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CASE REPORT

Severe acute pancreatitis associated with peliosis hepatis in a patient with

systemic lupus erythematosus
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Summary

Acute pancreatitis is an unusual complication of systemic lupus ery-
thematosus but can also stem from immunosuppressive therapy.
Although abnormal liver tests are commonly seen in SLE, peliosis
hepatis is very rarely described. We report here the first case of SLE
associating a severe acute pancreatitis with peliosis hepatis who
responded well to the immunosuppressive therapy. As suggested by the
favourable outcome in this case, the presence of peliosis hepatis in
SLE cannot not be held as a strong argument against an aggressive
immunosuppressive therapy. (Acta gastroenterol. belg., 2001, 64, 298-
300).
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Introduction

In patients with systemic lupus erythematosus (SLE),
liver function tests are often abnormal (1,2). However in
most cases, liver morphology, assessed by radiological
means, appears normal or shows only minor abnormali-
ties such as an enlargement (1). Peliosis hepatis, rarely
described in SLE, is characterized by blood-filled cavi-
ties in the hepatic parenchyma and has been associated
with various conditions including infectious diseases,
immunosuppressive drugs toxicity, hematologic or mul-
tisystem diseases (3). The precise pathogenesis is
unknown (4) although cases of Bartonella infections
presenting with bacillary angiomatosis peliosis have
been recently reported in immunocompromised
patientsS. Acute pancreatitis is also a rare complication
of SLE.

We report here a very rare case of severe acute pan-
creatitis associated with marked peliosis hepatis in a
patient with SLE who responded well to the immuno-
suppressive therapy.

Case report

A 56-year-old man never drinking alcohol presented
with severe epigastric pain, nausea, vomiting, episodic
painful testis and symetrical polyarthralgia affecting
small joints of the hands and the feet. Past medical his-
tory of this patient was characterized by laparoscopic
cholecystectomy for symptomatic gallbladder stones in
1994 and duodenal ulcer in 1993. Previous medication
consisted in omeprazole and lorazepam only.
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Physical examination was characterized by fever at
38°C, poor general condition with cachexy, distended
abdomen, diffusely painful on palpation. Joints of the
hands and feet were swollen and tender without defor-
mation. Laboratory tests at admission showed major
inflammatory syndrome (ESR: 66 mm/h; CRP
10 mg/dl), leucopenia and absolute lymphopenia
(870 cells/mm?). increased pancreatic enzymes (amylase
484 U/L- normal range < 82 U/L and lipase 315 U/L-
normal range < 60 U/L), positive speckled antinuclear
antibody (1/2500) with positive anti-SSA antibodies and
a decrease in serum complement (C3 and C4). Anti-dou-
ble-strain DNA, anticardiolipin IgM and IgG antibodies,
lupus anticoagulant, ANCA, anti-smooth muscle and
anti LKM antibodies were all negative. Serological tests
for Epstein Barr virus, Cytomegalovirus, Human
Immunodeficiency virus, Hepatitis B and Hepatitis C
virus, syphilis and Bartonella henselae were also nega-
tive. No hyperlipidacmia.was present.

Abdominal ultrasonography showed a fluid collec-
tion in the pelvis without gall-stones and biliary dilata-
tion tracts. ERCP was normal excluding biliary
microlithiasis . Since urine examination revealed persi-
tant microscopic hematuria, with mild proteinuria at
200 mg/day and cellular casts in the absence of infec-
tion, a renal biopsy was performed. It showed focal
glomerulonephritis with fibrocellular crescent. Immuno-
fluorescence analysis showed capillary glomerular
deposits of IgM, C3, IgA and less marked deposit of IgG
and C1, compatible with the diagnosis of SLE. He thus
fulfilled at least four criteria ( polyarthritis, lymphope-
nia, urinary cell casts and nuclear antibody) necessary
for the diagnosis of SLE (6). He was then given methyl-
prednisolone (64 mg per day initially) which was
tapered slowly with an excellent clinical and biological
response. Eight months later, the patient stopped sponta-
neously his treatment and after 3 more months, he had to
be readmitted for abdominal pain. Serum pancreatic
tests (amylase 612 U/L, lipase 439U/L) and liver func-
tion tests (Alkaline Phosphatase: 700 U/L -normal
< 240 U/L ; -Gamma GT 359 U/L -normal < 42 U/L)
were again raised. Abdominal CT scanner showed intra-
peritoneal fluid collection, perisigmoid inflammation,
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Fig. 1. — Contrast enhanced computed tomography (CT)
showing pancreatic pseudocyst and normal liver morphology
in a patient with SLE before treatment.

thickening of mesenteric and small bowel fat and two
large pancreatic pseudocysts (fig. 1). No gross morpho-
logical abnormalities could be seen in the liver. Because
of unexplained bloody diarrhea, a colonoscopy was
performed and revealed ulcerated and pseudopolypoid
rectal lesions.

Biopsies showed non specific lesions of chronic
inflammation compatible with ischemic etiology . Since
there was no explanation for the abnormal liver function
tests, a transcutaneous liver biopsy was performed and
showed marked lesions of peliosis (fig. 2) within a nor-
mal parenchyma: The patient was treated with corticos-
teroids (1 g methylprednisolone during 3 days iv and
then 64 mg (o.d) orally) along with azathioprine (50 mg
b.d.). One week after start of treatment, a CTangio-
graphy did not show abdominal vessels abnormalities.
Within 6 months, striking improvement could be
observed both clinically and biologically with normal-
ization of the liver and pancreatic function tests. One
and half year later, CT scanner confirmed the disappear-
ance of pancreatic pseudocysts. A new liver biopsy was
performed by transvenous route to assess the effect of
the treatment which could have potentially worsened the
peliosis, still showed peliosis hepatis but at a much less-
er extent than previously seen.

Discussion

We report here the first case of a patient with SLE
presenting with an acute and severe pancreatitis associ-
ated with peliosis hepatis who responded well on clini-
cal, radiological and biological grounds to immuno-
suppressive therapy. In SLE, symptoms related to the
gastrointestinal system (e.g. nausea and vomiting) are
found quite frequently (7). However acute pancreatitis is
a rare complication of SLE ; it is thought to be related to
inflammatory phenomenon in pancreatic arteries (8) and
can be controlled with steroids (2,9). Although abnormal

Fig. 2. — Percutaneous liver biopsy showing peliosis hepatis
characterized by blood-filled cavities in the hepatic parenchy-
ma.

liver function tests are encountered commonly in SLE,
peliosis hepatis is very rarely reported. To our knowl-
edge, only two other papers have previously reported
hepatic lesions of peliosis associated with SLE (1,10).
However, a pathological study reveals hepatic lesions of
peliosis in 6/1468 patients with SLE suggesting that
peliosis hepatis in SLE is not uncommon (1). Peliosis
hepatis has been associated with various conditions in
particular infectious diseases, immunosuppressive states
and drug toxicity, mainly with the use of azathio-
prine (11) or steroids (12). Cases of peliosis hepatis in
renal transplant recipients have also been described (4).
In patients infected with the human immunodeficiency
virus, bacillary peliosis and angiomatosis have been
associated with Bartonella henselae and B. quintana (5).
Exact etiology of such lesions remains unknown but out-
flow obstruction at the junction of sinusoids and cen-
trilobular veins with a subsequent damage to the sinu-
soidal barriers can explain the appeareance of peliosis
hepatis (11). In our patient, pancreatic, intestinal and
liver involvement suggests a disseminated vasculitis
with immune complex deposits in the wall of these
organs. Although corticosteroids (12) and azathio-
prine (11) have been involved in the development of
acute pancreatitis and peliosis hepatis, the excellent out-
come in our patient strongly suggests that SLE itself,
through a disseminated phenomenon of vasculitis was
responsible of the pancreatitis and the peliosis hepatis
rather than the treatment.

Thus peliosis hepatis should perhaps be sought more
often in patient with SLE with digestive involvement
since these lesions, if undiagnosed and left untreated,
could eventually lead to portal hypertension. Moreover,
as suggested by the present case, the presence of pelio-
sis hepatis in SLE cannot be regarded as a contra-indi-
cation for aggressive immunosuppressive therapy.
Rather, if confirmed by furhter studies, an indication for

oIt

Acta Gastro-Enterologica Belgica, Vol. LXIV, July-September 2001



300

References

—_

e

ha

1%

=

. VOICHET 0., DEGOTT C,

. MATSUMOTO T., YOSHMINE T., SHIMOUCHI K., SHIOTU H,,

KUWABARA N., FUKUDA Y., HOSHI T. The Liver in Systemic Lupus
Erythematosus : Pathologic Analysis of 52 cases and review of Japanese
Autopsy Registry Data. Human Pathol., 1992, 23 : 1151-1158.

MEKORI Y.A., YARETZKY A., SCHNEIDER M., KLAYMAN A.
Pancreatitis in systemic lupus erythematosus. Report and review of the
litterature. Postgrad. Med. J., 1980, 56 : 145-147.

SCOAZECJY., FELDMANN G,
BENHAMOU J.P. Peliosis hepatis, nodular regenerative hyperplasia of the
liver, and light-chain deposition in a patient with Waldenstom’s macro-
globulinemia. Gastroenterology, 1988, 95 : 482-486.

CAVALCANTI R, POL S., CARNOT E, CAMPOS H., DEGOTT C,,
DRISS F., LEGENDRE C., KREIS H. Impact and evolution of peliosis
hepatis in renal transplants recipients. Transplantation, 1994, 58 : 315-316.

. KOEHLER JA., SANCHEZ M.A., GARRIDO C.S., WHITFELD M.J,

CHEN FM. BERGER T.G., RODRIGUEZ-BARRADAS M.C.,
LEBOIT PE., TAPPERO J.W. Molecular epidemiology of Bartonella infec-
tions in patients with bacillary angiomatosis-peliosis. N Engl J Med., 1997,
337 :1876-1883.

TAN E.M., COHEN A.S., FRIES 1.F, MASI AT., MC SHANE D.J., ROTH-
FIELD N.E, SCHALLER J.G.., TALAL N., WINCHESTER R.J. The, 1982

Acta Gastro-Enterologica Belgica, Vol. LXIV, July-September 2001

~1

=]

11.

12.

Ph. Langlet et al.

revised criteria for the classification of systemic lupus erythematosus.
Arthritis Rheum, 1982, 25 : 1271-1277.

. DUBOIS E.L., TUFFANELLI D.L. Clinical manifestations of SLE. JAMA.

1964, 190 : 104-111.

. SERRANO LOPEZ M.C.,, YEBRA BANGO M., LOPEZ BONET E.,

SANCHEZ VEGAZO 1, ALBARRAN HERNANDEZ F., MANZANO
ESPINOSA L., DURANTEZ MARTINEZ A. Acute pancreatitis and
systemic lupus erythematosus : Necropsy of a case and review of the pan-
creatic vascular lesions. Am J Gastroenterol, 1991, 86 : 764-767.

. THI HUONG DU L., PAPO T,, LARAKI R., WECHSLER B., BLETRY O,

CHAPELON C., CABANE J., GODEAU P. Pancréatite au cours du lupus
érythémateux disséminé. Revue de la littérature 4 propos de cing observa-
tions. Rev Méd Int, 1994, 15 : 89-94.

. OKANO J., HASHINI V., SHIOTA G., MURAWAKI Y., HORIE Y,

SUQU T., KAWASAKI. Peliosis hepatis associated with macrothrombo-
cytosis arising in a patient with clinical features of systemic lupus ery-
thematosus. Nippon-Shokalibyio-Gokhai-Zosshi., 1995, 92 : 180-183.
KATZKA D.A., SAUL S.H., JORKASKY D., SIGAL H., REYNOLDS J.C,,
SOLOWAY R.D. Azathioprine and hepatic veno-occlusive disease in renal
transplants patients. Gastroenterology, 1986, 90 : 446-449,

ANTHONY PP. Tumours and tumour-like lesions of the liver and biliary
tract In: MAC SWEEN R.N.M., ANTHOY PP, SCHEUER PJ. (eds.).
Pathology of the Liver. Edinburgh, UK, Churchill Livingstone, 1987, 424-
453,



