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Table 178.1 | Symptoms Suggestive of Rheumatic Disease

SYMPTOM RHEUMATIC DISEASE(S)

POSSIBLE NONRHEUMATIC DISEASES CAUSING SIMILAR SYMPTOMS

Fevers Systemic JIA, SLE, vasculitis, acute rheumatic
fever, sarcoidosis, MCTD

Arthralgias JIA, SLE, rheumatic fever, JDM, vasculitis,
scleroderma, sarcoidosis

Weakness JDM, myositis secondary to SLE, MCTD, and
deep localized scleroderma

Chest pain Juvenile idiopathic arthritis, SLE (with
associated pericarditis or costochondritis)

Back pain Enthesitis-related arthritis, juvenile ankylosing
spondylitis
Fatigue SLE, JDM, MCTD, vasculitis, JIA

Malignancies, infections and postinfectious syndromes, inflammatory bowel
disease, periodic fever (autoinflammatory) syndromes, Kawasaki disease, HSP

Hypothyroidism, trauma, endocarditis, other infections, pain syndromes,
growing pains, malignancies, overuse syndromes

Muscular dystrophies, metabolic and other myopathies, hypothyroidism

Costochondritis (isolated), rib fracture, viral pericarditis, panic attack,
hyperventilation

Vertebral compression fracture, diskitis, intraspinal tumor, spondylolysis,
spondylolisthesis, bone marrow-occupying malignancy, pain syndromes,
osteomyelitis, muscle spasm, injury

Pain syndromes, chronic infections, chronic fatigue syndrome, depression

HSP, Henoch-Schénlein purpura; JDM, juvenile dermatomyositis; JIA, juvenile idiopathic arthritis; MCTD, mixed connective tissue disease; SLE, systemic lupus

erythematosus
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Table 178.2 | Signs Suggestive of Rheumatic Disease

SIGN RHEUMATIC DISEASES COMMENTS NONRHEUMATIC CAUSES
Malar rash SLE, JDM SLE classically spares nasolabial folds Sunburn, parvovirus B19 (fifth disease),
Kawasaki disease
Oral ulcers SLE, Behcet disease Behcet disease also associated with genital HSV infection, PFAPA syndrome
ulcers
Purpuric rash Vasculitis, e.g., ANCA-associated ~ HSP typically starts as small lesions on lower ~ Meningococcemia, thrombocytopenia,
vasculitis, HSP extremities and buttocks that coalesce clotting disorders
Gottron papules  JDM Look for associated heliotrope rash, Psoriasis, eczema
periungual telangiectasias
Arthritis Juvenile idiopathic arthritis, Chronic joint swelling (6 wk) required for Postviral arthritis, reactive arthritis,
SLE, vasculitis, HSP, MCTD, diagnosis of chronic arthritis of childhood; trauma, infection, Lyme disease,
scleroderma, acute rheumatic MCTD associated with diffuse puffiness of Kawasaki disease, malignancy,
fever, reactive arthritis hands overuse syndromes

ANCA, Antineutrophil cytoplasmic antibody; HSP, Henoch-Schénlein purpura; HSV, herpes simplex virus; JOM, juvenile dermatomyaesitis; MCTD, mixed connective

tissue disease; PFAPA, periodic fever, aphthous stomatitis, pharyngitis, and adenitis; SLE, systemic lupus erythematosus.
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Table 180.1 | Criteria for the Classification of Juvenile
Rheumatoid Arthritis

Age at onset: <16 yr
Avrthritis (swelling or effusion, or the presence of 22 of the following

signs: limitation of range of motion, tenderness or pain on
motion, increased heat) in =1 joint

Duration of disease: 26 wk

Onset type defined by type of articular involvement in the 1st 6 mo
after onset:
Polyarthritis: =5 inflamed joints
Oligoarthritis: <4 inflamed joints
Systemic-onset disease: arthritis with rash and a characteristic

quotidian fever
Exclusion of other forms of juvenile arthritis

Adapted from Cassidy JT, Levison JE, Bass JC, et al: A study of classification
criteria for a diagnosis of juvenile rheumatoid arthritis, Arthritis Rheum

29:174-181, 1986.



Arthritis and enthesitis,! or arthritis or enthesitis with at least 2 of a,de
the following:

1. Presence of or history of sacroiliac joint tenderness or
inflammatory lumbosacral pain, or both®

2. Presence of HLA-B27 antigen

3. Onset of arthritis in a male =6 yr old

4. Acute (symptomatic) anterior uveitis

5. History of ankylosing spondylitis, enthesitis-related arthritis,
sacroiliitis with I1BD, Reiter syndrome, or acute anterior uveitis in
first-degree relative

5 (52
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Table 180.2 | International League of Associations for Rheumatology Classification of Juvenile Idiopathic Arthritis (JIA) - H m W‘l
-~ CATEGORY DEFINITION EXCLUSIONS WJ Q m K3
N .
ﬂwr Systemic JIA Arthritis in 21 joint with, or preceded by, fever of at least 2 wk in a. Psoriasis or a history of psoriasis in patient or - 3 3
- duration that is documented to be daily (quotidian®) for at least first-degree relative e . bu ‘X
K2 3 days and accompanied by 21 of the following: b. Arthritis in an HLA-B27-positive boy beginning . \.wo _ o)
Mo 1. Evanescent (nonfixed) erythematous rash after &th birthday M o .
= 2. Generalized lymph node enlargement c. Ankylosing spondylitis, enthesitis-related arthritis, ~ c . .\f
B =D 3. Hepatomegaly or splenomegaly or both s with IBD, Reiter syndrome, or acute + = 3 4DU
3 3 4. Serositis’ anterior uveitis, or history of 1 of these disorders . [5) Iy R
9 in first-degree relative , @ A
PRES d. Presence of IgM RF on at least 2 occasions at M B .
'w w least 3 mo apart q) W “wj
. _ -~
2% Oligoarthritis Arthritis affecting 1-4 joints during 1st & mo of disease; 2 a, b, c, d (above) — () - Ab
EAR subcategories are recognized: plus X = /51 .
.m.lv /\Mu 1. Persistent oligoarthritis—affecting <4 joints throughout the e. Presence of systemic JIA in the patient o) "M/ P MJ
disease course T~ = N 0
2. Extended oligoarthritis—affecting =4 joints after 1st & mo of ey w N
disease w ’ 3 =1
2
Polyarthritis Arthritis affecting 25 joints during 1st 6 mo of disease; a test for a,bcde 8 b ,Q Ao
(RF negative) RF is negative LS ~ mb L
Polyarthritis Arthritis affecting 25 joints during 1st 6 mo of disease; 22 testsfor  a, b, c, e w) . By J
(RF positive) RF at least 3 mo apart during 1st & mo of disease are positive . : M <
Psoriatic arthritis Arthritis and psoriasis, or arthritis and at least 2 of the following: b,cde \wc : -~
1. Dactylitis* = .m 1) I»o
2. Nail pitting® and onycholysis w |Mu
3. Psoriasis in first-degree relative :) ﬂ A
||o :
9
M/
e

Undifferentiated Arthritis that fulfills criteria in no category or in 22 of the above
arthiritis categories.

*Quotidian fever is defined as a faver that rises to 39°C (102.2°F) once daily and returns to 37°C (98.6°F) between fever peaks.
'Serasitis refers to pericarditis, pleuritis, or peritonitis, or some combination of the 3.
*Dactylitis is swelling of 21 digitis), usually in an asymmetric distribution, that extends beyond the joint margin.
A minimum of 2 pits on any 1 or more nails at any time.
IEnthesitis is defined as tenderness at the insertion of a tendon, ligament, joint capsule, or fascia to bone.
Ynflammatory lumbosacral pain refers to lumbosacral pain at rest with morning stiffness that improves on movement.
IBD, Inflammatory bowel disease; RF, rheumatoid factor.
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Table 188.1 | Differential Diagnosis of Periodic Fever

HEREDITARY
See Table 188.2,

NONHEREDITARY
A. Infectious
1. Hidden infectious focus (e.q., aortoenteric fistula, lung
sequestration)
2. Recurrent infection/reinfection (e.g., chronic
meningocaccemia, immune deficiency)
3. Specific infection (e.g., Whipple disease, malaria)
B. Noninfectious inflammatory disorder:

1. Adult-onset Still disease

2. Systemic-onset juvenile idiopathic arthritis

3. Periodic fever, aphthous stomatitis, pharyngitis, and adenitis

4. Schnitzler syndrome

5. Behget syndrome

6. Crohn disease

7. Sarcoidosis

C. Neoplastic

1. Lymphoma (e.g., Hodgkin disease, angicimmunchblastic
lymphoma)

2. Solid tumor (e.g., pheochromocytomna, myxoma, colon
carcinoma)

3. Histiocytic disorders
. Vascular (e.g., recurrent pulmonary embaolism)
. Hypothalamic
. Psychogenic periodic faever
. Factitious or fraudulent

Ommo
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Table 188.6 | Diagnostic Criteria for Familial
Mediterranean Fever (FMF)

MAJOR CRITERIA

1. Typical attacks’ with peritonitis (generalized)

2. Typical attacks with pleuritis (unilateral) or pericarditis
3. Typical attacks with moncarthritis (hip, knee, ankle)

4. Typical attacks with fever alone

5. Incomplete abdominal attack

MINOR CRITERIA

1. Incomplete attacks® involving chest pain
2. Incomplete attacks involving monoarthritis
3. Exertional leg pain

4, Favorable response to colchicine

*Requirements for diagnosis of FMF are =1 major criteria or 22 minor criteria.
"Typical attacks are defined as recurrent (23 of the same type), febrile (238°C),
and short (lasting between 12 hr and 3 days).
‘Incomplete attacks are defined as painful and recurrent attacks not fulfilling
the criteria for a typical attack.
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Immune Complex Small Vessel Vasculitis

Cryoglobulinemic Vasculitis

IgA Vasculitis (Henoch-Schénlein)

Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

A
' Al
Medium Vessel Vasculitis ) _
Polyarteritis Nodosa Anti-GBM Disease
Kawasaki Disease

/——_ﬁ

v

R
ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis
Granulomatosis with Polyangiitis (Wegener’s)
Eosinophilic Granulomatosis with Polyangiitis
(Churg-Strauss)

| S
Large Vessel Vasculitis

Takayasu Arteritis
Giant Cell Arteritis

Fig. 192.1 Distribution of vessel involvement in large, medium, and small vessel vasculitis. There is
substantial overlap with respect to arterial involvement, and all 3 major categories of vasculitis can affect
any-size artery. Large vessel vasculitis affects large arteries more often than other vasculitides. Medium
vessel vasculitis predominantly affects medium arteries. Small vessel vasculitis predominantly affects
small vessels, but medium arteries and veins may be affected, although immune complex small vessel
vasculitis rarely affects arteries. Not shown is variable vessel vasculitis, which can affect any type of
vessel, from aorta to veins. The diagram depicts (from left to right) aorta, large artery, medium artery,
small artery/arteriole, capillary, venule, and vein. ANCA, Antineutrophil cytoplasmic antibody; GBM,
glomerular basement membrane.
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Table 192.1 | Classification of Childhood Vasculitis

2012 CHAPEL HILL COMNSENSUS COMNFERENCE
NOMEMNCLATURE OF VASCULITIDES
I. Large vessel vasculitis
Takayasu arteritis
Giant cell arteritis
. Medium vessel vasculitis
Polyarteritis nodosa
Kawasaki disease
Small vessel vasculitis
Antineutrophil cytoplasmic antibody (ANCA)-associated
vasculitis
* Microscopic polyangi
* Granulomatosis with polyangiitis
* Eosinophilic granulomatosis with polyangiitis
Immune complex small vessel vasculitis
* Anti-glomerular basement membrane (anti-GBM) disease
® |gA vasculitis (Henoch-Schonlein purpura)
* Hypocomplementemic urticarial vasculitis
IV. Variable vessel vasculitis
Behcet disease
Cogan syndrome
V. Single-organ vasculitis
Cutaneous leukocytoclastic vasculitis
Cutaneous arteritis
Primary central nervous system vasculitis
Isolated aortitis
Others
Vasculitis associated with systemic disease
Lupus vasculitis
Rheumatoid vasculitis
Sarcoid vasculitis
Others
Vasculitis associated with probable etiology
Hepatitis C virus—associated cryoglobulinemic vasculitis
Hepatitis B virus—associated vasculitis
Syphilis-associated aortitis
Drug-associated immune complex vasculitis
Drug-associated ANCA-associated vasculitis
Cancer-associated vasculitis
Others

VI

VIL.

EUROPEAN LEAGUE AGAINST RHEUMATISM/PEDIATRIC
RHEUMATOLOGY EUROPEAN SOCIETY CLASSIFICATION OF
CHILDHOOD VASCULITIS
Predominantly large vessel vasculitis
Takayasu arteritis
Predominantly medium vessel vasculitis
Childhood polyarteritis nodosa
Cutaneous polyarteritis nodosa
Kawasaki disease
Predominantly small vessel vasculitis
Granulomatous:
* Granulomatosis with polyangiitis (Wegener granulomatosis)*
* Eosinophilic granulomatosis with polyangiitis (Churg-Strauss
syndrome)*
Nongranulomatous:
* Microscopic polyangiitis*
* Henoch-Schénlein purpura (IgA vasculitis)
* |solated cutaneous leukocytoclastic vasculitis
* Hypocomplementemic urticarial vasculitis
Other vasculitides
Behcet disease
Vasculitis secondary to infection (including hepatitis B-associated
polyarteritis nodosa), malignancies, and drugs (including
hypersensitivity vasculitis)
Vasculitis associated with connective tissue disease
Isolated vasculitis of central nervous system
Cogan syndrome
Unclassified

*Associated with antineutrophil cytoplasmic antibody.

*
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Table 193.1
CLINICAL FINDING

BENIGN CAUSE

Potential Indicators of Benign vs Serious Causes of Musculoskeletal Pain

SERIOUS CAUSE

Effects of rest vs activity on pain
Time of day pain occurs
Objective joint swelling

Joint characteristics

Bony tenderness

Muscle strength

Gait

Growth

Constitutional symptoms (e.g., fever, malaise)
Lab findings

Imaging findings

Relieved by rest and worsened by activity

End of the day and nights

No

Hypermobile/normal

No

Normal

Normal

Norrmal growth pattern or weight gain

Fatigue without other constitutional symptoms
MNormal CBC, ESR, CRP

Norral

Present at rest and may be relieved by activity
Morning*

Yes

Stiffness, limited range of motion

Yes

Muscle weakness

Limp or refusal to walk

Poor growth and/or weight loss

Yes

Abnormal CBC, raised ESR and CRP

Effusion, osteopenia, radiolucent metaphyseal
lines, joint space loss, bony destruction

*Cancer pain is often severe and worst at night.

CBC, Complete blood count; CRP, C-reactive protein level; ESR, erythrocyte sedimentation rate.

<
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Table 194.1 | Suggested Criteria for Relapsing
Polychondritis

MAJOR

Typical inflammatory episodes of ear cartilage

Typical inflammatory episodes of nose cartilage

Typical inflammatory episodes of laryngotracheal cartilage

MINOR

Eye inflammation (conjunctivitis, keratitis, episcleritis, uveitis)
Hearing loss

Vestibular dysfunction

Seronegative inflammatory arthritis

*The diagnesis is established by the presence of 2 major or 1 major and 2
minor criteria. Histologic examination of affected cartilage is required when the
presentation is atypical.
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Fig. 194.1 Pityriasis lichenoides et varioliformis acuta (PLEVA). Symmetric, oval and round,
reddish brown macular, popular, necrotic, and crusted lesions on chest of 9 yr old boy.
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Gait

A "Walk on your tip-toes.” *Observe B "Walk on your heels.” *Observe
the child walking the child walking

Arms

o —
y

7

i
-

C "Put your hands out in front of D "Turn your hands over and make E "Touch the tips of your fingers F Squeeze metacarpophalangeal 4
you.” a fist. Pinch your index finger with your thumb.” joints
and thumb together.”

s .

| "Reach up and touch the sky.* J "Put your hands behind your
Look at the ceiling.” neck.”

G "Put your hands together.™ H "Put your hands back;;:: back.™
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Legs

W

K Feel for effusion at the knee L "Bend and the straighten your M Passive flexion (90 degrees)

knee.” (active movement of with internal rotation of hip
knees and examiner feels for
crepitus)
Spine
g |
N "Open your mouth and put 3 O Lateral flexion of cervical P Observe spine from behind Q "Can you bend and touch
of your (child's own) fingers spine: "Try and touch your your toes?” Observe curve
in your mouth."”* shoulder with your ear.” of spine from side and
behind

Fig. 693.1 The components of pediatric gait, arms, legs, spine (pGALS) screen, with illustration of
movement. Screening questions: (1) Do you have any pain or stiffness in your joints, muscles, or back? (2)
Do you have any difficulty getting yourself dressed without any help? (3) Do you have any difficulty going
up and down stairs? *Additions and amendments to the original adult gait, arms, legs, spine screen.
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Table 693.6 | Ashworth Scale of Spasticity

0 No increase in muscle tone

1  Slight increase in muscle tone, usually a catch or minimal
resistance at end range of motion

2  Moderate tone throughout range of motion
3 Considerable increase in tone; passive range of maotion difficult

4  Rigid in flexion or extension
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Fig. 695.4 Anteversion measured by medial rotation of hip (A) and lateral rotation of hip (B).
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