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CASE REPORT
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Abstract A 64-year-old Japanese female, diagnosed as
dermatomyositis with acute interstitial pneumonia, com-
plained of acute abdominal pain. Computed tomography of
the abdomen showed hematoma in the right retroperito-
neum and left rectus-sheath. Angiogram showed multiple
small aneurysms on left iliolumbar artery and a horizontal
linear flush, suggesting active bleeding foci in the muscles.
Although arterial embolization therapy was effective for
hemostatic treatment, she died of thrombotic thrombocyto-
penic purpura and multiple organ failure without respira-
tory insufficiency. Other causes of microaneurysm, such as
systemic vasculitides or infectious diseases, were excluded.
We considered that this is the first case report of dermato-
myositis with hemorrhagic myositis associated with small
aneurysms.

Keywords Dermatomyositis - Hemorrhagic myositis -
Small aneurysm

Introduction

Dermatomyositis is an inflammatory myopathy with char-
acteristic skin lesions, typically heliotrope (slightly cya-
notic erythema) on the malar and supraorbital areas of the
face, and other areas including the shoulders, upper back,
and upper arms [1]. Dermatomyositis may be associated
with systemic manifestations including restrictive and
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interstitial lung disease and cardiomyopathy. The inflam-
matory mechanism is attributed to a primary T-helper-cell
dependent, B-cell-mediated, local humoral immune mecha-
nism, which causes vascular occlusion and capillary oblit-
eration with ischemic change in the skin and muscle [1, 2].
There have been a few reports of dermatomyositis causing
hemorrhagic myositis [3, 4]. We present a patient being
treated for dermatomyositis, complicated acute abdominal
pain resulting from spontaneous hemorrhage in the right
psoas and iliacus muscles and the left rectus-sheath. Angio-
gram during selective catheterization showed multiple
small aneurysms and active bleeding foci in the muscles.
To the best of our knowledge, this is the first case report of
dermatomyositis with hemorrhagic myositis associated
with small aneurysms. Spontaneous abdominal hematoma
by hemorrhagic myositis may be a cause of acute abdomi-
nal pain in patients with dermatomyositis.

Case report

The patient is a 64-year-old Japanese woman. She had
worked as a school nurse until age of 60. Her medical and
her family histories gave no abnormal findings without
smoking history. On January 2007, skin erythema with a
low-grade fever appeared. She developed progressive skin
lesions, high fever, dry cough, and dyspnea, and was admit-
ted to our hospital for examination in May 2007. On admis-
sion, her height was 156.2 cm, body weight 48.5 kg, and
body temperature 37.2°C. Her blood pressure was 109/
68 mmHg, pulse rate 83 per minute with a regular rhythm,
and respiration 20 breaths per minute. No jaundice or
anemia was seen in conjunctiva bulbi or palpebrae,
respectively. Cardiovascular system was unremarkable.
Ausculation of her chest revealed basal fine crackling
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sounds in both lungs. The abdomen was soft and flat. Nei-
ther the liver nor the spleen was palpable. Manual muscle
testing for the biceps and quadriceps muscles showed grade
4-5, and muscle pain was not present. Although, heliotrope
on the supraorbital areas of the face was not apparent, scaly
erythema on the dorsum of the hands (Gottron’s sign) and
skin erythema on the shoulders, upper back, and upper arms
were observed. Raynaud’s phenomenon and joint swelling
were not observed. In neurological examination, pathologi-
cal reflex was negative.

Laboratory studies on admission to our hospital were as
follows. The urine and a complete blood count were nor-
mal. The titer of antinuclear antibodies (ANA) was slightly
increased at 23 x, and the serum level of creatine phospho-
kinase and aldolase was also slightly elevated at 432 IU/1
(normal, 45 to 163), and 11.5 IU/1 (normal, 1.7 to 5.7),
respectively. The lactate dehydrogenase was elevated at
531 IU/1 (normal, 119 to 229), as were aspartate amino-
transferase at 320 IU/1 (normal, 13 to 33), and were alanine
aminotransferase at 136 IU/I (normal, 6 to 27). In addition,
the serum KL-6 level was 1,172 U/ml (cutoff level, 500).
Anti-U1-RNP, anti-DNA, anti-Jo-1, and proteinase-3 (PR3)
or myeloperoxidase (MPO) anti-neutrophil cytoplasmic
antibodies (ANCA) were all negative. Antibodies against
syphilis by using rapid plasma reagin (RPR) and Trepo-
nema pallidum hemagglutination assay (TPHA) were both
negative. The cultures of sputum, urine, or blood were all
negative. Arterial blood gas analysis showed a decrease in
arterial partial pressure of oxygen (73.9 Torr at O, 3 1/min
through nasal cannula). The chest X-ray film shows reticular
shadows with basilar predominance (Fig. 1a). High-resolution
computed tomography (HRCT) revealed that ground-glass
opacities, irregular reticular opacities, and consolidation
involving predominantly the lower lung zones (Fig. 1b—e).
These radiographical findings were rapidly progressive for

Fig. 1 Lung radiological imag-
es on admission. a Chest radio-
graph shows reticular shadows
with basilar predominance. b—e
HRCT (b, right upper lobe; ¢,
left upper lobe; d, right middle
and lower lobes; and e, left lower
lobe) revealed that ground-glass
opacities, irregular reticular
opacities, and consolidation
involving predominantly the
lower lung zones
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a few weeks. An electromyogram of left biceps muscles
showed a very slight evidence of increased membrane
instability and myopathic features.

On the basis of these findings, we diagnosed this case as
clinically amyopathic (or hypomyopathic) dermatomyositis
with a rapidly progressive interstitial pneumonia [5, 6]. Intra-
venous methylprednisolone (1,000 mg/day for 3 days) was
given, followed by a combination therapy with oral predni-
sone at 50 mg/day, oral cyclosporin A at 150 mg/day, and
intravenous pulse cyclophosphamide at 500 mg every
2 weeks. Treatment with prophylactic low-molecular-weight
heparin 3,750 IU/day (75 IU/kg/day of dalteparin) was
started being calculated from the patient’s weight as 50 kg.

After 9 days of combination treatment, the patient’s
respiratory insufficiency was not deteriorated. However,
on day 10 she complained of a lower abdominal pain of
rapid onset. The CT of the abdomen showed hemorrhage
in the right psoas and iliacus muscles and the left rectus-
sheath (Fig. 2). Her hemoglobin had fallen from 10.7 to
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Fig. 2 An enhanced CT scan of the abdomen on day 10. Abdominal
CT scan shows massive hemorrhage in the left rectus abdominous and
right retroperitoneal space. Note that a horizontal line in the retroperi-
toneal space suggesting fresh arterial bleeding (arrow)
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Fig. 3 Angiography findings on
day 10. a Bleeding from the
right deep iliac circumflex arter-
ies and iliolumbar artery with
iliopsoas hematoma are shown
(arrow). b Bleeding from the left
inferior epigastric arteries with
rectus-sheath hematoma and
multiple small aneurysms on left
iliolumbar artery are shown
(arrow heads)

5.5 g/dl overnight, but the platelets were within the refer-
ence range. The activated partial thromboplastin time
(APTT) and prothrombin time (PT) were not prolonged.
The dalteparin was stopped and 3 units of packed red
blood cells were transfused. Subsequently transfemoral
diagnostic angiography was performed. Digital substrac-
tion angiography of the aorta and pelvic arteries was first
performed to localize the bleeding site, followed by selec-
tive catheterization for detailed diagnostic and therapeutic
purposes, immediately. On angiography, active bleeding
from the right deep iliac circumflex arteries, iliolumbar
artery with iliopsoas hematoma, and from the left inferior
epigastric arteries with rectus-sheath hematoma was dem-
onstrated at the corresponding sites of the CT findings
(Fig. 3a). Furthermore, left iliolumbar artery had multiple
small aneurysms (Fig. 3b). Selective arterial embolization
was performed, using gelatine sponge (Spongel; Astellas
Pharma Inc., Tokyo, Japan) and an additional microcoil
(Hilal embolization micro coil; Cook Inc., Bloomington,
IN, USA). Embolization led to rapid hemodynamic stabil-
ization with no complications related to the embolization
procedure. Embolization of these vessels prohibited the
bleeding both angiographically and clinically for 1 week.
The other causes of microaneurysm, such as systemic vas-
culitis or infectious diseases, were excluded because
ANA, MPO-ANCA, PR3-ANCA, RPR, TPHA, and cul-
ture of blood were all negative. We considered this der-
matomyositis case with hemorrhagic myositis associated
with small aneurysm. Although we had stopped anti-coag-
ulation therapy, she recurred bleeding from the same sight
on day 17. Embolization were performed again and suc-
ceeded, but she died of thrombotic thrombocytopenic
purpura and multiple organ failure without respiratory
insufficiency on day 28.

Discussion

Hemorrhagic myositis is not a recognized complication of
dermatomyositis or side effects of its treatment. In adults,
retroperitoneal hemorrhage is most commonly due to rup-
ture of an abdominal aortic aneurysm, but may also be
caused by other abdominal conditions, especially renal and
adrenal disease (including tumors, renal parenchymal dis-
ease, spontaneous rupture of an otherwise normal kidney,
and adrenal apoplexy) [7]. Systemic conditions including
pregnancy, coagulation disorders, vasculitis (especially
polyarteritis nodosa), and renal artery aneurysms or malfor-
mations also cause retroperitoneal hemorrhage [7]. The
clinical presentation is usually an acute or subacute onset
including the features described in our patients. Diagnostic
imaging with ultrasound and CT scan of the abdomen is
useful to identify the site of the hemorrhage and to define
its cause. Treatment should be dependent upon the causes
revealed by these investigations [8].

To the best of our knowledge, there are only three case
reports of hemorrhagic myositis associated with dermato-
myositis [3, 4]. We summarized these four patients includ-
ing our case (Table 1). Case 1: a 50-year-old woman was
diagnosed as having a massive rectus abdominis hematoma
associated with dermatomyositis and extensive calcification
of the abdominal wall. She was transfused a total of 4 units
of packed red blood cells, and over 4 weeks the hematoma
resolved spontaneously. Her dermatomyositis remained sta-
ble on prednisone 17 mg and azathioprine 100 mg daily,
and intravenous immunoglobulin 30 g every 6 weeks. She
had no recurrent hemorrhage [3]. Case 2: an 11-year-old
girl was diagnosed as a spontaneous retroperitoneal hema-
toma associated with dermatomyositis. Cause of the hemor-
rhage was uncertain. She made a good recovery with
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Table 1 Mustle hematoma in dermatomyositis

Case Age Gender Bleeding sites Cause Heparin ~ Therapy Outcome  References
1 50 F Left rectus abdominis Calcification?  No Transfusion Alive [3]

2 11 F Right retroperitoneum Unknown No None Alive [3]

3 80 M Left rectus sheath and oblique, right thigh ~ Heparin Yes Transfusion Alive [4]

4 64 F Right retroperitoneum, left rectus sheath Aneurysm Yes Embolization = Death Our case

resolution of the pain within a few days. She had no further
hemorrhage on prednisone 2 mg/day for 2 years [3]. Case
3: an 80-year-old man diagnosed as dermatomyositis was
treated by intravenous methylprednisolone followed by oral
prednisone. Treatment with prophylactic unfractionated
heparin was also started subcutaneously. Although his
APTT, PT, and bleeding time were normal, he suffered
from abdominal hemorrhage in the rectus-sheath and
oblique muscles. The subcutaneous heparin was stopped
and 3 units of packed red blood cells and 4 units of fresh
frozen plasma were transfused. The patient successfully
recovered and returned home [4].

Although our patient received dalteparin at the first
bleeding event, she was not infused dalteparin at the second
bleeding. Furthermore, we demonstrated small aneurysms
and active bleeding foci in the muscles. Therefore, we con-
sidered this case dermatomyositis with hemorrhagic myosi-
tis associated with small aneurysm. Because we could not
perform autopsy, we were not able to obtain more detailed
information. Recently, Sugimoto et al. [9] have shown that
an adult patient with clinically amyopathic dermatomyosi-
tis with interstitial lung disease complicated thrombotic
microangiopathy. Our present case is also amyopathic der-
matomyositis with interstitial lung disease. The relationship
between small aneurysms and dermatomyositis is
unknown, but we speculated that microangiopathy by der-
matomyositis might occur in the muscles through T-helper-
cells, B-cells, and local humoral immune mechanisms, or
the possibility of potential complication of polyarteritis
nodosa.

In conclusion, this is the first case report of dermatomyo-
sitis with hemorrhagic myositis associated with small
aneurysms. Abdominal hematoma by hemorrhagic myositis
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may be a cause of acute abdominal pain in patients with
dermatomyositis. The association of small aneurysms and
dermatomyositis should be further examined.
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