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ABSTRACT

73 عاًما ُشخصت  التقرير حالة لرجل سعودي يبلغ من العمر  نستعرض في هذا 
كابوسي.  بساركوما  شهر  بعد  الحًقا  وأصيب  والعضالت  اجللد  بالتهاب  اصابته 
كان يعاني من صعوبة في النهوض من الكرسي وزيادة ضعف ساقه أثناء صعوده 
البلع  يعاني من عسر  قادًرا على متشيط شعره وكان  لم يكن  املشي.  أو  الساللم 
بالسوائل أكثر من األطعمة الصلبة. أظهرت االختبارات املعملية ارتفاع مستويات 
اعتالل  إلى  اليمنى  الرباعية  العضلة  أشارت خزعة  والكرياتني كيناز.  الكبد  إنزمي 
عضلي التهابي، والذي كان متناغمًا مع التهاب اجللد والعضالت لدى البالغني. 
أيام،   3 ملدة  الوريد  بريدنيزولون عن طريق  ميثيل  1 جرام/يوم من  بوصف  قمنا 
في  كبير  إلى حتسن  أدى  مما  يومًيا،  الفم  طريق  عن  بريدنيزولون  مجم   60 تليها 
قوة العضالت وأعراض عسر البلع. مت تطبيع مستوى فوسفوكيناز الكرياتني. لم 
ورم  وجود  على  دليل  أي  عن  التنظيرية  والفحوصات  املقطعي  التصوير  يكشف 
عيادة  في  الدقيقة  للمراقبة  وخضع  املستشفى  من  املريض  خرج  أساسي.  خبيث 
الروماتيزم.اضفنا كذلك 50 ملغ من اآلزوثيوبرين عن طريق الفم يومًيا إلى نظام 
ولويحات  لطاخات  ظهرت  الطوارئ،  غرفة  تقدمي  من  واحد  شهر  بعد  العالج. 
بنفسجية داكنة جديدة على صدره ووجهه وأعلى ظهره ورقبته وأطرافه العلوية. 
مت  كابوسي.  ساركوما  مع  متوافقة  نتائج  اآلفات  هذه  إحدى  من  خزعة  أظهرت 
جلده  آفات  تراجعت  ذلك  وبعد  الكيميائي،  للعالج  األورام  مركز  إلى  حتويله 
الورمية  األباعد  متالزمة  والعضالت  اجللد  التهاب  اعتبار  ميكن  ملحوظ.  بشكل 

لساركوما كابوسي.

We report a case involving a 73-year-old Saudi man 
diagnosed with dermatomyositis who subsequently 
developed Kaposi’s sarcoma one month later. He 
had difficulty in rising from a chair and increased leg 
weakness while climbing stairs or walking. He was unable 
to comb his hair and had greater dysphagia with liquids 
than with solid foods. Laboratory tests showed elevated 
liver enzyme and creatine kinase levels. Right quadriceps 
muscle biopsy indicated inflammatory myopathy, 
which was consistent with adult dermatomyositis. We 
administered 1-g/day methylprednisolone intravenously 
for 3 days, followed by 60-mg oral prednisolone 
daily, which led to significant improvements in 
his muscle strength and dysphagia symptoms. The 
creatine phosphokinase level normalized. Computed 
tomography and endoscopic examinations did not reveal 
any evidence of an underlying malignancy. The patient 
was discharged and underwent close monitoring at a 
rheumatology clinic. We subsequently added 50-mg 
oral azathioprine daily to the treatment regimen. At one 
month after emergency room presentation, multiple new 
dusky violaceous macules and plaques appeared on his 
chest, face, upper back, neck, and upper limbs. A biopsy 
of one of these lesions showed findings consistent with 

Kaposi’s sarcoma. He was referred to an oncology center 
for chemotherapy, following which his skin lesions 
significantly regressed. Dermatomyositis may be 
considered a paraneoplastic syndrome of Kaposi’s 
sarcoma.  
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Kaposi’s sarcoma (KS) is one of the vascular tumors 
usually associated with human herpes virus 8 

(HHV-8) infection, and is most commonly found 
among immunocompromised patients, mostly those 
with human immunodeficiency virus (HIV) and 
those who have undergone organ transplantation. 
Dermatomyositis (DM), although associated with other 
malignances, has rarely been described in association 
with KS in the previous literature. While these KS cases 
describe cutaneous involvement, disseminated Kaposi’s 
sarcoma has not frequently been reported. We report 
the case of a 73-year-old man diagnosed with adult DM 
who subsequently developed disseminated cutaneous KS 
at one month after the adult DM diagnosis, thus raising 
the possibility of the major role of immunosuppression 
in promoting the progression of KS rather than the 
consequence of his immunosuppressive medications, 
such as a steroid or low-dose azathioprine. We reviewed 
the literature of the previous clinical cases of DM 
with similar association and provided the possible 

OPEN ACCESS

Case Report

570 Saudi Med J 2021; Vol. 42 (5)      https://smj.org.sa



Kaposi’s sarcoma with dermatomyositis ... Alghanim & Gasmelseed

571 https://smj.org.sa    Saudi Med J 2021; Vol. 42 (5)

underlying mechanism of the development of KS. 
Finally, we discussed the appropriate management in 
such conditions, as there is no firm established guideline 
in the literature for similar cases. Ethics committee 
approval was taken, and informed written consent was 
obtained from the patient to have his data published 
along with the accompanying images.

Case Report.  Patient’s information. Our patient 
was a 73-year-old man without a significant medical 
history, who presented to our emergency department 
with complaints of difficulty in standing up from a 
sitting position and difficulty in raising his arms when 
brushing his teeth or combing his hair for a duration of 7 
days. These symptoms were also associated with greater 
difficulties in swallowing fluids than in swallowing 
solid foods. His son noticed skin rashes on his hands, 
face, upper back, upper chest, and thighs. There was no 
history of blood transfusion, drug abuse, or high-risk 
sexual behavior. 

Clinical findings. His vital signs were stable, and 
systemic examination showed unremarkable findings, 
apart from his skin examination that revealed significant 
heliotrope rash, Gottron’s papules, Gottron’s sign, 
V-sign, and shawl sign, which are typical skin findings 
for DM. His motor neurological examination revealed 
a significant proximal myopathy with a muscle power 
grade of one on a 5-grade scale. 

Diagnostic assessment. Results of the laboratory tests 
showed elevated C-reactive protein, creatinine kinase 
(CK), and muscle enzyme levels as well as positivity 
for antinuclear antibody (1:320 homogeneous) and 
negativity for myositis antibodies, anti-Mi-2, and 
anti-Jo-1 (Table 1). He was admitted to the medical 
ward, and normal saline was administered intravenously. 
Magnetic resonance imaging of the bilateral thighs 
showed findings consistent with inflammatory 
myopathy. A right quadriceps muscle biopsy revealed 
inflammatory myopathy consistent with DM. An 
electromyogram of his right shoulder showed results 
suggestive of a myositis pattern. The tumor marker tests 
demonstrated negative results (Table 1). 

Therapeutic intervention. He was started on 
intravenous (IV) methylprednisolone at a dose of 
1 g per day for 3 days as a pulse therapy, especially 
that he has esophagus involvement, followed by oral 

prednisolone at a dose of 60 mg daily. This treatment 
led to a significant improvement in his muscle strength. 
His serum creatine phosphokinase levels returned to 
normal after one week of treatment. His condition was 
complicated with aspiration pneumonia secondary to 
his significant dysphagia, which required intravenous 
antibiotic treatment (IV piperacillin/tazobactam 
4.5 g every 8 hours for 7 days); he showed great recovery 
after receiving this treatment. He underwent chest, 

Disclosure. Authors have no conflict of interests, and the 
work was not supported or funded by any drug company.

Table 1 - Laboratory data at diagnosis of dermatomyositis and at 2 
months post-treatment.

 

Parameters At the 
time of 

diagnosis

Two months 
after 

treatment

Reference 
range

Hematology    

Hgb (g/dl) 12.5 13.9 13-18

WBC (103/µl) 3.41 4.2 4-11

Lymphocytes (103/µl) 0.810 1.4 1.5-4

Platelets (103/µl) 99 193 150-450

Chemistry    

Creatinine (µmol/L) 69 61 71-115

BUN (mmol/L) 4.6 7 2.5-6.4

CK 9697 30 39-308

AST 517 27 15-37

Serum troponin 0.1302 - <0.026

Albumin (g/L) 20 36 34-50

Serology    

ANA (homogeneous) 1:320 - Negative

Anti-Mi-2 Negative Negative

Anti-Jo-1 Negative Negative

Anti-RNP Negative Negative

Anti-ds-DNA Negative - Negative

HIV (ELISA) Negative Negative

CRP 41 0.5 <6

ESR 18 10 <15 (male)

24-Hour urinary 
albumin

<0.300 - <0.300

Tumor markers 

Total PSA (ng /ml) 2.1 0-4

CA19-9 (U/mL) <7.76 0-37

CEA (ng/mL) 1.98 0-5

Hgb: hemoglobin, WBC: white blood cell, BUN: blood urea nitrogen, 
CK: creatinine kinase, AST: aspartate aminotransferase, 

ANA: antinuclear antibody, CRP: C-reactive protein, ESR: erythrocyte 
sedimentation rate
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abdominal, and pelvic computed tomography (CT), as 
well as upper and lower endoscopy, which did not reveal 
any evidence of an underlying malignancy. However, 
high-resolution CT of his chest revealed mild traction 
bronchiectasis with central distribution on the bilateral 
lower lobes and a fibrotic non-specific interstitial 
pneumonia pattern, which was likely a sequela of a 
collagen vascular disease. The patient was discharged 
from the hospital after 10 days and underwent close 
monitoring at a rheumatology clinic. Pulmonary 
function test was carried out during an outpatient visit, 
and all parameters were within normal range. Low-dose 
oral azathioprine at 50 mg once daily was subsequently 
added to the treatment regimen after 2 weeks from the 
patient’s presentation to our emergency department 
as a disease modifying anti-rheumatic drugs. At one 
month after the initial presentation, multiple new 
dusky violaceous macules and plaques appeared on 
his face, chest, upper back, neck, and upper limbs 
(Figure 1). A biopsy of one of these lesions showed 
findings consistent with KS. The HIV antibody test 
(enzyme-linked immunosorbent assay [ELISA]) showed 
negative results. We discontinued his treatment with 
azathioprine, and oral prednisolone was tapered down 
quickly to the lowest tolerable dose of 5 mg/day; no 
recurrence of his myopathy occurred after these changes 
in the treatment regimen. We immediately referred 
him to the nearest oncology center as he continued to 
develop more new skin lesions despite these changes 
in his treatment regimen. He received 16 sessions of 
chemotherapy (Doxorubicine 20 mg /m2 IV every 2 
weeks), as his primary oncologist considered him as 
having disseminated cutaneous KS associated with DM.

Follow-up and outcomes. At 6 months after the initial 
event, the patient was noted to have marked regression 
of his cutaneous lesions. One year later, given that his 
conditions remained stable while on treatment with 
oral prednisolone at a dose of 5 mg once daily, and he 
continued to have normal CK levels with no evidence of 
myopathy or any new skin lesions related to his previous 
KS, we elected to taper his prednisolone dose gradually 
by 1 mg every 4-6 weeks until discontinuation. A 
summary of the patient’s history and timeline of the 
outcomes are given in Table 2. 

Discussion.  Kaposi’s sarcoma is the most common 
malignancy found in HIV patients, which involves 
the skin, mucous membranes, visceral organs, and 
lymph nodes. The etiology of KS is multifactorial, and 
the combination of a hereditary predisposition and 
immunological factors resulted in a major increase 
in the risk of developing this disease.1 Most of the 

Figure 1 - Appearance of multiple violaceous oval and round macules 
and plaques on the patient’s face and upper limbs.

existing literature is based on the authors’ experience 
with patients having HIV. Multiple cases have 
been reported in the literature, which were mostly 
associated with renal transplantation; although not 
quite common, KS cases associated with connective 
tissue diseases, such as rheumatoid arthritis, systemic 
lupus erythematosus, polymyositis, and DM, were also 
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reported.2,3  Most of these KS cases that were associated 
with immunosuppressive medications used in the 
treatment of the connective tissue diseases are usually 
limited to cutaneous involvement; however, there are 
several cases of diffuse visceral involvement occurring in 
patients who had undergone renal transplantation and 
received multiple immunosuppressive medications.4,5 

In our patient, KS may be a paraneoplastic sign, rather 
than the consequence of immunosuppressive therapy, 
because, among the previous rheumatologic patients 
treated with steroid, the time interval between the 
initiation of steroid therapy to the development of KS 
ranged from 3 months to >36 months, with the average 
duration being 13.7 months. Moreover, our patient 
developed KS earlier than the reported time period. He 
developed KS at one month after the initiation of oral 
prednisolone and at 2 weeks after starting a low dose 
of Imuran at a low dose of 50 mg once daily, which 
may indicate that the KS development in our case was 
most likely a paraneoplastic syndrome, rather than the 
consequence of immunosuppressive therapy. 

Generally, corticosteroid withdrawal or reduction 
results in clinical regression of KS. However, when the 
tumor does not regress and disseminated skin lesions 
or visceral involvement is present, antitumor therapy, 
including chemotherapy and/or radiation therapy may 
be required; this is similar to our case, with our patient 
being considered as having KS with disseminated skin 
involvement. Moreover, another interesting point that 
should be considered is that if the reduction of oral 
steroid dose and cessation of azathioprine did not result 
in tumor regression, but rather led to an increase in 
tumor growth, it would further strengthen the theory 
that the KS development was a paraneoplastic syndrome 
rather than the result of the immunosuppressive 
therapy. Fortunately, our patient responded very well 
to the chemotherapy treatment with no relapses of his 
DM even after the discontinuation of the oral steroid 
treatment. 

In conclusion, although cases of DM with KS 
rarely occur, DM may be considered a paraneoplastic 
syndrome of KS, especially if KS lesions appear before 
DM, <3 months after the diagnosis of DM, or before 
starting the immunosuppressive therapy, as this 
treatment may play an essential role in promoting 
the progression of the KS. Thus, clinicians should be 
cautious when starting immunosuppressive therapies in 
patients with DM, especially in elderly patients, as it 
may promote the progression of KS and other related 
malignancies. 
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Table 2 - Timeline of the outcomes of our patient from the initial visit to 
the treatment and follow-up visits.

Date History/intervention/outcomes 

November 22, 2018 Presented to the emergency room with proximal 
myopathy, skin rashes, and dysphagia. He was 
admitted to the medical ward

November 23, 2018 Magnetic resonance imaging of the thighs, 
electromyography, pulse therapy of intravenous 
methylprednisolone at a dose of 1 g once daily 
for 3 days

November 24, 2018 Muscle biopsy 

November 26, 2018 Oral prednisolone at a dose of 60 mg once daily

November 27, 2018 Discharge home 

December 9, 2018 Oral azathioprine at a dose of 50 mg once daily 

December 15, 2018 Free from symptoms with normalization of 
muscle enzyme levels

December 21, 2018 New skin lesions appeared; thus, azathioprine 
was discontinued. Oral prednisolone was 
titrated until 5 mg once daily, and skin biopsy 
was performed

January 1, 2019 Chemotherapy started (a total of 16 sessions)

November 30, 2019 There were no more skin lesions and no muscle 
weakness; thus, prednisolone was discontinued 
gradually 

August 30, 2020 In the follow-up assessment at the rheumatology 
clinic, physical examination and blood test 
showed normal findings
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