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Abstract

Polymyositis is a nonsuppurative inflammatory muscle disease of unknown etiology.

Recently, we have experienced two cases with Polymyositis associated with liver cirrhosis.

General weakness, general muscular ache(neck and back), massive hematuria and the marked
elevations of CK, L.DH, aldolase, and CPK were characteristic clinical findings.

They had previously liver cirrhosis. One patient died soon after admission(due to acute hyperkalemia),
One patient was female and she had liver cirrhosis related to HCV infection. The other patient
was male in which alcoholic induced liver cirrhosis. He underwent hemodialysis due to acute renal
failure. After hemodialysis level of CK, LDH, CPK, and aldolase decreased to normal value. Also
BUN. and Cr. values decreased to normal value.

The causes of Polymyositis in cirrhosis are not known yet, However, we suggest that it might be
related to the viral infection or combined with autoimmune state.

We present the cases with review of literature; and these cases were rapid progressive disease
and needed emergency treatment.

Polymyositis rarely leads to acute renal failure. Two case were reported here, and certain their
common features in reported cases are discussed. Given therapeutic advances, these patients
should do well despite the dismal prognosis reported in the literature, but early diagnosis and
prompt treatment are essential.
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Introduction

3) . . .
is a systemic disease and

Polymyositis' 2
patients may develop morning stiffness, fat-
igue, anorexia, weight loss, and fever. Arth-
ralgia is not uncommon, but frank synovitis
is less usual. Raynaud’s phenomenon is
sometimes present. Muscle pain and tend-
erness are present in about half of patients.
Periorbital edema may occur. The neurologic
portion of the physical examination is nor-
mal except for motor function.

Typically adult-onset polymyositis begins
insidiously over 3 to 6 months with no
identifiable precipitating event. Only very
rarely is the onset abrupt and associated with
clinically  evident rhabdomyolysis345) and
myoglobinma.3'45) The muscle weakness
initially affects the muscles of the shoulder
and pelvic girdles, with the latter slightly
more common. Distal weakness is uncommon
initially but can develop over time in severe
cases. Weakness of neck muscles, particularly
the flexors, occurs in about half of the
patients. We encountered two cases of
polymyositis associated with liver cirrhosis
who had acute renal failure.

One patient expired. The other patient was
survived and polymyositis improved after
prednisolone therapy along with hemod-
ialysis.

Case report

One case : a-70-year-old female patient was
admitted via the ER for general weakness for
2 days. She felt well until 2 days before
admission, when she began having difficulty
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walking and dressing. She denied either
engaging in strenuous exercise or using
alcohol.

On physical examination, her body tempe-
rature was 370C, respiratory rate was 20
breaths per minute , and blood pressure was
110/70 mmHg. there was 1+ pitting edema
bilaterally up to middle thigh, but there was
no respiratory distress. Results of cranial
nerve test were normal,

lower extremity deep-tendon reflexes were
absent, and there was normal muscle tone
without acropathy. Muscle strength was 3/5
in the proximal and 3/5 in the distal upper
extremities and 3/5 in the remainder of the
lower extremities.

She has diagnosed HCV induced liver
cirrhosis at 1990. After that time she
admitted 5th times for «-INF and supp-
ortive therapy. Recently she visited for
general weakness at May. 25 1998,

But she had normal S-GOT, LDH. After
that time she had been do well.

On admission urine output was normal,
urine tests for myoglobin were negative but
others, urinalysis were protein 3+, erythr-
ocyte 3+. Laboratory tests yielded the foll-
owing values(Table-1). Chest view was
normal and EKG was also normal Her
EMG(Fig-1) finding showed reduced interf-
erence pattern on contraction in right vastus
medialis and right biceps brachii long head
muscle and discrete activity on maximal
contraction on both gastrocnemius medialis,
both vastus lateralis and right tibialis
anterior muscles which were not the comp-—
letely characteristic of polymyositis. Muscle
biopsy could not be performed.
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Table-1 Showed laboratory data on admission and two days after.

LDH IU/L CPK IU/L S—GOT IU/L Aldolase SU/L Cr mg/dl BUN mg/dl Na/K meq/dI
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Fig~-1. EMG showed reduced interference
patern on contraction on both gastrocnemius
medialis.

Follow up EKG was normal. But on urin-
alysis, massive hematuria was occured. We
treated prednisolone 60 mg and IV globulin
2 days after admission. On 2day of admi-
ssion her urine out put decreased 400ml/day.
When we sampled BUN, creatinine, and
sodium, potassium. she had respiratory diffi-
cult We checked EKG three times and the
first two were normal and last EKG was
acute hyperkalemia.

The other case was a 62-year-old man who
admitted via the OPD for general weakness
for 2 days.

He felt well until 2 days before admittance,
when he began having difficulties in walking
and dressing. He denied either engaging in
strenuous exercise or using alcohol.

On physical examination, his temperature
was 36.5OC, respiratory rate was 20 breaths
per minute , and blood pressure was 140/90

mmHg. There was 1+ pitting edema bilat-
erally up to middle thigh, but there was no
respiratory distress. Results of cranial nerve
test were normal, deep—tendon reflexes were
decreased in the lower extremity, However
there was normal muscle tone without acro-
pathy. Muscle strength was 3~4/5 in the
proximal and 4/5 in the distal wupper
extremities and 2~3/5 in the proximal and
4/5 in the distal of the lower extremities.
He has diagnosed alcohol induced liver cirr-
hosis in 1994. On admission, he had normal
urine output, urine tests for myoglobin were
negative and other results of urinalysis were
protein negative 2 RBC cast. Laboratory
tests yielded the following values(Table-2).
Autoantibody were negative(ANA, Double
strand DNA Ab, Anti microsomal Ab,
Antimitochondrial Ab)

Chest view was normal and myocardial
ischemia was seen on EKG.

On his EMG (Fig-2), there was positive
sharp waves in right tibialis anterior and left
gastrocnemius medialis muscles and wide
spread fibrillations with marked myopathic
changes on electromyogram, which are cha-
racteristic of acute severe myopathy. After 8
days, a deltoid muscle biopsy (Fig-3)
revealed several necrotic fibers but we could
not find endomysial inflammatory cells,
which suggests that treated with predni-
solone previosuly. However It was chara-
cteristic of myopathy.

The patient was vigorously rehydrated and
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Table-2 Showed laboratory data on admission and the days after.

1998 08.01  08.04 08.10 08.15 08.22 098.02
U/A SG/P/S/ERY. 1.005/—/—/++ 1.010/—/—/++ 1.010/—/—/++ 1.010/—/—/++
BUN/Cr mg/dl 21/1.1  72/4 4 109/6.9 46/3.1 24/1.2 17/1.0
Na/K meaq/dl 130/3.9 128/5.7 118/5.9 132/4.1 130/3.5 141/12.6
S—-GOT 1U/L 1654 137 20 27 24
LDH IU/L 3986 3091 1409 1233 437
Aldolase SU/L 307 3
CPK 1U/L 1600 1 1082 68 57
RA Neg 1U/L +

We used 60 mg of prednisolone every &
hours.

Standard EMG P oa. Gastracnemiys nedial head

e T ot He had hemodialysis four times. After then,
ration: 2.2 ST o :
sﬁ,‘,’,iﬁg,; M he had normal BUN, Cr. The patient’s
hases: $ 1R fequire .
P JAN-.._—N.W?Z::;‘ e | strength gradually improved and also the
o M e et renal function . He was discharged walking
N by himself.
Hexghtr{jﬁ?i Potential Rcceptad: 8
— N.‘l. R | o
e LW
i Discussion
i
_ _..IL 4 e

Polymyositis is an inflammatory myopathy
Fig-2 EMG showed positive sharp waves in which skeletal muscle is damaged diff
gastrocnemius and wide spread fibrillations. usely by a perivascular and/or interstitial
infiltration of inflammatory cells which are
predominantly lympocytes. The etiology of
the disease is unknown but probably invo-
lves genetic factors, viral infection of mus-
cles, and autoimmune’ > mechanisms. Poly-
myositis may develop at any age and in
i either sex. It represents as a proximal sym-
metrical muscle with pain and tenderness.
One-third of cases are associated with
connective—tissue disorders and one-tenth
§ with a malignancy.m A diagnosis is based
& in the typical clinical picture, a typical
electromyogram, elevation of serum creatine
kinase, and a diagnostic muscle biopsy.

Fig-3 deltoid muscle biopsy revealed several

necrotic fibers but is not seen endomysial
inflammtory cell When muscle destruction is acute and

extensive, myoglobin can be found in the
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urine.

There have been very few reported cases of
rhabdomyolysis occurring in patients with
polymyositis resulting in acute renal fai-
hre®® Tn rhabodomyolysis,w widespread
muscle injury releases large quantity of
myoglobin into the circulation. Myoglobin is
freely filtered and can be detected in the
glomerular filteration. Endocytotic proximal
tubular reabsorption is overwhelmed and
high concentrations are reached in the urine.
However;, not all patients with myoglo-
binuria will develop renal failure. There is
no clear relationship between the levels of
myoglobinuria and the development of renal
failure. Myoglobin itself is relatively nont-
oxic, but becomes highly toxic in the
presence of acidosis, dehydration, or both.
At acid PH, ferrihaemate dissociates from
myoglobin and depress effective tubular
transport without a decrease in oxygen utili-
zation. Also myoglobin enhances vasoco-
nstriction by inhibiting the producing of
relaxing factor. Therefore it has been
proposed that renal damage could result
from an imbalance between reduced oxygen
supply and continued oxygen demand.
Diagnosis can be difficult as myoglobin is
often not detected in the urine, which is
probably related to markedly reduced GFR
and oligouria that occurs in the full synd-
rome of rhabdomyolysis.

Theses cases showed that liver cirrhosis
induced polymyositis. One case was female.
She died suddenly after 2 days admission.
She had hepatitis C induced liver cirrhosis.
The other case was alcohol induced liver
cirrhosis, There have been very few repo—
rted cases of polymyositis occurring in
patients with liver cirrhosis™® ™2™ and also

there have been very few cases of acute
renal failure®>® occurring in patients with
polymyositis.

Although, the characteristic triad, myoglo~-
binuria due to rhabdomyolysis, high CPK
level, myoglobinuria, and pigmented casts in
the urine could not be satisfied with two
cases,

they had high CPK level and erythrocytes
were found in the urine sediment but could
not detect myglobinuria.

The subset of patients with liver cirrhosis
induced polymyositis had symptoms of
dramatic muscle weakness and acute renal
failure. In two cases acute renal failure
occurred at the onset of disease, and the
severity of symptoms led patients to seek
prompt medical attention.
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