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Abstract Case Report |

Introduction: Sarcoidosis is a systemic disease of unknown etiology that affects many organs, including the liver. It is
usually asymptomatic and manifests as nonspecific biological disturbances. It is characterized by the presence of
granulomatous, non-caseating lesions in the affected organs. Although it is most often revealed by mediastinal-
thoracic involvement, such as pulmonary infiltrates or mediastinal adenopathies, or by skin and eye involvement, liver
involvement is an infrequent site. Objectif: To report the case of a young man, presenting with high blood pressure
figures, who consulted for etiological assessment of arterial hypertension which was at the origin of a rare form of
sarcoidosis. Case report: The patient was 49 years old and had recently discovered hypertension as a cardiovascular
risk factor, with no particular pathological history. On admission, the patient reported a 16 kg weight loss with
anorexia. Biologically, hepatic cytolysis was noted with the presence of cholestasis with GGT and PAL at twice the
normal level. The bilirubin level was normal. The rest of the workup, hydrolytic, protein, renal blood and urine, as
well as the hemogram were without abnormality. The etiological workup of this cytolysis was negative for viral
serology, and the immunological workup for chronic liver disease was negative. While the dosage of angiotensin
converting enzyme was high at 93.8 units per liter. On the imaging plan, the abdominal ultrasound was normal, a
complement by abdominal scanner found a slightly heterogeneous aspect of the right liver with a coelio-mesenteric
ganglion of 27x13 mm, the abdominal MRI made objectified. In view of this, we indicated that a liver biopsy should
be performed for etiological purposes and to evaluate the fibrosis. The anatomopathological examination was in favor
of a gigantocellular epithelioid granuloma without caseous necrosis evoking sarcoidosis. Discussion and conclusion:
Liver involvement in sarcoidosis is histologically frequent; however, it is usually clinically latent and biological
disturbances are present in only 20% of cases. It should be investigated as a matter of principle in all cases of systemic
sarcoidosis by clinical examination, routine liver function tests and imaging. Liver biopsy, which is not without
complications, should only be performed in the presence of liver biology disturbances in order to demonstrate
histological lesions suggestive of sarcoidosis and to indicate possible corticosteroid therapy. The severity of liver
damage depends essentially on the occurrence of complications such as portal hypertension. Treatment is not
systematic and is essentially based on corticosteroid therapy; its indication depends on the evolution of the hepatic
involvement and the other locations of the disease, but its effectiveness on the evolutionary course of this location has
not been clearly evaluated.
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infiltrates or mediastinal adenopathies, or by skin and
INTRODUCTION eye involvement, liver involvement is an infrequent site
[2]. Whatever the clinical form, it is the histological
examination and the discovery of the sarcoid granuloma
that allow the diagnosis to be confirmed. In forms that
do not threaten either organ function or vital prognosis,
therapeutic abstention is the rule. Evidence based
guidelines for treatment of liver sarcoidosis is lacking
and the effect of corticosteroids may be inadequate [3].

Sarcoidosis is a systemic disease of unknown
etiology that affects many organs, including the liver. It
is usually asymptomatic and manifests as nonspecific
biological disturbances [1].

It is characterized by the presence of
granulomatous, non-caseating lesions in the affected
organs. Although it is most often revealed by
mediastinal-thoracic involvement, such as pulmonary
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Our objectif is to report the case of a young
man, presenting with high blood pressure figures, who
consulted for etiological assessment of arterial
hypertension which was at the origin of a rare form of
sarcoidosis.

CASE REPORT

The patient was 49 years old, Caucasian, with
recent hypertension as a cardiovascular risk factor, and
without any particular pathological history.

On admission, the patient had no functional
cardiovascular or neurosensory signs. He reported a
weight loss of 16 kg with anorexia.

Biologically, the renal and urinary
hydroelectrolytic balance, the inflammatory balance,
and the hemogram were without abnormality. In
addition, the hepatic workup showed a hepatic cytolysis

estimated at one and a half times normal for GOT and
twice normal for GPT. Cholestasis was also present
with GGT and PAL at two times normal. The bilirubin
level was normal. The protein balance was without
abnormality.  Metabolically, the  patient  had
hypertriglyceridemia.

The etiological work-up of this cytolysis
revealed negative viral hepatitis B and C serologies,
negative hepatitis D serology.

On imaging, abdominal ultrasound showed a
chronic liver disease with adenopathy of the hepatic
hilum without portal abnormality or suprahepatic veins
(Figure 1). Complementary abdominal MRI revealed a
slight hepatic dysmorphia without any detectable
nodular or infiltrative formation, with a slightly
heterogeneous appearance of the right liver with a
coelio-mesenteric lymph node of 27x13 mm (Figure 2).

Figure 1: Longitudinal section of the right liver showing a hepatomegaly (liver arrow at 15.21 cm) of heterogeneous
appearance, with hyperechoic lesions
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Figure 2: Hepatic MRI in T2 sequence, showing hepatic dysmorphia with irregular contours and hypertrophy of segment 1,
and hypotrophy of segment 4
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The immunological work-up for chronic liver
disease came back negative. The cupremia and cupruria
were normal. While the dosage of angiotensin
converting enzyme was high at 93.8 units per liter.

In front of this, we indicated the realization of
the hepatic biopsy for etiological purpose and to
evaluate the fibrosis. The anatomopathological
examination was in favor of a gigantocellular
epithelioid granuloma without caseous necrosis evoking
sarcoidosis.

In this patient we retained the diagnosis of
isolated hepatic sarcoidosis since the sarcoidosis
mapping came back negative, namely a normal
ophthalmological examination and thoracic CT scan.
Regarding the cardiac extension, the patient had no
rhythm or conduction disorders on ECG, and a
transthoracic echocardiography came back normal. The
PET scan was not performed because it was not
available in our training. The physiological workup was
negative.  Arterial hypertension was considered
essential.

Therapeutically we put the patient on
ursodeoxycholic acid, a dose of 3 tablets per day.

The evolution was favorable both clinically
and paraclinically, the patient reported an improvement
in asthenia and a weight gain of 5 kg. Biologically, the
hepatic balance was normalized after 3 months of
treatment, the angiotensin converting enzyme remained
high at 80 units per liter.

For his blood pressure problem, the patient
was put on a calcium channel blocker 5 mg per day
associated with hygienic and dietary measures for his
dyslipidemia.

DiscussioN

Sarcoidosis  or  Besnier-Boeck-Shaumann
disease (BBS) is a systemic disease of unknown
etiology characterized by the presence of non-caseating
granulomatous lesions in the affected organs. Liver
involvement is an uncommon localization, found in
50% of liver biopsies in systemic sarcoidosis. It is
usually asymptomatic and rarely reveals the disease [4].

Incidental discovery during abdominal surgery
has already been reported by Devaney et al., who, in
their series of 100 patients, reported 11 cases of
sarcoidosis diagnosed during surgical liver biopsies
performed during surgery for biliary lithiasis or
cholecystitis [5]. Liver involvement is more frequently
diagnosed during the workup of known sarcoidosis; in
the retrospective study by Chapelon et al., of 416
patients with sarcoidosis who underwent 618 biopsies
of various sites, including 90 liver biopsies, the
sensitivity of liver biopsy was 69% [6].

Most  often, liver  involvement s
asymptomatic. The prevalence of clinical signs is
estimated at 12% of cases [7]. Abdominal pain was
found in 15% of cases in the series of 100 patients by
Devaney et al., [5]. Fever is rare in sarcoidosis. The
presence of jaundice is considered a poor prognostic
factor [5].

Hepatomegaly is frequently found in hepatic
sarcoidosis. The hepatic biological balance is disturbed
in 20% of cases of sarcoidosis. It is frequently an
anicteric cholestasis during which the presence of
granulomas is objectified in 40 to 70% of cases [7]. The
characteristic histological involvement of the liver in
sarcoidosis is, as in other organs, epithelioid and
gigantocellular granuloma, with caseous necrosis being
absent. Exceptionally, granulomas may be centered by
fibrinoid or caseous necrosis in some multivisceral
febrile florid sarcoidosis [7].

Imaging is of great value in the diagnosis of
hepatic sarcoidosis. Abdominal ultrasound data are not
specific but are useful in detecting liver involvement in
sarcoidosis. In combination with ultrasound, CT shows
homogeneous hepatomegaly in 29% of cases, small
hepatic and splenic nodules, rarely calcified (5-15% of
cases), rather hypodense [8]. Abdominal MRI may find
hepatomegaly, hepatic nodules, irregularities of the
portal vein or branches of the suprahepatic veins, and
sometimes areas with a somewhat heterogeneous signal.
On MRI, the nodular lesions are T1 and T2 hyposignal
and are less enhanced than the rest of the liver
parenchyma. These images are best seen in T2 sequence
with fat saturation and in T1 sequence on early phases
after gadolinium injection [9].

Cardiac involvement occurs in 5% to 20% of
patients, depending on the series, and even in more than
25% of patients in autopsy series.

In sarcoidosis, cardiac involvement is
symptomatic in only 3% to 5% of cases [6], whereas
systematic autopsy studies show progressive lesions in
20% to 50% of cases [10]. This discrepancy is related to
the lack of anatomic-clinical relationship. Most cardiac
lesions will remain subclinical, but a complication such
as sudden death secondary to a rhythm or conduction
disorder is found in 30-65% of sarcoidosis deaths [11].

In recent years, progress has been made in
terms of improved diagnostic performance using MRI
and 18FDG positron emission tomography, as well as
the importance of rhythmic risk stratification, which
should lead to consideration of defibrillator
implantation.

Complications of hepatic sarcoidosis such as
portal hypertension and cirrhosis are rare, and
secondary  hepatopulmonary  syndrome  remains
exceptional [12].
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The differential diagnosis of hepatic
sarcoidosis requires the elimination of granulomatosis
of other etiology, in particular drug-induced,
autoimmune, and particularly infectious viral or
especially tuberculosis because of the risks associated
with unjustified corticosteroid therapy [13].

Histological involvement alone does not imply
the initiation of corticosteroid treatment, as hepatic and
splenic localizations discovered incidentally on imaging
may have a spontaneously favorable evolution [14].
Disturbances in the liver balance and the presence of
extrahepatic manifestations that require treatment are
decisive. Corticosteroid therapy usually leads to
clinical, biological and radiological remission.
However, the problem of prolonged corticosteroid
treatment arises.

Synthetic antimalarials in combination with
ursodeoxycholic acid have been used successfully in
patients with corticosteroid-resistant liver disease [15].
The importance of TNF in granuloma formation has led
to the proposal of this cytokine as a therapeutic target in
sarcoidosis. Infliximab has been proposed in cases of
sarcoidosis with hepatic localization refractory to
corticoids. It seems to be beneficial on the clinical
manifestations and not on the hepatic biological
disturbances [16].

Immunosuppressive drugs are sometimes an
alternative in case of high-dose corticodependence, but
their toxicity remains problematic. Recourse to liver
transplantation is exceptional and reserved for advanced
liver  cirrhosis complicated by  hepatocellular
insufficiency [17].

CONCLUSION

Liver involvement in  sarcoidosis is
histologically frequent; however, it is usually clinically
latent and biological disturbances are present in only
20% of cases. It should be investigated as a matter of
principle in all cases of systemic sarcoidosis by clinical
examination, routine liver function tests and imaging.

Liver biopsy, which is not without
complications, should only be performed in the
presence of liver biology disturbances in order to
demonstrate  histological lesions  suggestive  of
sarcoidosis and to indicate possible corticosteroid
therapy.

The severity of liver damage depends
essentially on the occurrence of complications such as
portal hypertension. Treatment is not systematic and is
essentially based on corticosteroid therapy; its
indication depends on the evolution of the hepatic
involvement and the other locations of the disease, but
its effectiveness on the evolutionary course of this
location has not been clearly evaluated.
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