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Abstract

The association of dermatomyositis (DM) and autoimmune hepatitis (ATH)
is rare and presents a diagnostic and therapeutic challenge. We describe the
case of a 36-year-old man with DM diagnosed in 2012 and treated with
corticosteroid and methotrexate. The patient achieved total remission 18
months later. In 2022, an AIH was diagnosed (cytolysis, cholestasis, an-
ti-LC1, and anti-SLA antibodies) while DM was in remission. Liver func-
tion normalized after two months of treatment with mycophenolate mofetil
and corticosteroids. Liver damage in systemic autoimmune diseases can
result from viral, iatrogenic, or autoimmune processes. The association be-
tween DM and AIH is exceptional and has only been documented in one
previous observation. Autoantibodies are essential for diagnosing and man-
aging patients with inflammatory myopathy and AIH. In conclusion, this
exceptional association of AIH and DM raises many questions regarding the
presence of etiopathogenic links, such as genetic predisposition, autoimmu-
nity disorders, viral infection triggers, or simply a happenstance.
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Introduction

The association of dermatomyositis (DM) and autoimmune hepatitis
(AIH) is exceptional and presents a diagnostic and therapeutic chal-
lenge.!") We report a new observation that underscores the utility of auto-
antibodies in the screening of autoimmune diseases associated with DM.

Case Report

A 36-year-old male was diagnosed with DM in 2012 based on the as-
sociation of periorbital erythroderma, banded erythema of the hands,
bilateral and symmetrical proximal muscle deficit, inflammatory poly-
arthralgia, Raynaud’s syndrome, chronic cough and dyspnea with a
chronic cough. Mega capillary-specific microangiopathy was identified
using capillaroscopy.
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Laboratory investigations showed an inflammatory syndrome and my-
olysis at 1.5 times the usual range. Nerve conduction studies showed
marked myopathic motor units consistent with myopathy. Chest X-rays
revealed diffuse reticulonodular opacities. Interstitial lung disease
(ILD) with fibrosis was assessed by chest computed tomography (CT).
The spirometry was normal. Anti PM/Scl 75 and anti-SSA-Ro052 an-
tibodies were positive in the immunological blood tests with no pos-
itivity of myositis-specific antibodies. No underlying neoplasia was
detected. The diagnosis of DM was established. The patient had no
other signs of another connective tissue disease (especially systemic
scleroderma). The patient was treated with oral route corticosteroid at 1
mg/kg/day and six-monthly pulses of cyclophosphamide at 0.7 g/m? of
body surface area. Methotrexate (10 mg per week) was afterward pre-
scribed as a maintenance therapy. The clinical outcome was favorable
with the disappearance of the cough and an improvement in dyspnea
(grade I). The different controls of chest CT showed stability of the ILD
and all along the follow-up, the respiratory function tests were normal.
Methotrexate was withdrawn in 2017. In December 2022, (the patient
was 46 years old), the routine blood analysis revealed cytolysis (As-
partate aminotransferase (AST)=259Ul/l [normal laboratory range <34
IU/L] and alanine aminotransferase (ALT) = 419 IU/L [<55 IU/L]) and
elevated gamma-glutamyl transferase (GGT)=118UI/L [9-36])). There
was no sign of relapses of the DM (creatine kinase (CK) and lactate
dehydrogenase (LDH) levels were normal). Abdominal ultrasound was
normal. Anti-HBc antibody and anti-HBs antibodies (201 IU/ml) were
both positive, while the HBs antigen was negative. The polymerase
chain reaction for hepatitis B virus was negative (<49 copies/ml, <6
1U/ml, <0.78 logUI/ml). Hepatitis C virus serology was negative. An-
ti-SSA Ro52, anti-KU, and anti-OJ antibodies were positive. Anti-liver
cytosol type 1 (LC1) and anti-soluble liver antigen (SLA) antibodies
were positive in the liver dot (Euroimmun Kits). The immunoglobulin
test showed a rise in IgG (21.6 g/l [normal range 8—12]). There were no
abnormalities on the fibro scan. The diagnosis of AIH associated with
DM was established. Mycophenolate mofetil (2g/d) and general corti-
costeroids (1 mg/kg/d) were administered. Liver function normalized
after two months of treatment (ALT= 9 IU/l, AST=16 1U/l, GGT=49
TU/). A liver biopsy was not considered necessary by gastrologists
since the liver enzyme levels returned to normal rapidly after the treat-
ment initiation. After a continued follow-up of 18 months, the patient is
in complete remission with no relapse of either AIH or DM.

Discussion

This case report highlights a rare association between DM and AIH.
Our patient was first diagnosed with DM. During the disease, increased
transaminase levels can be related to flares of muscle inflammation.
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However, an increase in AST and ALT more than CK or associated
cholestasis should point to liver damage. There has been evidence of a
correlation between DM and viral hepatitis, particularly hepatitis B, but
no clear proof of a cause-and-effect relationship has been found. Never-
theless, the theory that a viral component is involved in the etiology of
DM remains viable.? In our case, the hepatitis B infection was resolved
and could not account for the cytolysis and the increased level of GGT.
Moreover, screening for other causes of liver damage was negative.

In systemic autoimmune diseases, liver damage can be viral, iatrogenic,
or, less commonly, autoimmune. AIH is a rare auto-immune liver dis-
ease mainly affecting women around 40 years.’#! Its association with
rheumatic diseases is frequently reported during systemic lupus erythe-
matosus (0.7 to 2.8%), Sjogren’s syndrome (1.4 to 35%), and rheuma-
toid arthritis (1.6 to 5.4%) (3). The coexistence of AIH and polymyosi-
tis was reported in five cases between 1985 and 2011.5-% They were all
women, aged between 20 and 48 years at the time of diagnosis.

However, the association of DM and AIH seems to be exceptional. It
was only reported in a single case of a 58-year-old woman diagnosed
with simultaneous DM and AIH with good outcomes after corticoste-
roids and azathioprine.!'! Cytolysis with positive smooth muscle anti-
bodies during DM was also reported in another case of a 19-year-old
woman but the diagnosis of ATH was not formally maintained.!"!

In our case, AIH was confirmed due to liver test abnormalities and the
positivity of specific antibodies and there was no need for liver biopsy.!'"

When it comes to the diagnosis and management of patients with
inflammatory myopathy and AIH, autoantibodies are essential. To
handle these complicated disorders, an integrated clinical approach
is necessary. The preferred indicators of type 1 AIH are anti-SLA an-
tibodies. These antibodies have a low prevalence but a high speci-
ficity for ATH.I'" They have been discovered more recently but are
less common (15-20% of cases) and seem to be linked to a poor
prognosis that includes more severe histology, a longer time to reach
disease remission, a higher likelihood of relapse, the need for a liver
transplant, and death.!'! These findings were not observed in a recent
study where the positivity of anti-SLA antibodies was not correlated
with distinct or severe clinical features in AIH. However, in this same
study patients who tested positive for anti-SLA exhibited a faster re-
sponse to immunosuppressive treatment.!'!

The positivity of Anti-LC1 antibodies is associated with AIH type II (30
and 50%). They are correlated with AIH activity and associated with
adverse clinical outcomes and faster disease progression.!'*!”) Autoanti-
bodies have been reported more often during viral hepatitis C infection
and less frequently during viral hepatitis B.!'¢!

Finally, our observation has multiple unique features: the patient’s male
gender, the development of AIH ten years after the diagnosis of DM
and while it was in remission, the rarity of such a relationship involving
nosological challenges, and lastly the coexistence of anti-SLA and anti
LC1 antibodies. Furthermore, our patient had a long-lasting remission
despite these low prognostic markers

Conclusion

We report an exceptional association of AIH to a DM. The rarity of this
association implies questions as to possible links: genetic predisposi-
tion, autoimmunity disorders, viral infection triggers, or happenstance.

To shed light on these issues, it is interesting to report these uncommon
correlations.
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