or
environmental motion, because all movements are saccadic fast phase
movements.' The sign was first described in patients with viral en-
cephalitis by Orzechowski in 19132 and has also been known to occur
in patients with polymyoclonia and neuroblastoma. We recently
observed such a sign in a patient with salmonella infection.

Case history

A 21-year-old woman was admitted to Ramathibodi Hospital with high
fever and abdominal pain. Her body temperature was 40°C, pulse rate 128
per minute, and blood pressure 100/70 mm Hg. There was slight tenderness
in the right hypochondrium. She was drowsy and had generalised hypore-
flexia. Relevant laboratory data showed normal haemoglobin and total and
differential white cell count; SGOT, SGPT of 136 and 90 sigma units, re-
spectively; blood culture grew Salmonella group A and Widal 0 agglu-
tinin titre for S paratyphi A was greater than 1:320. The results of rectal
swib cultures were negative. The patient was treated with 500 mg of
chloramphenicol six-hourly on the eighth day after admission. Though her

body temperature dropped to below 38 C, she became more stuporous and
confused. On the eighteenth dav after admission we observed periodic.
spontaneous, rapid, and irregular oscillations of both eyes in horizontal
direction occurring several times per minute. Neurological examination
showed no evidence of myoclonus or cerebellar signs. The results of cere-
brospinal fluid examination and viral studies were normal. Electroence-
phalogram showed moderately diffuse slow wave abnormality. Opsoclonus
lasted for four days, and then her general and mental condition steadily
improved and fever subsided fivc days later. She was discharged after being
in hospital for five weeks.

Comment

Neuropsychiatric manifestations of typhoid fever are well recog-
nised. Though encountered encephalitic symptoms are protean,
opsoclonus has not been reported. Besides, neurological complications
have been reported in patients with Salmonella typhi infection.
Opinion differs as to the site of lesion causing opsoclonus. Though
cerebellar involvement in association with opsoclonus may be im-
portant,4 cases are on record with no evidence of cerebellar findings
Indeed, Orzechowski himself,2 as well as other subsequent observers.
suggested a mesencephalic lesion as the origin. Recently, isolated
opsoclonus has been reported occurring in a patient with occult
systemic malignancy.5 Our patient with paratyphoid infection pre-
sumably had transient inflammation of her brain stem or cerebellum
which was responsible for the unique ocular movement similar to that
occasiorally seen in viral encephalitis.

Gay, A J, et al, Eye Movement Disorders, chap 4, p 79. St Louis, Mosbv.
1974.
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Rheumatoid factor in a patient with
Reiter's disease and aortic
incompetence

Aortic valve disease is a well-recognised complication of Reiter's
disease.' 3 We report a case in which the development of aortic in-
competence was accompanied by a positive slide latex test to a high
titre.

Case report

A 30-year-old man was admitted in November 1973 from the outpatient
department. In December 1965 he had had an episode of urethritis, followed
by conjunctivitis and arthritis of the left knee and ankle. The ESR (Wester-
gren) was 82 mm in 1 hour, while the results of the antinuclear factor and
latex tests were negative. Reiter's disease was diagnosed and in the next eight
years he had recurrent episodes of conjunctivitis, anterior uveitis, ure-
thritis, and'arthritis. At no time was any cardiovascular abnormality noted,
and his latex test remained negative. When he attended the outpatient de-
partment in 1973 he gave a six-week history of tightness across the chest.
exertional dyspnoea, and a cough productive of green sputum. The symp-
toms had followed an influenza-like illness which had persisted for four
months. He had passed a small clot of blood per urethram on one occasion
only. There were no joint or eye symptoms. He was febrile (99 2°F; 37 30C)
and had a collapsing pulse with a blood pressure of 130/60 mm Hg. There was
a harsh, mid-systolic murmur at the apex of the heart and a loud, blowing,
decrescendo murmur at the left sternal edge. No other abnormality was
noted. The results of relevant investigations were as follows. ESR: 14 mm;
slide latex titre 1:1280, rising to 1:2560 10 days later; WR, Kahn, GCFT
VDRL, LE cells, ANF, plasma proteins, liver function tests, immuno-
globulins, and fibrin degradation products (FDP) were all negative or
normal. Repeated blood cultures were sterile and antibody titres for the
following were within normal limits: Coxiella, Mycoplasma pneumoniae and

 on 24 M
ay 2023 by guest. P

rotected by copyright.
http://w

w
w

.bm
j.com

/
B

r M
ed J: first published as 10.1136/bm

j.2.6097.1259 on 12 N
ovem

ber 1977. D
ow

nloaded from
 

http://www.bmj.com/

