
 

 

疾病名稱：Rheumatoid Arthritis 

ICD-10-CM：M06.9 

壹、 前言 

 一、適用範圍 Scope 

The patient who is diagnosed as rheumatoid arthritis (RA) 

 二、目的 Purpose 

As reference material for the target users 

 三、指引使用者 The target users of the guideline 

Rheumatologist, general physicians, orthopedist, rehabilitation physician 

貳、 重要臨床準則 

 一、評估 Assessment  

The patients with rheumatoid arthritis usually present with painful and swollen 

joints in their 50s to 60s. It can be a disabling and painful condition, which leads to 

substantial loss of functioning. Patients with rheumatoid arthritis are also at greater 

risk for infection, cardiovascular disease, and malignancy. Therefore, the early 

diagnosis and intervention is extremely crucial to halt the progression and prevent 

from disability. 

 二、診斷依據 Diagnosis criteria 

2010 American College of Rheumatology/European League Against 

Rheumatism Classification Criteria (ACR/EULAR) for rheumatoid arthritis: 

A score of ≥ 6 points is classified as definite rheumatoid arthritis 

(一) Joint involvement and distribution (0-5 points) 

1. 1 large joint: 0 points 

2. 2–10 large joints: 1 point 



 

 

3. 1–3 small joints: 2 points 

4. 4–10 small joints: 3 points 

5. > 10 joints (and at least 1 small joint): 5 points 

(二) Serology (0-3 points) 

1. Negative RF and negative ACPA: 0 points 

2. Low-positive RF or low-positive ACPA: 2 points 

3. High-positive RF or high-positive ACPA: 3 points  

(三) Acute-phase reactants (0-1 point) 

1. Normal CRP and normal ESR: 0 points 

2. Abnormal CRP or abnormal ESR: 1 point 

(四) Duration of symptoms (0-1 point) 

1. < 6 wk: 0 points 

2. ≥ 6 wk: 1 point 

 三、鑑別診斷Differential Diagnosis 

(一) Psoriatic arthritis 

(二) Spondyloarthropathy with peripheral involvement 

(三) Systemic lupus erythematosus 

(四) Chronic gout 

(五) Calcium pyrophosphate deposition disease 

(六) Adult-onset Still’s disease 

(七) Relapsing seronegative symmetric synovitis with pitting edema (RS3PE) 

(八) Polymyalgia rheumatica 

(九) Palidromic rheumatism 

(十) Osteoarthritis 

 四、疾病（病理）分期 Disease and Pathology stage  



 

 

Not available 

 五、臨床症狀 signs and symptoms 

(一) Joints 

1. Polyarthritis 

2. Involvement in hands, feet, and cervical spines 

3. Shoulder and knee can also be involved 

4. Deformity 

(1) Ulnar deviation 

(2) Boutonniere deformity 

(3) Swan neck deformity 

(4) "Z-thumb"  

(二) Skin 

1. Rheumatoid nodule 

2. Vasculitis  

3. Livedo reticularis 

4. Pyoderma gangrenosum 

5. Sweet's syndrome 

6. Erythema nodosum 

7. Atrophy of digital skin 

8. Palmar erythema 

9. Diffuse thinning (rice paper skin), and skin fragility (often worsened by 

corticosteroid use). 

(三) Lungs 

1. Interstitial lung disease, characterized by usual interstitial pneumonia, 

non-specific interstitial pneumonia, etc. 



 

 

2. Pleuritis with pleural effusion 

3. Nodular lesions mimicking neoplasm 

(四) Kidneys 

Renal amyloidosis can occur as consequence of chronic inflammation., 

immune-complex deposits in glomerular mesangium 

(五) Heart and blood vessels 

1. Atherosclerosis 

2. Myocardial infarction  

3. Stroke 

4. Vasculitis 

(六) Other 

1. Ocular 

(1) Episcleritis/scleritis 

(2) Scleromalacia 

(3) Keratoconjunctivitis sicca  

2. Hematological 

(1) Anemia  

(2) Neutropenia in patients with Felty's syndrome with an enlarged  

(3) liver and spleen. 

(4) Thrombocytosis 

3. Neurological 

(1) Peripheral neuropathy  

(2) Mononeuritis multiplex  

(3) Atlanto-axial subluxation with cord compression 

(4) Entrapment neuropathy 



 

 

4. Constitutional symptoms 

5. Osteoporosis 

6. Lymphoma 

 六、發生率與盛行率 Incident and prevalent 

(一) The prevalence of RA is about 1%. 

(二) The incidence of RA is around 3 cases per 10,000 person-year 

 七、檢驗與其他檢查 Laboratory and other examination 

(一) Blood tests:  

1. Complete blood count (CBC)  

2. Erythrocyte sedimentation rate (ESR)  

3. Rheumatoid factor (RF), IgM or IgA type, nonspecific type 

4. Anti-cyclic citrullinated peptide antibody (anti-CCP, ACPA) 

5. C-Reactive protein (CRP)  

6. Antinuclear antibody (ANA)  

7. Anti-SSA/SSB antibodies 

8. Immunoglobulin G (IgG)  

(二) Joint fluid examination and culture to differentiate from other arthritis, such 

as gouty arthritis 

(三) X-ray of hands (or other joints) 

 八、住院及出院條件 Admission and Discharge criteria 

(一) Admission criteria 

1. Active disease with poor response to oral agents 

2. Extensive diagnostic procedure 

3. Major complication or drug side effects, such as intercurrent severe 

infection, AOSD, or vasculitis 



 

 

4. Rehabilitation 

5. Verified treatment with intravenous bDMARD therapy 

(二) Discharge criteria 

1. Disease under control 

2. Complete diagnostic procedure 

3. Resolution of complications 

4. Complete rehabilitation 

九、主要治療處置 Primary treatment and management 

(一) Educate the patient and the family about the concepts of chronic disease and 

its management; balance between resting and exercising. 

(二) Medication.  

1. Nonsteroidal anti-inflammatory drugs 

2. Disease-modifying anti-rheumatic drugs (DMARDs) 

(1) Methotrexate: hepatitis, nausea, vomiting, cytopenia, pneumonitis 

(2) Sulfasalazine: hepatitis, GI upset, skin rash 

(3) Leflunomide: hepatitis, cytopenia, pneumonitis 

(4) Hydroxychloroquine: pigmentation, retinopathy 

(5) Cyclosporin: hypertension, renal function impairment 

(6) Azathioprine 

3. Corticosteroid 

4. Biologic agents and small molecule target synthetic DMARDs: 

(1) TNF inhibitors - etanercept, infliximab, adalimumab, golimumab, 

certolizumab pegol: tuberculosis 

(2) B cell depleting agent – rituximab: HBV reactivation, leukopenia 

(3) T cell CTLA-4 modulating agent – abatacept: infection 



 

 

(4) IL-6 inhibitors – tocilizumab: allergy, infection 

(5) Small molecule targeted synthetic DMARDs - tofacitinib, 

baricitinib, upadacitinib: viral infection, especially herpes zoster, 

deep vein thrombosis 

(三) Intra-articular corticosteroid injection 

(四) Rehabilitation 

十、輔助或替代治療Adjuvant/Substitute treatment 

Surgical treatment for destructive joint and secondary osteoarthritis.  

十一、癒後 Outcome 

The course of the disease varies greatly. Some people have mild short-term 

symptoms, but most of the patients have progressive disease if not receiving treatment. 

Aggressive treatment halts the process of joint destruction and preserves functional 

ability. However, even with active treatment, the patients with RA still have higher 

cardiovascular risk and cancer risk than general population. 

 十二、住院天數 Length of stay 

2-28 days, depends on the indication of hospitalization 

 十三、出院計畫 Discharge Plan 

(一) Regular visit at out-patient department 

(二) Take medicine regularly 

(三) ER visit as needed 

 十四、出院衛教 Discharge health education 

(一) Good compliance to medications:  

Studies have shown that people who receive early treatment for RA feel 

better sooner and more often 



 

 

(二) Regular exercise and maintenance of good fitness:  

Obese patients are encouraged to lose weight to reduce the loading of joints. 

(三) Self-awareness of possible complications, including severe infections, 

cardiovascular events, cancers, fractures.  

十五、出院追蹤 Discharge Follow up 

(一) Disease activity 

(二) Quality of life 

(三) Drug side effects 

(四) Complications 
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疾病名稱：Systemic Lupus Erythematosus  

ICD-10-CM：M32 

壹、 前言 

一、適用範圍 Scope 

The patient who is diagnosed as systemic lupus erythematosus (SLE) 

 二、目的 Purpose 

As reference material for the target users 

 三、指引使用者 The target users of the guideline 

Rheumatologist, hematologist, dermatologist, neurologist, nephrologist, and 

general physician 

貳、 重要臨床準則 

 一、評估 Assessment 

SLE is an multiorgan autoimmune disease that involves joints, kidney, skin and 

mucosa, as well as hematological, nervous, respiratory, cardiovascular, and 

gastrointestinal system. The disease occurs nine to fifteen times more often in women 

than in men, especially within the childbearing age. The disease is characterized by 

autoantibody production and various manifestations. The comprehensive evaluation is 

crucial in this patient population. 

 二、診斷依據 Diagnosis criteria 

(一) 2012 SLICC classification criteria for SLE:  

Fulfill at least four criteria from 17 criteria, with at least one clinical  

criterion and one immunologic criterion. Or with lupus nephritis as the sole  

clinical criterion in the presence of ANA or anti-dsDNA antibodies. 

1. Clinical criteria 



 

 

(1) Acute cutaneous lupus 

(2) Chronic cutaneous lupus 

(3) Oral ulcer 

(4) Nonscarring alopecia  

(5) Synovitis involving two or more joints 

(6) Serositis 

(7) Renal: proteinuria ≥ 500 mg/d or RBC casts 

(8) Neurologic 

(9) Hemolytic anemia 

(10) Leukopenia (< 4000/mm3 at least once) 

(11) Thrombocytopenia (<100,000/mm3) at least once 

2. Immunologic criteria 

(1) ANA above laboratory reference range 

(2) Anti-dsDNA above laboratory reference range 

(3) Anti-Sm 

(4) Antiphospholipid antibody with any of the following: lupus 

anticoagulant, at least medium anticardiolipin antibody, anti–β2 

-glycoprotein I. 

(5) Low complement 

(6) Direct Coombs test in the absence of hemolytic anemia 

(二) 2018 ACR/EULAR classification criteria for SLE:  

Entry criteria: ANA of at least 1:80 on human HEp-2 cell 

A score of ≥ 10 points is classified as SLE, with at least one point from  

clinical domain 

1. Clinical domain:  



 

 

(1) Constitutional domain: 2 points 

(2) Cutaneous domain: 

A. Nonscarring alopecia: 2 points 

B. Oral ulcers: 2 points 

C. Subacute cutaneous or discoid lupus: 4 points 

D. Acute cutaneous lupus: 6 points 

(3) Arthritis domain: 6 points 

(4) Neurologic domain: 

A. Delirium: 2 points 

B. Psychosis: 3 points 

C. Seizure: 5 points 

(5) Serositis domain: 

A. Pleural or pericardial effusion: 5 points 

B. Acute pericarditis: 6 points 

(6) Hematologic domain: 

A. Leukopenia: 3 points 

B. Thrombocytopenia: 4 points 

C. Autoimmune hemolysis: 4 points 

(7) Renal domain: 

A. Proteinuria ≥500 mg/24 hours: 4 points 

B. Class II or V lupus nephritis: 8 points 

C. Class III or IV lupus nephritis: 10 points 

2. Immunologic domains: 

(1) Antiphospholipid antibody domain: 

A. Anti-cardiolipin IgG >40 GPL or anti-β2GP1 IgG >40 units 



 

 

or positive lupus anticoagulant: 2 points 

(2) Complement domain: 

A. Low C3 or low C4: 3 points 

B. Low C3 and C4: 4 points 

(3) Highly specific antibodies domain: 

A. Anti-dsDNA antibody: 6 points 

B. Anti-Smith antibody: 6 points 

三、鑑別診斷 Differential Diagnosis 

(一) Mixed connective tissue disease 

(二) Rheumatoid arthritis 

(三) Systemic sclerosis 

(四) Drug-induced lupus erythematosus 

(五) Vasculitis 

(六) Viral syndrome 

(七) Malignancy 

(八) Dermatomyositis/polymyositis 

 四、疾病（病理）分期 Disease and Pathology stage  

    Not available 

 五、臨床症狀 signs and symptoms  

(一) Common initial and chronic complaints are fever, malaise, joint pains, 

myalgias, fatigue, and temporary loss of cognitive function. 

(二) Dermatological manifestations 

1. Classic malar rash 

2. Subacute cutaneous lupus 

3. Discoid lupus 



 

 

4. Alopecia; mouth, nasal, and vaginal ulcers; and lesions on the skin  

(三) Musculoskeletal manifestations 

1. Joint pain 

2. Muscle pain 

(四) Hematological manifestations 

1. Anemia and iron deficiency 

2. Low platelet and white blood cell counts  

(五) Cardiac manifestations 

1. Pericarditis 

2. Myocarditis 

3. Endocarditis: noninfective (Libman-Sacks endocarditis) and involves 

either the mitral valve or the tricuspid valve. 

4. Atherosclerosis  

(六) Pulmonary manifestations 

1. Pleuritis 

2. Pleural effusion 

3. Lupus pneumonitis 

4. Interstitial lung disease (NSIP, UIP, LIP…etc.) 

5. Pulmonary hypertension 

6. Pulmonary emboli 

7. Diffuse alveolar hemorrhage 

8. Shrinking lung syndrome. 

(七) Renal involvement 

1. Painless hematuria or proteinuria  

2. Lupus nephritis, membranous glomerulonephritis 



 

 

3. End-stage renal failure  

(八) Neuropsychiatric manifestations 

1. Central or peripheral nervous system 

2. Headache, cognitive dysfunction, mood disorder, cerebrovascular 

disease, seizures, polyneuropathy, anxiety disorder and psychosis. 

 六、發生率與盛行率 Incident and prevalent 

(一) The prevalence of SLE is approximately 50-100 per 100,000. 

(二) The incidence of SLE is around 5-25 per 100,000 person-year.  

七、檢驗與其他檢查 Laboratory and other examination 

(一) Blood tests:  

1. Complete blood count (CBC)  

2. Blood urea nitrogen (BUN) and creatinine (Cr) 

3. Liver function tests: transaminases and bilirubin 

4. Erythrocyte sedimentation rate (ESR)  

5. C-Reactive protein (CRP)  

6. Antinuclear antibody (ANA)  

7. Anti-dsDNA antibody 

8. Anti-Sm/RNP antibody 

9. Anti-SSA/SSB antiboby 

10. Anti-ribosomal-P 

11. Antiphospholipid antibodies (lupus anticoagulant, IgG and IgM 

anticardiolipin antibodies, IgG and IgM anti-beta2-glycoprotein I) 

12. Miscellaneous antibodies: p-ANCA, anti-histone, PCNA, 

anti-nucleosome 

13. PT/aPTT 



 

 

14. Complement3 (C3) and Complement 4 (C4)  

15. Rheumatoid factor (RF) and anti-cyclic citrullinated peptide antibodies 

(anti-CCP) 

16. Immunoglobulin G/A/M (IgG/A/M)  

17. Urine routine, spot urine protein/creatinine ratio, 24-hour urine protein, 

urine RBC morphology 

(二) Joint fluid examination  

(三) X-ray of chest and involved joints 

(四) Ultrasonography of involved joints 

(五) Echocardiography for pericardial involvement 

(六) Renal biopsy 

(七) Skin biopsy 

 八、住院及出院條件 Admission and Discharge criteria 

(一) Admission criteria 

1. Disease flare up 

2. Comorbidity or severe immunocompromised status 

3. Drug adverse effects 

4. For tissue biopsy or invasive procedure of diagnosis 

(二) Discharge criteria 

1. Stable disease activity 

2. Comorbidity under control 

3. Drug side effect under control 

4. Completion of biopsy or invasive procedure without complication 

九、主要治療處置 Primary treatment and management  

(一) Medications 



 

 

1. Nonsteroidal anti-inflammatory drugs 

2. Disease-modifying anti-rheumatic drugs (DMARDs) 

(1) Methotrexate: hepatitis, nausea, vomiting, cytopenia, infection, 

pneumonitis 

(2) Azathioprine: hepatitis, cytopenia, infection 

(3) Cyclosporine: hypertension, renal dysfunction, gum hyperplasia, 

nfection 

(4) Tacrolimus: renal dysfunction, neurotoxicity, infections 

(5) Mycophenolic acid/mycophenolate mofetil: cytopenia, diarrhea, 

nausea, vomiting, infection 

(6) Hydroxychloroquine: pigmentation, retinopathy 

(7) Cyclophosphamide: hair loss, cytopenia, ovarian failure, infection, 

mucositis, hemorrhagic cystitis, secondary malignancy 

3. Corticosteroid 

4. Biologic agents:  

(1) B cell depleting agent – rituximab: HBV reactivation 

(2) B cell modulating agent – belimumab 

(3) T cell CTLA-4 modulating agent – abatacept  

5. Small molecule targeted synthetic DMARDs - tofacitinib, baricitinib, 

upadacitinib: viral infection, especially herpes zoster and deep vein 

thrombosis 

(二) Plasmapheresis for removal of autoantibodies and immune complex 

(三) Rehabilitation 

(四) Surgical intervention for osteonecrosis, renal transplantation, and 

neurological complications 



 

 

(五) Hemodialysis, peritoneal dialysis 

 十、輔助或替代治療 Adjuvant /Substitute treatment 

(一) Immunoglobulin 

(二) Biologic therapies under development: ocrelizumab, epratuzumab, atacicept, 

blisibimod, abatacept, interferon inhibition  

 十一、癒後 Outcome 

The disease course and severity vary widely among individuals. The survival in 

SLE has improved greatly in the past 50 years. The standardized mortality ratio 

decreased from 13.5 in 1970s to 2.2 in 2010s.  

十二、住院天數 Length of stay 

3-28 days, depends on the indication of hospitalization 

十三、出院計畫 Discharge Plan 

(一) Regular visit at out-patient department 

(二) Take medicine regularly 

(三) ER visit as needed 

 十四、出院衛教 Discharge health education 

(一) Maintain a good doctor-patient relationship and solid support from family 

and friends. These are key to learning to cope with this chronic and often        

unpredictable illness. 

(二) Take all medications as prescribed, visit your physician regularly, and learn 

as much as you can about lupus, your medications, and your progress. Get 

involved in your care. Don't take a back seat. 

(三) Stay active. This will usually help keep joints flexible and may prevent 

cardiovascular complications. This does not mean overdoing it; the best 



 

 

approach is to alternate light to moderate exercise with periods of rest or 

relaxation. 

(四) Avoid excessive sun exposure. Ultraviolet rays in sunlight can cause flare of 

skin lesion, and may even trigger a more serious flare in the disease itself. 

Wear protective clothing (long sleeves, a big-brimmed hat) and use 

sunscreen liberally when outdoors on a sunny day to protect against such 

complications. 

十五、出院追蹤 Discharge Follow up 

(一) Disease activity 

(二) Quality of life 

(三) Drug side effects 

(四) Complications 
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疾病名稱：Sicca syndrome (Sjögren's syndrome) 

ICD-10-CM：M35.0 

壹、 前言 

 一、適用範圍 Scope 

    The patient who is diagnosed as Sjögren's syndrome (SjS) 

 二、目的 Purpose 

As reference material for the target users 

 三、指引使用者 The target users of the guideline 

Ophthalmologist, dentist, orthopedic surgeon, neurologist, rheumatologist,  

urologist, and thoracic physician 

貳、 重要臨床準則 

 一、評估 Assessment  

Sjögren's syndrome is a common autoimmune disease characterized by 

exocrinopathy. Dry eyes and dry mouth are the hallmark of the disease, but 

multiorgan involvement, including lung, vessel, kidney, joint, nervous system, thyroid, 

may be affected as well. The disease is with a female-to-male predominance of 9:1, 

and peak incidence at age of 50s.  

 二、診斷依據 Diagnosis criteria 

2017 ACR–EULAR classification criteria for primary Sjögren’s syndrome: 

For a patient with at least one symptoms of ocular or oral dryness, a score of ≥4 points 

is defined as primary Sjögren’s syndrome after excluding hepatitis C infection, 

radiotherapy, sarcoidosis, graft-versus-host disease, receipt of anticholinergic drugs, 

and IgG4-related disease. 

(一) Focus score of ≥1: 3 points 



 

 

A score determined by the number of mononuclear-cell infiltrates 

containing ≥50 inflammatory cells per 4 mm2 of minor labial salivary gland 

obtained on biopsy 

(二) Presence of anti-SSA antibodies: 3 points 

Measured in serum; only anti-Ro60 antibodies have to be considered; 

isolated anti-Ro52 antibodies are not specific for Sjögren’s syndrome 

(三) SICCA ocular staining score of ≥5: 1 point 

A score determined by an ophthalmologist on the basis of examination with 

fluorescein and lissamine green staining; scores range from 0 to 12, with 

higher scores indicating greater severity 

(四) Schirmer test of ≤5 mm per 5 min: 1 point 

An assay for measuring tear production by inserting filter paper on 

conjunctiva in the lower eyelid and assessing the amount of moisture on the 

paper 

(五) Unstimulated whole salivary flow of ≤0.1 ml per min: 1 point 

An assay for measuring the rate of salivary flow by collecting saliva in a 

tube for at least 5 min after the patient has swallowed 

三、鑑別診斷 Differential Diagnosis 

(一) Past head and neck radiation therapy 

(二) IgG4-related disease 

(三) Hepatitis C infection 

(四) Pre-existing lymphoma 

(五) Sarcoidosis 

(六) Graft-versus-host disease 

(七) Use of anticholinergic drugs (since a time shorter than 4-fold life of the 



 

 

drug) 

 四、疾病（病理）分期 Disease and Pathology stage  

Not available 

 五、臨床症狀 signs and symptoms 

(一) Glandular: 

1. Dry mouth and dry eyes 

2. Swelling parotid and submandibular gland 

(二) Extraglandular: 

1. Articular: arthralgia with morning stiffness or synovitis 

2. Constitutional symptoms: fever, weight loss, night sweats 

3. Pulmonary: chronic bronchitis, interstitial lung disease 

4. Cutaneous: purpura, vasculitis 

5. Nervous system: peripheral neuropathy, cerebral vasculitis, myelitis, 

pseudotumor cerebri 

6. Lymph system: lymphadenopathy, lymphoma 

7. Urogenital system: urolithiasis, renal calculus, chronic autoimmune 

cystitis 

六、發生率與盛行率 Incident and prevalent 

(一) The prevalence of SjS is 0.3 to 1 per 1,000 persons 

(二) The incidence of SjS is 5 to 10 per 100,000 person-years 

 七、檢驗與其他檢查 Laboratory and other examination 

(一) Blood tests:  

1. Complete blood count (CBC)  

2. Blood urea nitrogen (BUN) and creatinine (Cr) 

3. Liver function tests: transaminases 



 

 

4. Erythrocyte sedimentation rate (ESR)  

5. C-Reactive protein (CRP)  

6. Antinuclear antibody (ANA)  

7. Anti-SSA/SSB antiboby 

8. Complement3 (C3) and Complement 4 (C4)  

9. Rheumatoid factor (RF) and anti-cyclic citrullinated peptide antibodies 

(anti-CCP) 

10. Immunoglobulin G/A/M (IgG/A/M)  

11. Urine routine, spot urine protein/creatinine ratio, 24-hour urine protein 

12. Sonography of urogenital system 

13. Renal tubular function assessment 

(二) Schirmer’s test  

(三) SICCA ocular staining 

(四) Unstimulated whole salivary flow or sialoscintigraphy 

(五) Minor salivary gland biopsy 

(六) X-ray of chest and involved joints 

(七) Pulmonary function test  

(八) Chest CT if interstitial lung disease is clinically suspected 

 八、住院及出院條件 Admission and Discharge criteria 

(一) Admission criteria 

1. Comprehensive evaluation  

2. Severe active disease with multiorgan involvement 

3. Comorbidity or severe immunocompromised status 

4. Drug adverse effects 

(二) Discharge criteria 



 

 

1. Completion of evaluation 

2. Regression of disease activity 

3. Comorbidity under control 

4. Resolution of drug side effects 

 九、主要治療處置 Primary treatment and management 

(一) Moisture replacement therapies and artificial tears for dry eyes 

(二) Prescription drugs are also available that help to stimulate salivary flow, 

such as cevimeline and pilocarpine. 

(三) Hydroxychloroquine is commonly prescribed for patients with SjS, but it 

lacks efficacy in sicca, and may have only modest effect on extra-glandular 

symptoms, especially arthralgia and purpura.  

(四) Cyclosporin (Restasis) eye drop help treat chronic dry eye by suppressing 

the inflammation that disrupts tear secretion, is only prescribed by 

ophthalmologist 

(五) Nonsteroidal anti-inflammatory drugs for musculoskeletal symptoms. 

(六) Corticosteroids or immunosuppressive drugs may be prescribed for several 

complications.  

(七) Lung transplantation for severe interstitial lung disease 

(八) Urological surgery for urolithiasis and renal calculus.  

 十、輔助或替代治療 Adjuvant /Substitute treatment 

(一) Rituximab 

(二) Novel biologic agent under evaluation: abatacept, belimumab, bortezomib, 

atacicept, daratumumab 

 十一、癒後 Outcome 

(一) The symptom of sicca is generally irreversible.  



 

 

(二) Sjögren's syndrome can damage various vital organs, causing certain degree 

of disability if not being controlled.  

(三) The patients with Sjögren's syndrome might have higher risk of lymphoma 

or lympoproliferative disorders.  

(四) Decreased complement level, light chain restriction, and presence of 

vasculitis are considered as poor prognostic factors.  

 十二、住院天數 Length of stay 

2-28 days depends on the indication of hospitalization  

 十三、出院計畫 Discharge Plan 

(一) Regular visit at out-patient department 

(二) Take medicine regularly 

(三) ER visit as needed 

 十四、出院衛教 Discharge health education 

(一) Sjögren's syndrome is an autoimmune condition that can occur at any age, 

but predominant in older women. Many patients develop Sjögren's syndrome 

secondary to another autoimmune disease, such as rheumatoid arthritis or 

lupus.  

(二) Most of the treatment for Sjögren's syndrome is aimed at relieving 

symptoms of dry eyes and mouth, preventing long-term        

complications such as infection and dental disease. Currently available         

treatments often do not completely eliminate the symptoms of dryness. 

(三) Oral hygiene and indoor humidity control help relieve symptoms of 

dryness. 

(四) Most patients with Sjögren's syndrome remain healthy, but a number of rare  

 complications have been described, including an increased risk for cancer of  



 

 

 the lymph glands (lymphoma), interstitial lung disease, and obstructive 

uropathy. Thus, regular medical care and follow up is  

 important for all patients.  

 十五、出院追蹤 Discharge Follow up 

(一) Disease activity 

(二) Quality of life 

(三) Drug side effects 

(四) Complications 
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疾病名稱：Systemic sclerosis 

ICD-10-CM：M34 

壹、 前言 

 一、適用範圍 Scope 

The patient who is diagnosed as systemic sclerosis 

 二、目的 Purpose 

As reference material for the target users 

 三、指引使用者 The target users of the guideline 

Dermatologist, rheumatologist, gastroenterologist and cardiologist. 

貳、 重要臨床準則 

 一、評估 Assessment  

Systemic sclerosis, also called scleroderma (SSc) is an autoimmune disease 

characterized by fibrosis and vasculopathy. Except for the hallmark of thickened skin, 

SSc also involves lung, kidney, heart, and gastrointestinal tract, causing challenge for 

both physicians and patients. Comprehensive evaluation and appropriate treatment are 

warranted to prevent from disability and complications.  

 二、診斷依據 Diagnosis criteria 

2013 ACR/EULAR criteria for the classification of systemic sclerosis: 

A score of ≥ 9 points is classified as definite systemic sclerosis 

(一) Proximal skin involvement: Skin thickening of the fingers of both hands, 

extending proximal to the metacarpophalangeal joints (sufficient criterion; 

score 9) 

(二) Skin thickening of the fingers (only count the higher score)  

1. Puffy fingers (score 2) 



 

 

2. Sclerodactyly of the fingers (distal to the metacarpophalangeal joints, 

but proximal to the proximal interphalangeal joints; score 4) 

(三) Fingertip lesions (only count the higher score)  

1. Digital tip ulcers (score 2) 

2. Fingertip pitting scars (score 3) 

(四) Telangiectasia (score 2)  

(五) Abnormal nailfold capillaries (score 2)  

(六) Pulmonary arterial hypertension or interstitial lung disease (maximum score 

of 2) 

1. Pulmonary arterial hypertension (score 2) 

2. Interstitial lung disease (score 2) 

(七) Raynaud’s phenomenon (score 3) 

(八) Systemic sclerosis-related autoantibodies (maximum score of 3) 

1. Anti-centromere (score 3) 

2. Anti-topoisomerase I (score 3) 

3. Anti-RNA polymerase III (score 3) 

 三、鑑別診斷 Differential Diagnosis 

(一) Mixed connective tissue disease 

(二) Nephrogenic systemic fibrosis 

(三) Amyloidosis 

(四) Eosinophilic fasciitis 

(五) Chronic graft-versus-host disease 

(六) Exposure to vinyl chloride, solvents, rapeseed oil 

(七) Diabetes 

(八) Hypothyroidism 



 

 

(九) Scleromyxedema 

 四、疾病（病理）分期 Disease and Pathology stage 

Not available 

 五、臨床症狀 signs and symptoms 

(一) Skin symptoms 

1. Hardening, scarring, tight, reddish or scaly.  

2. Vascular symptoms and Raynaud's phenomenon 

3. Calcinosis (deposition of calcium in lumps under the skin) 

(二) Musculoskeletal 

1. Arthritis, or cause discomfort in tendons or muscles. 

2. Joint mobility, especially of the small joints of the hand, may be 

restricted by calcinosis or skin thickening. 

3. Muscle weakness, myopathy 

(三) Lungs 

1. Pulmonary hypertension 

2. Aspiration pneumonia 

3. Pulmonary hemorrhage 

4. Pneumothorax. 

5. Interstitial lung disease 

(四) GI 

1. Reflux esophagitis, GERD 

2. Decrease motility anywhere in the gastrointestinal tract. 

3. Dysphagia 

4. Chest pain. 

5. Bacterial overgrowth and malabsorption, of bile salts, fats, 



 

 

carbohydrates, proteins, and vitamins. 

6. Pseudo-obstruction or ischemic colitis. 

7. Rarer complications: pneumatosis cystoides intestinalis, or gas pockets 

in the bowel wall, wide mouthed diverticula in the colon and 

esophagus, and liver fibrosis. 

8. Gastric antral vascular ectasia (GAVE), also known as watermelon 

stomach.  

(五) Kidneys 

Scleroderma renal crisis: malignant hypertension, hyperreninemia, azotemia    

and microangiopathic hemolytic anemia, hematuria and proteinuria. 

 六、發生率與盛行率 Incident and prevalent 

(一) The incidence of SSc is estimated at 1-100 per 1,000,000 person-year, with 

wide variation between different ethics.  

(二) The prevalence is approximately 4-400 per 1,000,000 persons.  

 七、檢驗與其他檢查 Laboratory and other examination 

(一) Blood tests:  

1. Complete blood count (CBC)  

2. Blood urea nitrogen (BUN) and creatinine (Cr) 

3. Liver function tests: transaminases  

4. Erythrocyte sedimentation rate (ESR)  

5. C-Reactive protein (CRP)  

6. Antinuclear antibody (ANA)  

7. Anti-CENP 

8. Anti-Scl-70 

9. Anti-RNA polymerase III 



 

 

10. Anti-dsDNA antibody 

11. Anti-Sm/RNP antibody 

12. Anti-SSA/SSB antiboby 

13. Anti-U3-RNP antibody 

14. Anti-fibrillarin antibody 

15. Complement3 (C3) and Complement 4 (C4)  

16. Immunoglobulin G/A/M (IgG/A/M)  

17. Urine routine, spot urine protein/creatinine ratio 

(二) X-ray and CT scan of chest 

(三) Echocardiography, cardiac catheteriation 

(四) Pulmonary function tests and 6-minute walking test 

(五) Nailfold capillaroscopy 

(六) Esophageal transit time 

八、住院及出院條件 Admission and Discharge criteria 

(一) Admission criteria 

1. Disease flare up 

2. Comorbidity or severe immunocompromised status 

3. Drug adverse effects 

4. For tissue biopsy or invasive procedure of diagnosis 

(二) Discharge criteria 

1. Stable disease activity 

2. Comorbidity under control 

3. Drug side effect under control 

4. Completion of biopsy or invasive procedure without complication 

 



 

 

 九、主要治療處置 Primary treatment and management  

1. Calcium channel blocker and vasodilator for Raynaud’s phenomenon 

2. Methotrexate, D-penicillamine, mycophenolate, low dose prednisolone 

for skin manifestation.  

3. Vasodilatory therapy, including endothelin receptor antagonist, 

phosphodiesterase-5 inhibitors, for pulmonary arterial hypertension 

4. Cyclophosphamide, mycophenolate, rituximab for interstitial lung 

disease 

5. ACE inhibitor for cardiac and renal involvement. 

6. H2-blocker or proton pump inhibitor for symptomatic relief of 

gastroesophageal reflex disease; prokinetics for gastrointestinal 

dysmotility.  

 十、輔助或替代治療 Adjuvant /Substitute treatment 

(一) Hematopoietic stem cell transplantation for refractory interstitial lung 

disease. 

(二) Anti-fibrotic agents for refractory interstitial lung disease.  

(三) Heart-lung transplantation for terminal heart-lung dysfunction.  

十一、癒後 Outcome 

Scleroderma is associated substantial increase in the risk of death. The 

standardized mortality ratio (SMR) was almost fourfold higher than that of age- and 

sex-matched controls in the general population. Most deaths are related to interstitial 

lung disease, pulmonary arterial hypertension, malignancy, and infectious disease. 

Extensive skin involvement, cardiac/pulmonary involvement, renal disease, and the 

presence of anti-topoisomerase I antibodies, male sex, young age at disease onset, are 

considered as risk factor for mortality.  



 

 

 

 十二、住院天數 Length of stay 

    2~28 days, depends on the indication of hospitalization.  

 十三、出院計畫 Discharge Plan 

(一) Regular visit at out-patient department 

(二) Take medicine regularly 

(三) ER visit as needed 

 十四、出院衛教 Discharge health education 

(一) Physical measures and medications will help control Raynaud's  

 phenomenon and heartburn in many patients.  

(二) The key is to recognize organ involvement early and treat it before  

 irreversible organ damage occurs.  

(三) Patients with scleroderma should be seen by physicians with specialized  

 expertise in the care of this complex disease. 

十五、出院追蹤 Discharge Follow up 

(一) Disease activity 

(二) Quality of life 

(三) Drug side effects 

(四) Complications 
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疾病名稱：Polymyositis 

ICD-10-CM：M33.2 

壹、 前言 

 一、適用範圍 Scope  

The patient who is diagnosed as polymyositis. 

 二、目的 Purpose 

As reference material for the target users 

 三、指引使用者 The target users of the guideline 

Family physician, neurologist, orthopedic surgeon, rheumatologist. 

貳、 重要臨床準則 

 一、評估 Assessment  

Inflammatory myopathies (IIM) are a group of diseases with muscle 

inflammation, including dermatomyositis, immune-mediated necrotizing myopathy, 

inclusion-body myositis, overlap myositis (including antisynthetase syndrome), and 

polymyositis (PM). Polymyositis is considered when no other characteristic 

accompanying features of the other inflammatory myopathies are present. 

Inflammatory myopathies are frequently accompanied by extramuscular 

manifestations that affect the skin, lung, and joints. These diseases have been reported 

to be associated with higher risk of malignancy. Comprehensive evaluation and 

appropriate treatment are warranted to prevent from disability and complications.  

 二、診斷依據 Diagnosis criteria 

2017 EULAR/ACR classification criteria for adult and juvenile idiopathic 

inflammatory myopathies (IIM) and their major subgroups:  

“Definite IIM” corresponds to a probability of at least 90% (score of ≥ 7.5 



 

 

without biopsies; ≥ 8.7 with biopsies) 

(一) Age of onset: 

1. First symptom assumed to be related to the disease ≥18 years and <40 

years: score 1.3 without muscle biopsy; score 1.5 with muscle biopsy 

2. First symptom assumed to be related to the disease ≥40 years: score 

2.1 without muscle biopsy; score 2.2 with muscle biopsy 

(二) Muscle weakness: 

1. Objective symmetric weakness, usually progressive, of the proximal 

upper extremities: score 0.7 without muscle biopsy; score 0.7 with 

muscle biopsy 

2. Objective symmetric weakness, usually progressive, of the proximal 

lower extremities: score 0.8 without muscle biopsy; score 0.5 with 

muscle biopsy 

3. Neck flexors are relatively weaker than neck extensors: score 1.9 

without muscle biopsy; score 1.6 with muscle biopsy 

4. In the legs, proximal muscles are relatively weaker than distal muscles: 

score 0.9 without muscle biopsy; score 1.2 with muscle biopsy 

(三) Skin manifestations:  

1. Heliotrope rash: score 3.1 without muscle biopsy; score 3.2 with 

muscle biopsy 

2. Göttron’s papules: score 2.1 without muscle biopsy; score 2.7 with 

muscle biopsy 

3. Göttron’s sign: score 3.3 without muscle biopsy; score 3.7 with muscle 

biopsy 

(四) Other clinical manifestations  



 

 

1. Dysphagia or esophageal dysmotility: score 0.7 without muscle biopsy; 

score 0.6 with muscle biopsy 

(五) Laboratory measurements  

1. Anti-Jo-1 (anti-histidyl-tRNA synthetase) autoantibody present: score 

3.9 without muscle biopsy; score 3.8 with muscle biopsy 

2. Elevated serum levels of CK or LDH or AST or ALT: score 1.3 without 

muscle biopsy; score 1.4 with muscle biopsy 

(六) Muscle biopsy features: 

1. Endomysial infiltration of mononuclear cells surrounding, but not 

invading, myofibres: score 1.7 with muscle biopsy 

2. Perimysial and/or perivascular infiltration of mononuclear cells: score 

1.2 with muscle biopsy   

3. Perifascicular atrophy: score 1.9 with muscle biopsy 

4. Rimmed vacuoles: score 3.1 with muscle biopsy 

三、鑑別診斷 Differential Diagnosis 

(一) Inclusion body myositis (IBM) 

(二) Dermatomyositis 

(三) Immune-mediated necrotizing myopathy 

(四) Overlap myositis 

(五) Mixed connective tissue disease 

(六) Systemic lupus erythematosus 

(七) Rhabdomyolysis or myopathy of other etiologies, including drugs, toxins, 

hormone dysfunction, or infection. 

 四、疾病（病理）分期 Disease and Pathology stage  

    Not available 



 

 

五、臨床症狀 signs and symptoms 

(一) Symmetric proximal muscle weakness which may be accompanied by pain. 

(二) Dysphagia 

(三) Interstitial lung disease 

(四) Cardiac disease 

 六、發生率與盛行率 Incidence and prevalence 

(一) The prevalence of PM is around 2-5 per 100,000 

(二) The incidence of PM is approximately 1 per 100,000 person-year 

 七、檢驗與其他檢查 Laboratory and other examinations 

(一) Blood tests:  

1. Complete blood count (CBC)  

2. Blood urea nitrogen (BUN) and creatinine (Cr) 

3. Electrolytes: potassium, calcium, magnesium 

4. Liver function tests: transaminases and bilirubin 

5. Creatine kinase (CK) 

6. Lactate dehydrogenase (LDH) 

7. Erythrocyte sedimentation rate (ESR)  

8. C-Reactive protein (CRP)  

9. Antinuclear antibody (ANA)  

10. Anti-dsDNA antibody 

11. Anti-Sm/RNP antibody 

12. Anti-SSA/SSB antiboby 

13. Anti-Jo-1 

14. Anti-Mi2, SRP, PM/Scl, Ku, EJ, MDA-5, NXP-2, TIF1-gamma. 

15. Complement3 (C3) and Complement 4 (C4)  



 

 

16. Immunoglobulin G/A/M (IgG/A/M)  

17. Thyroid hormone 

18. Urine routine, spot urine protein/creatinine ratio  

(二) X-ray and CT scan of chest  

(三) Electromyography (EMG) 

(四) MRI of involved muscles 

(五) Muscle biopsy (EMG or MRI guided) 

(六) Skin biopsy 

(七) Echocardiography 

(八) Pulmonary function tests and 6-minute walking test 

(九) Nailfold capillaroscopy 

(十) Esophageal transit time 

 八、住院及出院條件 Admission and Discharge criteria 

(一) Admission criteria 

1. Disease flare up 

2. Comorbidity or severe immunocompromised status 

3. Drug adverse effects 

4. For tissue biopsy or invasive procedure of diagnosis 

(二) Discharge criteria 

1. Stable disease activity 

2. Comorbidity under control 

3. Drug side effect under control 

4. Completion of biopsy or invasive procedure without complication 

 九、主要治療處置 Primary treatment and management   

(一) Medications 



 

 

1. Corticosteroid 

2. Disease-modifying anti-rheumatic drugs (DMARDs) 

(1) Methotrexate: hepatitis, nausea, vomiting, cytopenia, infection, 

pneumonitis 

(2) Azathioprine: hepatitis, cytopenia, infection 

(3) Cyclosporine: hypertension, renal dysfunction, gum hyperplasia, 

infection, hirsutism 

(4) Tacrolimus: renal dysfunction, neurotoxicity, infections 

(5) Mycophenolic acid/mycophenolate mofetil: cytopenia, diarrhea, 

nausea, vomiting, infection 

(6) Cyclophosphamide: hair loss, cytopenia, ovarian failure, infection, 

mucositis, hemorrhagic cystitis, secondary malignancy 

3. Biologic agents:  

(1) B cell depleting agent – rituximab: HBV reactivation 

(2) T cell CTLA-4 modulating agent – abatacept  

(二) Rehabilitation and physical exercise 

十、輔助或替代治療 Adjuvant /Substitute treatment 

(一) Intravenous immunoglobulins 

(二) Plasmapheresis 

 十一、癒後 Outcome 

(一) IIM is associated with increased mortality. The most common causes of 

death in this population are accompanied malignancies, infection, and 

respiratory failure.  

(二) The risk factors of mortality are age, cardiovascular involvement, and 

respiratory compromise. 



 

 

 十二、住院天數 Length of stay 

    2-28 days, depends on the indication of hospitalization 

 十三、出院計畫 Discharge Plan 

(一) Regular visit at out-patient department 

(二) Take medicine regularly 

(三) ER visit as needed 

 十四、出院衛教 Discharge health education  

(一) Try to keep as strong as possible and preventing further problems by 

rehabilitation program and regular daily exercise. 

(二) Avoid choking and adjust the food according to clinical condition. 

(三) Good compliance to medicines 

(四) Beware of possible disease related complications and side effects of the 

medicines.  

(五) While the myopathies cannot be cured, most can be effectively treated and 

controlled.  

 十五、出院追蹤 Discharge Follow up 

(一) Disease activity 

(二) Quality of life 

(三) Drug side effects 

(四) Complications 
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