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Table 1. Clinical characteristics for the

patients with mixed connective tissue disease
at diagnosis
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Figure 1. Kaplan-meier estimates of diagnostic change in patients with mixed
connective tissue disease. A. Cumulative diagnostic change rate in total 184 patients
B. The relationship between observation periods and diagnostic change rate in each
group (SLE 31 patients, SSc 8 patients, and Others 12 patients)

CTD, connective tissue disease (other than MCTD)
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Table 2. Relationship between the presence of anti-DNA antibody at the
initial visit and the diagnosis during the follow-up period

Diagnosis during
the follow-up

Anti-DNA antibody at initial visit

periods Positive (%) Nefative (%)
MCTD alone 23 (18.5) 101 (81.5)
MCTD + SLE 16 (51.6) 15 (48.4)
MCTD + others 6 (31.6) 13 (68.4)

chi-square test p = 0.007

MCTD, mixed connective tissue disease; SLE, systemic lupus erythematosus;
Others (Overlap syndrome, rheumatoid arthritis, vasculitis)
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Figure 2. Kaplan-Meier estimates of survival rate in patients with mixed connective tissue
disease. A. Survival in all the patients B. Comparison of survival of patients with or without

collagen disease other than MCTD
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Table 3. Characteristics and causes of death in fatal patients with mixed connective tissue

disease. Patients No. 1-3: Diagnosis of collagen diseases other than MCTD

Age at the

Time to death

No. - . Gender CTD-PAH Cause of death
first vist (years)
1 61 F 1.7 + CTD-PAH
2 37 F 2.1 - Septic shock
3 36 F 12.1 + CTD-PAH
4 24 F 1.9 - SAH
5 46 F 2.0 + Acute exacerbation of [P
6 60 M 3.8 - Rupture of AAA
7 61 F 7.0 + Sudden death
8 49 F 9.4 - Liver cirrhosis
9 46 F 9.7 - TTP
10 17 F 14.2 + CTD-PAH
11 56 F 14.3 - Nasopharyngeal cancer
12 49 F 14.8 - Lung cancer
13 53 F 17.1 - VT, VF
14 34 F 17.3 - Adult T cell leukemia
15 28 F 32.1 Esophageal cancer
16 44 F 33.6 + SAH
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Long-term outcomes of patients diagnosed as having mixed
connective tissue disease (MCTD) at the initial visit

Tatsuhiko Wada,' Nobuhiro Sho,' Eisuke Ogawa,' Yoshiyuki Arinuma,' Tatsuo Nagai,'
Sumiaki Tanaka,' Jun Okada,> Hirobumi Kondo,?> Shunsei Hirohata'

'"Department of Rheumatology and Infectious Diseases, Kitasato University School of Medicine
*Department of Nutrition Management, Kitasato Junior College of Health and Hygienic Sciences

*Kitasato University School of Medicine

Background: Our objective was to clarify the long-term outcomes of patients with the initial diagnosis of
mixed connective tissue disease (MCTD), including the changes of diagnosis.

Methods: Patients who had initially been diagnosed as having MCTD at the Department of Collagen Diseases
and Infection in Internal Medicine, at the Kitasato University Hospital from 1974 to 2012 were evaluated by
retrospectively reviewing patients' charts. We defined "Change of diagnosis" and "Death" as events, and the
Kaplan-Meier method was used to analyze event-free survival.

Results: One hundred eighty-four patients (females, n = 166) who had been diagnosed as having MCTD at the
initial visit were included in this study. The age range was 40.4 = 14.2 (mean £ SD), and follow-up periods
ranged from 0.1-37.3 years (mean 8.5 years). There were 133 patients with the diagnosis of MCTD, whereas
51 other patients were initially diagnosed as having MCTD and then diagnosed as having other connective
tissue diseases (systemic lupus erythematosis 31, systemic sclerosis 8, overlap syndrome 7, rheumatoid
arthritis 2, vasculitis 2, and polymyositis 1). The event-free survival rates for the diagnoses were 97.3%,
92.3%, and 87.4% at 1, 3, and 5 years, respectively, after the initial visit. In the 133 MCTD patients without
a change in their diagnoses, overall survival rates were 91.8%, 84.3%, and 77.4% at 10, 20, and 30 years,

respectively, after the initial visit.

Conclusion: The results confirmed that MCTD is a regional clinical entity, the prognosis of which is relatively

good.

Key words: MCTD, long-term outcomes, change of diagnosis, event-free survival
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