’&7

THE LANCET, JULY 26, 1975

l

e

'UESTIONS
istion has setted
e uproar, we are
wterpretation with
years have been
sons in custodial
's rather illiberal
nterbalanced by
« pelieved-to-be
ave been brought
f of various types
n some improve-
here are still an

t a State may not
care any mentally
vho can function
was brought on
ho in 1957 was
sst, as a paranoid
that he had no
|. After years of
:ompensation for

success and the
have frightened
1s to make it clear
pitous wholesale
morrow, and that
such discharges.
; exactly what is
¢ asking what is
: can be done in
under the threat
ientally ill patient
yutside is held in
tally ill patient is
s outraged public
n-dangerous are

3.
n of whether a
be involuntarily
is offered. That
:quate treatment,
;ponsive patient.
s>se who have to
iave a legal right
‘ight to release—
ing against their
1n be argued that
, and indeed the
that good health
illnesses, mental
ich * treatment
vasteful. Has a
‘ adequate treat-
With increasing
the mentally ill
e an increase in
public emotions
Some people see
»mocracy and of
: clumsy fashion,
islative bodies to
s'rvants carry out
icans for them to
nctions that the

Letters to the Editor

LIVER TRANSPLANTATION FOR WILSON’S
DISEASE

SIR,—We have reported before on the early coursc
two patients after liver transplantation for Wilsc
indicatdon for operation in the first
This boy, who is now aged

disease..? The

recipient was liver failure.
17 years, will be six years pos
He is the longest survivor in
With the provision of a new liver,
ated, mainly by a prolonged
the potential usefulness of the
the context of Wilson’s disease
d by certain atypical features

Although the copper concen

ment.

process was demonstr
However,
metabolic observations in
and its treatment was reduce

cupriuresis.

of the case.

native liver was very high,
concentration was low normal

evidence of Kayser-Fleischer rings.
The second patient is now four years twWo moa‘ .3
post-transplantation.

He was first diagnosed as
11 years. By the age of 14 years, he had

t-transplantation on July 15.
the world after liver replace-
a decoppering

tration in the
the serum czruloplasn:in
and the corneas had »

having Wilson's disease at the age of
progressively deteriorating

BIOCHEMICAL FINDINGS BEFORE AND AFTER TRANSPLANTATION

Relation to operstion

— Normal
values 3mo. | 17 mo. | 42 mo.
Preop. postop. | postop. | postcp.
Liver-copper -
(ug./s-) <20 184 — 45 2"
Serum-copper
(12.8./100 ml.) 70-118 224-35 149 74 73
Csruloplasmin
(mg./100 ml.) R 2249 1-0-1-7 74 48 32
Urine copper
(ug./24 hr.) .. <30 540 119 80 87
s.g.0.1. (1.U./L) 3-27 23 70 25 15
Serum-bilirubin
(mg./100 ml.) <10 29 o4 0-64 oS

neurological impairment than
crippling dystonia, dysarthm?
prominent Kayser-Fleischer rings.

p-penicillamine and triethyltetramine A
1971, orthotopic hepatic transp
immunosuppression
rine was later substituted),
erologous antilympho-
ction is normal (se¢

On March 23,
carried out.

cyte globulin.

Postoperatively, in
cyclophosphamide (for which azathiop
prednisone, and a three-month course of bet
Presently, his liver fun

accompanying table).

As previously reported,! his
had a markedly increased copper cont
of the homograft at
transplant showed tis
wer weight, respectiv
months, the tissue-copp
above normal (see table).

only slightly

hepatic and neurological function.

twelve, thirteen, an
sue-copper levels of 48,
ely. In the most recent
er level was 27 ug. pﬂl

Although he had asci}cs,
transplantation was recommended more because of the sericus
o because of liver failure. He ! d
and choreoathetosis. There - ¢
. Liver-function tests inclu d

biopsies appeared normal histologically.

dihydrochloride.
laptation was
included

liver removed at transplantation
ent (see table). Biopsies
d seventeen months axter
30, and 45 ug. per &
biopsy at forty- VO
g. wet weigh —

the homog aft
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Urix?xry copper excretion was 540 ug. per 24 hours before
X on. In the a{ly postoperative period this patient had
,;;;nrkedly increased urinary excretion of copper, but after five
; ?onth& a decrcase toward normal was noted. At the present
{%mme, the urinary copper excretion is 87 ug. per ich i
il slightly elevated. v day, which s
.Iniu'al.ly, czmlopl.ampin was virtually absent in the serum of
this patient, but. within three months after transplantation it
dramatically mq now remains normal (see table). The
serum-copper  concentration, which was low preoperatively,
=3 increased early postoperatively, then fell to normal.
S Postoperatively, the patient’s neurological dysfunction has
; y 1mpr0\_red md.now he has no neurological impairment.
#1ne Kayser-Fleischer rings have completely disappeared over a
 perioC of two and a half years as determined by several slit-lamp
rons.
The coxppletc _cgrrection, in our second patient, of all
classtn.:al dmxca.l manifestations and biochemical
ties of Wilson’s disease has not been reported
other forms of thfnpy.’ These observations lend
ort to the.comenuon that this genetc disorder is
er-based. .W!t!l t.he provision of a normal liver, excess
-copper is eliminated over a period of years.
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! m.lphong-rsimnt leprosy bacilli may be shown to be
pearing with dnturbmg frequency wherever the in-
Mstigation of clinical relapse can be supplemented by
3 t’oo‘tpnd. inl!nglmatrixdm Several instances are known
J¥thave arisen in s in addition to the
¢ Adams and Waters.* one reported
h _ﬁmncial and other constraints which, in most
tries, .have hitherto made monotherapy in leprosy
nost obligatory, must now be reviewed in the light of the
s repo.rted. For patients with lepromatous leprosy,
ent with more than one leprostatic drug should
eforth be the ideal to strive for, if not actually
datory.
hile Dr Pearson and his colleagues state that *‘ the
dpration of treatment before relapse is very striking ”*,
cite one patient who relapsed after only 5 years of
ttent treatment, it should be known that, in a
An patient, relapse due to dapsone-resistant organisms
Curred a.fter 52 months of regular treatment at a dose of
mg. twice weekly.*

] or_mnately, no case of relapse due 10 sulphone-resistant
ms has so far failed to respond to clofazimine.*
rprosy Study Centre,

57A Wimpole Street,

London WIM 7DF. S. G. BROWNE.

Bearn, A. G. in The Metabolic Basis of Inherited Disease (edited by

J. B. Stnbury, J. B. Wyngaarden, and D. J. Fredrickson);
1033, New York, 1972. »and D. J. Fe i P

Adams, A. H. D., Waters, M. F. R. Br. med. J. 1966, ii, 892
S. G. Int. J. Leprosy, 1969, 37, 296.
S. G. Trans. St. John's Hosp. derm. Soc. 1973, 59, 225.
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