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A case of late Onset Systemic Lupus
Erythematosus with severe myalgia
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Abstract:

Late onset systemic lupus erythematosus (SLE) after 50-year-old is rare. We report a case of A 60
year-old woman referred to our hospital because of severe myalgia and mild arthralgia together with pancytopenia
without other typical symptoms of systemic lupus erythematosus (SLE). Positive direct Coomb’s test revealed that
anemia had autoimmune hemolytic nature and suppression of reticulocyte production was considered a clue of a
process of bone marrow suppression which have been involved in the etiology of pancytopenia. Positivity for Anti-
dsDNA antibodies led us to the diagnosis of late-onset SLE and there was marked improvement after prednisone
administration. As late-onset SLE is rare and patients tend to show the typical symptoms less frequently, close
attention should be focused on latent symptoms and immunological findings.
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Background:

Systemic lupus erythematosus (SLE) is a common disease
of connective tissue that predominantly affects young
women in their 20s. In 10-20 % of patients, however, the
diagnosis is made for the first time in the fifth decade of
life or later, indeed, the onset of SLE beyond the age of
50 years is uncommont?,

Several investigators have reported that age at onset has a
modifying effect on disease expression. In comparison
with younger patients, elderly patients with SLE are
reported to have a more insidious onset of disease and less
common occurrence of the classic manifestations of SLE.
Thus the correct diagnosis is often not made for several
years and is established only after extensive diagnostic
evaluation2. It has also been noted that certain features of
SLE usually associated with severity, such as nephritis or
central nervous system dysfunction, are less common in
patients with older-onset SLES3.

Report
A 60- year- old woman was admitted to our hospital with

severe myalgia and pancytopenia. Upon admission she
complained also of mild arthralgia in her shoulders,

fingers and toes with morning stiffness lasting less than
half an hour with easy fatigability and tingling in both
upper and lower limbs and color changes in both hands
especially  with  exposure to cold (Raynaud's
phenomenon).

Patient had oral ulcers which were red tiny and superficial
on the left side of the tongue, these ulcers were painful.
The patient was complaining for 1.5 months before
admission. Vital signs on presentation included blood
pressurel110/70, pulse rate 90 bpm with regular rhythm,
body temperature 37 and sometimes rises to 38 during the
period of admission and respiratory rate wasl8 per
minute. There was small painless firm freely mobile left
submandibular lymph node with no other peripheral
lymphadenopathy and no edema was noted.

Chest auscultation was clear. The cardiac examination
revealed a soft pansystolic murmur on tricuspid area
increased with inspiration. The abdomen examination
revealed hepatomegaly and dull Troube’s area but spleen
was not palpable. Neurological examination was normal.
There was painful limitation of raising shoulders but all
joints were apparently normal with no redness, swelling or
tenderness. No skin rash was evident on the face or
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extremities. Laboratory data (tablel) revealed normocytic
anemia (Hb 10.4 gAdl), Leucopenia (2.9 10"%ul) with
absolute neutropenia (1.61 107%ul), thrombocytopenia
(136 107%4ul), reticulocytopenia (0.4). Iron profile
showing high ferritin level together with low serum iron
and TIBC. The ESR level was highly elevated (127 mnv/
hr) and CRP 24 mg/L. The serum protein level was high
normal (8.4g /dl). The renal function tests gave normal
results and urine analysis was normal and albumin was
only trace and protein creatinine ratio was elevated (0.84).
Liver enzymes were elevated (ALT 60 IU/L and AST 65
IU/L). LDH was elevated (340 IU/L).

Table 1: Laboratory data on admission

Hematology Blood chemistry
RBC 3.93 10%6/ul BUN 16 mgal
Hb 10.4 gl Creatinine 0.8 mgdl
Ht 32 % Na 133mmol/ L
MCV 81.4fl K 4.2 mmol/ L
MCH 26.5 pg Mg 1.7 mg/l
MCHC 32.5 gal Ca. total 8.4 mg/l
WBCs 2.9 10"Vl Po4 3.5 mgadl

Neutro. 1.61 10™%ul
Lymph. 1.09 10"%ul
Mono. 0.12 10™ul
Eosino. 0.05 10"%ul

Uric acid 5.1 mg/dl
Total prots. 8.4g/dl
Albumin 3.2 g/dl
T.bilirubin 0.6 mg/dl

Pit. 136 10"l D. bilirub. 0.1 mg/dl

Reticulo. 0.4 % AST 651IU/L
ESR 127 mnv hr ALT 60 IU/L
Hemostatic data RBS 128 mg/dl
PT 13.6 sec LDH 340 IU/L
INR 1.06 CK-total 32 IU/L
CK-MB 11 UL

Ferritin 532 ng/ml(7)

Serological test Ser. Iron 29 ug/dl(})

RF +ve TIBC 190 ug/dl(})
AntiCCP  (-ve) 16 Viral markers
ANA(IF)  (+ve) CMV IgG +ve 380 U/ml

ANA(ELISA) (+ve) 5.3 CMV IgM -ve 0.277 col
Anti-ds DNA(+ve) 1/80 EBV(VCA) IgG +ve 3.65 IU
C3-complement 79.4(]) /ml

C4-complement 15.2(]) EBV (VCA) IgM -ve 0.62 IU
Lupus anticoagulant 28.3(N) | 4y

Coombs test direct +ve HIV Ag/Ab -ve

Coombs test indirect -ve HBs Ag -ve
CRP 24  mgL HCV Ab -ve
Urine analysis Prot./Creat. Ratio
Pus 6-8 0.84(1)

RBCs 0-2

Alb. trace

Immunological tests showed that the patient was positive
for antinuclear antibodies (ANA) by ELISA (5.3) and also
positive by indirect immunoflurescence of speckeld and
rim pattern. Rheumatoid factor was positive and AntiCCP
was negative. Anti-DNA antibodies were positive with a
titer of 1/80. C3 and C4 were consumed. Lupus
anticoagulant was normal. Serological tests showed

evidence of resolving CMV infection.

Bone marrow aspirate revealed mild hypocellular particles
however the trails were normocellular with Myeloid /
Erythroid ratio was 4:1, suggesting the presence of mild
erythroid hypoplasia. The myelopoeisis shows mild
maturation arrest at myelocytes state with increased
eosinophils. No increase in the number of blast cells was
observed (<1% of ANCs), hemophagocytosis was not
detected in the bone marrow.

Pan CT revealed bilateral subcentimetric upper and lower
cervical and submandibular lymphadenopathy.
Subcentimetric mediastinal (prevascular , retrocaval) and
bilateral axillary lymphadenopathy and multiple small
para aortic, common, external, internal iliac, inguinal
lymphadenopathy. Liver is enlarged in size about 17.5 cm
with normal density of liver parenchyma. Renal biobsy
revealed Focal sclerosing lupus nephritis class m (C), NIH
Activity Index 3/24, NIH Chronicity Index 4/12.

The presence of Anti-ds DNA antibodies, specific
antibodies for SLE, and normal bone marrow findings
suggested that autoimmunity might be involved in the
peripheral pancytopenia. Positivity of the direct coombs
test suggested autoimmune hemolytic anemia as a
complication.

The patient was diagnosed as having SLE on the basis of
2015 ACR/SLICC (American College of Rheumatology
/Systemic Lupus International Collaborating Clinics)
Revised Criteria for Diagnosis of Systemic Lupus
Erythematosus, in view of the presence of oral ulcers,
arthralgia, proteinuria, hemolytic anemia, WBCs <4000,
positive FANA of rim pattern, positive anti-dsDNA and
consumed C3 and C4. The patient was treated with pulse
steroid for 3 days followed by oral prednisone 30 mg/day,
after 10 days oral prednisone there was evident
improvement of anemia, leucopenia and
thrombocytopenia even AST and ALT were normalized
(table 2) and myalgia and patient function markedly
improved.

Table (2): Laboratory data after 10 days oral
prednisone

CBC Blood chemistry

RBC 3.96 1076/ul Creatinine 0.8 mgdl
Hb 11 gdl Sodiun 133 mmol/ L
Ht 331 % Potassium 5.3 mmol/ L
MCV 83.6 fl AST 42 IU/L
MCH 27.7 pg ALT 30 IU/L

MCHC 33.1 gdl

WBCs 4.9 10"l
Neutro. 4.04 10"ul
Lymph. 0.65 10™ul
Mono. 0.19 10"%ul
Eosino. 0.01 10"%ul
Pit. 185 10"%ul

Albumin 3.6 g/l

25



Mahmoud HF.EJGG.2017; 4(1):24-26

Discussion:

Late onset systemic lupus erythematosus after 80years
old is exceptional *. A few cases have been reported. It
differs from systemic lupus with early onset in term of
clinical presentation, pattern of organ involvement and
prognosis. Also, the female predominance is less
observed (sex ratio 6 —10 / 1 Vs 3.2- 4. 4 /1) °.

The sex hormones modifications may play a part in
determining the expression of the disease °.

The interval between the symptom onset and the
diagnosis of SLE is longer in the late onset SLE with a
delay of over 5 years *. The clinical presentation of late
onset SLE patients varies in different series. Commonly
reported clinical features include fever, weight loss,
musculoskeletal complaints and pleuropericarditis .
Arthralgia and findings resembling polymyalgia
rheumatica are initial manifestations of late onset SLE
° Consistent with these features, the present patient had
arthralgia in her shoulders, fingers and toes and lacked
typical symptoms such as skin manifestations.
Cytopenias are found more commonly in late onset-
SLE™, and were present as a complication in this
patient. Immunological abnormalities observed in this
patient, are less frequent in other reported elderly
persons®. Although it has been reported that anti-ds
DNA antibodies and anti-Sm antibodies are present less
frequently in late onset-SLE patients', some authors
have demonstrated a higher prevalence of anti-Sm
antibodies in both younger and elderly patients*. Anti-
ds DNA antibodies were detected in the present case
and this led us to the diagnosis of SLE. Involvement of
major organ, especially the kidney is exceptional in late
onset SLE™. In this patient, the diagnosis of lupus
nephritis was based on proteinuria which was
confirmed with renal biobsy.

Our patient fulfilled the ACR (The American College
of Rheumatology) criteria 2015.

Conclusion:

Diagnosis of SLE in elderly individuals is difficult
because of the lack of typical physical and laboratory
features that are usually present in younger patients.
Therefore, careful attention needs to be paid to latent
symptoms and immunological laboratory findings.
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