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sclerr“erma and portal hypertension

JOHN §. MORRIS'®, THEIN HTUT?, AnD A, E. READ?
From the Department of Medicine, University of Brisiol, Bristol Royal infirmary

Relatioaships between scleroderma and the gastro-
Intestinal tract are well documented but involvement
of the liver in this d is less well recognized. The
present communication describes four patients with
sclecoderma, cach of whom had coincident liver
discase.

Case reports

Case 1, & $S3-year-old woman was diagnosed as having
hypencmmn in 1963, The blood pressurc was controlled
with a diuretic. Later that year she developed Raynaud’s
phenomenon in both hands and dysphagia becamw
prornmcnt symptom.

In 1968 she was admitted t0 hosplul with a haema-
temesis and after inary investigations
was transferred to the Bristol Roytl Infirmary.

Examination
There was and were

< d

Case 2, 49-year-old woman, came to the ouipatient de-
partment in Seplcmbu 1969. One month previously she
had taken aspicin RM‘ a headache afier which she had had
melaena. She bad no b is. In the previous month
she had gained one stone in weight, and hcr abdosnen had
become distended

After a p J by 20 yeurs
carlicr, the | patient had been hypertensive and was (reated
with a-methyl dopu. She had suffered from migraine for
many years and had noticed that her fingers became numb
and changed colour in cold weather and on immersion in
cold water,

Examination

She was clinically anacmic. The blood pressure was
150/90 mm. Hg. The skin over the middie phalanges was
shiny and tight. The fingers were cold. Apart from ascites
there was no extrahepatic evidence of liver discase.
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particularly evideat on the lips. C.lciﬁc nodules were
prominent over the fingers and extended into the forearms.
There were numerous spider naevi. There was no jaundice
and no hepatic foetor. The spicen was paipable 4 cm.
below the left costal margin and the liver edge extended
te § cm. below the right costal margin. The blood pressure
was §40/90 mm, Hp.
Investigations
Haemoglobin 13-3 g. per ceat.; sesum bilirubin 112 mg
per cent.; serum proteins 8-1 g, per cent.; scrum albumin
44 g /wo al.; serum alkaline photphnuc 69 K.A, units
(aorowal < 13 unhs). SGOT 1251, U (normal 5-46 unils).
th mull-
positive 1/20; mitoch "'. :L dics—negative.
Abm":‘ plcn h sh;ed(he ta) and
varices and 3 oportography sho portal an:
splenic veins to be patent. A skin biopsy showed changes
of scleroderma.
Treatment and progress
At operation an end-to-side porto-caval anastomosis was
performed. The gall bladder and catrahepatic biliary tracts
were normal. The liver uchnecture was normal. Therc
of |

74 g. per cent; serum bilirubin 1-2 mg. per
cem ; scrum proteins 58 g. 1100 ml; serum albumin 3§
§./100 ml.; LE<cell p ; serum alkali

phosphalm 24 K A " units; RA hux-ﬁxahon test~—

muscle gative; mito-

chondrial fwc(or—-mnuve mlmuclenr flclor——pouuvc
(12 dil); b 21 per cent at
45 min. -
A barium i i led h [

varices;  splenoporiography showed the ponal and
splenic veins to be patent; hepatic wedge pressure 16 mm,
Hg; splenic pressure 31 mm.; I'? rose Bengal scan
within normal limits.

Liver biopsy (operative) reveuled that the fiver archi-
teclure was grossly dls\urbed Thc patiern was nodular,
the fules being in fibres and
collagen. The portal areas were infilirated by lymphoid
cells. Twincell platu were ndenuﬁed insome of the nodules.
Skin biopsy ical fi typical of
sclkeroderma.

Treatment and progress
Alter a penod oI' rest in bed and diuretic therapy the

was some yies a

cells near bile ducts. These xmnulomu probably repre-

sented extravasated bile. .
The postoperative course was ful and the patient

is alive and well 12 months later. .
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ascites gradi d. Anacmia was corrected by
2 blood transfusion. The postal hypertension was relived
operatively by an end-to-side porto-caval anastomosis.
Since operation the palient has remained well and has
needed no hypotensive therapy.

o Flec Hosrmd Ur-y 's Inn Road, London, WCIX BLF.
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Case d, 2 ﬁ-ynx-okl woman, was admitted (o the Bristol
Royal lnhrmary 0 1966. She had becn in anml\e: hospnlal
ofa to b

Termination
In March, 1971, the patient dicd, At post mortem the

is due
varices. In1955 she had developed Raynaud's 3p

liver appeared cirthotic. Histologically there was a

for which she hud becn lrcuwd ummfully, by blluu:ml
cervical symp . In 1965,

over the face, and ther with
nodules and tight skin over the fingers suggested a diag-
uosis of scleroderma which was coafirmed by skin biopsy.

Examination

In the Bristol Royal Infirmary in 1966 clinical examination
conﬁnned the dlaunom of advanced sclc:odama
Abd led marked abdomi
distension with ascites.

P
teitied snh

Investigations
Haemoglobin 12 g, per cent.; plasma proteing 7. 8 §. per

well ked lymphocytic infiltration of the portal tracts,
with “agyremive™ fibrosis,

Discussion

Liver disorder was a prominent feature in four
patients with scleroderma. Whilst involvement of
the gastrointestinal tract in scleroderma is

mogmud hepnnc mvolvemem is less common nnd
is seld of the condition, A
recent Amencnn post martem study of 58 patients
with scleroderma revealed cirthosis in five of 57 of
the patients in whom liver tissue was available for

cent, ; serum albumin 3 g, paum serum alkaline phos-
phnlm 29 K.A, units,
Liver biopsy { iv d acti ic hepatitis,
A barium 1k i howed cvid of

oesophageal varices.

Treatment amd progress
Portocaval anasiomosis was not perfornwed. The oeso-

phageal varices were ligated through a transthoracic
approach,

Termination

For 3 years after the operation the paticnt was well, but
in 1969 she died in hepatic failure,

Case 4, 8 65-year-oMd woman, ﬁrst became ill in 1953,
when she p d with bi pped wrist and
dropped foot, There were few sensory signs. At the start
of the ilincss a diagnosis of & lcad neuropathy was made
and she was treated with chelating agents, ‘The neuro-

ion, which was less than the eleven cases of,
tiver disorder found in & carefully matched control
group (D’Angelo, Fricls, Masi, and Shulman,
1969). Bartholomew, Cain, Winkelmann, and
Baggenstoss, (1964) were able to find only eight
instunces of liver in mené (n 727 putd with
scleroderma, whilst another large series of 150 cases
does not mention liver disease but comments on
arterial lesions which were found in the gall bladder
(Leinwand, Duryee, and Richter, 1954). In Greal
Britain the situation appears to be different, for
four patients with scleroderma and liver disorder
have been seen in Bristol in the period 1965-1969
in a hospital in which an average of fifty new cases of
cirrhosis are seen cach year.
Current opinion suggests that scleroderma is an
autoimmune disorder and as such occasionally
oceurs with other autoimmune diseases such as

1

logical symptoms and signs persisied and by more
severe, so that she was considenbly disabled. The
clinical picture became that of motor neurone disease.

For most of her life the patient had complained of
symptoms of Raynaud's phenomenon. Recently she had
complained of dysphagia,

Examination

¥ vid arthritis and systemic lupus erythemato-
sus (Rodnan, 1966). Although overt liver disorder
is rare in autoimmune conditions, the detection of
antibody markers has shown that sub-clinical live
involvement may occur (Whaley, Goudie, William-
son, Nuki, Dick, and Buchanan, 1970; Walker,
Doniach, and Doniach, 1970). Such mhuomhlpu

hen the ibility of a

bl ?g:n":'eloh::v: sover hacmaiemesis. In ho"f"'lw'l"': scloroderma and liver discuse and suggest that the
typical changes of sckroderma in the terminal phal may be
Neurological examination confirmed the bilateral wrist In the p pati liver invol
and foot drop. Abdominal examination revealed masked ~ reflected by gas! inal haemorrhage, mdw-tma
hepatosplenomegaly. in each case, portal hypertension. Calvert, Barling,

Sopher, and Feiwal (1958) described two pcmnu
Investigations

Hb 119 g. per cent.; liver function test; bilicubin 0.7 mg.
per cent.; albumin 3 43 percent,; ;iobuhn 5.4 g. per cent,
(elaclmphoreuc smp——msed 4 globnhn), mitochondrial

h muscle—
negative; uminuclcar I‘actot-—pounve (1180)
A barium P | varices,
Treatment and progress

The patiead undcrwcul uewplmueul Innmlluu 8o had
no further cpizade of

with hepatic cirrhosis and portal hypertension in
whom alimentary hacmorrhage was an important
feature. Gastrointestinal hacmorrhageinscleroderma,
however, may be associated with other manifestations
of the di One paticnt has been described in
whom haemalemesis and melacna were ssociated
with bleeding telangiectases of the stomach (Koloday
and Baker, 1968) und yet another patient had
ocsoplugeut hwemorrhuge arising from ulcerutive
ocsophagitis (Berliner and Burson, 1966).
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