Connective tissue
disease
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Review of system int;Tferential diagnosis of
childhood joint pain and swelling — s denjnea Yo WavR

a- LW\ w\ﬂ/\ J o \‘w\(a .

Dermatologic SLE : Mg_l_a_l_*_ra_s_h and halr

loss

Dermatomy051t|s Gottron's papules

Systemlc JIA - o S Evanescent pink
S . :[nacular rashae e

|HSP Lower extremity

purpuric lesions
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Ophthalmologic

Oligoarthritis or
psoriatic JIA |

Asymptomatic
chronic anterior

Enthesitis related
arthritis

Acute
symptomatic
uveitis (pain,
redness)

Kawasaki disease

Conjunctival
injection without
discharge

Sjogren's Dry eyes with
syndrome - keratitis
Oral SLE ' Painless oral

ulcers on palate

Behcet Disease

Large extremely
painful oral ulcers

Takayasu arteritis

JRRRISS L

Respiratory CF or N Recurrent pneumonia
S immunodeficienc
Wegener's Destructive upper
granulomatosis tract lesions
SLE or systemic JIA | Pleuritis
SLE or scleroderma Interstitial lung
disease
Churg-Strauss Eosinophi.lic
i syndrome pneumonia
Cardiovascular ARF or endocarditis New heart murmur
SLE, systemic JIA, or | Pericarditis
ARF
SLE or scleroderma | Raynaud
; phenomenon
Absent pulses
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y (‘.) 3 3 ( c,‘
L.) Cn,,.()\f(a\v)l‘uns si\( C\C\w»\ﬁbl\ —_— IZn(\rf.,Q ( C?))\ -2 ")‘——' u'{‘qu S

. 3 A ¢ 4 S ‘ V : - )
© abdomina Gastrointestinal |IBD, SLE, or Weldht loss or et J 2w (e (7 \§7
. vasculitis
‘P’JLWL poor growth mp
; 1BD Diarrhea and Peno
C \nhus u_c,.gp}lcﬂ) abdominal pain - ’
rﬂf-Mfgﬁ)'n}l e/s
L> Eme(gmlcj Reactive arthritis |Preceding )
infectious of Hs [
L come w) ! gastroenteritis appear «fhey
&e Lf(,kj {tny ( HSP Intermittent
colicky abdominal Amadives ¢
sec2are Crarely) (vaseudibis ) |pain Youere bo
. Genitourinary Gonococcal Pustular urethritis i ’
@\0“}) ursine arthritis or cervicitis Fellos Ha -
E Lreated | Reactive arthritis | Non-gonococcal “
: urethritis
AISA 1, or«,( Behcet disease or | Large painful
IBD genital ulcerations
ﬂn"d;»’j& lone F— —= ,_-- e =

Gt 6l mandfeskahons, ¢pos, fened )

" p w
[RSRRSLN S

Hematologic SLE or*

hemoglobinopathy

(eg, SCD) .

SLE . Pancytopenia

Bleeding disorders Hemarthrosis
Neurologic SLE Seizures and

‘ psychosis

SLE or fibromyalgia Difficulty
concentrating

SLE, vasculitls, or Stroke

hypercoagulability

Vasculitis Asymmetric
polyneuropathy

Dermatomyositis and | Proximal muscle

polymyositis weakness

e e o e S B v
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¢ Rheumatic diseases are defined by the constellation
of results of the physical examination, autoimmunce
marker and other serologic tests, tissue pathology,
and imaging.

JIA

- SLE

- JUVENILE DERMATOMYOCITIS

rheumatoid
arthritis (JRA)

Juvenile idiopathic arthritis (JIA),

g
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Juvenile rheumatoid arthritis
(JRA) Juvenile idiopathic arthritis

LA

J1),

is a2 common, theumatic disease of children and
a major cause of chronic disability.

* It is characterized by a synovitis of the
peripheral joints manifesting in soft tissue
swelling and effusion.

i

N |

JRA classification

* Systemic onset JRA ()formcrly called Still's disease)
* arthritis with fever and rash.
* Pauciarticular (Oligoarthritis)
C-49) <_ii_o'1_r_1_§s after 6 months of illness.

* Polyarticular (Polyarthtitis)

> 4 joints after 6 months of illness.
e

:
’

—————

Scanned by CamScanner



SYRVAEE

;{\p lesrma ;‘fo N af e

Hae avbe > f
‘nserHon

Psoriatic arthritis

| Enthesitis-related

d Fendon

Undifferentiated
Tarthntis

_ ‘ . -

Arthritis and psoriasis, Of arthritis and at loast 2 of th
following: '

1. Dactylitis’ |

. Nail pitting’ and onycholysis
g. P?&Igsls in a ist-degree relative
itis." iti hesitis with
Arthritis and enthesitis, Of arthritis or entne
Teast 2 of the following:

1 :’rggztnce cf)f ora historygof sacroiliac joint tenclerness
or inflammatory lumbaosacral pain of %olﬁ'

2 Presence of HLA-B27 antigen

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

4. Acute (symptomaticj-anterior uveitis

5. History of ankylosing spondylitis, enthesitis-related
arthritis, sacroiliitis with inflammatory bowel disease,
Reiter syndrome, or acute anterior uveitis in 3
1st-degree relative

Arthritis that fulfills criteria in no category or in 22 of
the above categories,

B

a B

we CGn see (n Has pidm\re’:—
®©a 3\’\3’ Yrnee Swell

@ &lexion conhackare fye-lﬂ-aﬂ flodune }o rhaqizd Hre peain

(rest 'f)odnHon\

. Eighteen—month-old
- girl with arthritis in her
right knee. Note the
flexion contracture of
that knee.

Scanned by CamScanner



(Gitera fortie Classification'of juveni

o A Tllaones

onset <16 yr

——————

Ageat

Arthritis (swelling or effusion, or the presence of 2 or more of (he following, sipns:

limitation of mnge of maotion, tenderness or pain on motion, increased heat) in 21 joints

Duration of disease; 2 6 wk

—

. \ o) U{b d— [Onset type detined by type of articular involvement in the 1st 6 mo after onset:
cekesia k40 S - —

y : Polyacthritis: 25 inflamed joints
Lol oxC f’*s Y ]
BN 2
\

. Oligoarthritis: <4 inflamed joints
avolved —
A ‘\ A\ U:;_J Systemic disease: arthritis with a characteristic intermittent fever
jg'{) I ' A
j . \ D)) Exclusion of other forms of juvenile arthritis
bgn 2

invslued - = . : ..w et

)

BETIOLOGY.

Unknown etiology
Autoimmune disease AND Genetic susceptibility factors
Environmental (infection, trauma,and stress).

Possible external triggeis include viruses (parvovirus B19,
rubella, Epstein-Bart virus),

Host hyperreactivity to specific sclf antigens (type I1
collagen), and enhanced T-cell reactivity to bacterial or
mycobacterial heat shock proteins.

L it o N ¥ t ai G ad
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EPIDEMIOLOGY.

¥ ¢ Describe in all races and géograpthﬂl arcas

~\7» The incidence of JRA is =13.9/100,000
children/yr among white children <15 yr of age,

with a prevalence of =113/100,000 children.

\s 7* Female predominance 2:1 -

— W

i

“—

v
. Il‘

CLINICAL MANIFESTATIONS

Initial symptoms

subtle or acute
morning stiffness ;
casy fatigability, particularly after school in the early afternoon
joint pain ) o

¢ joint swelling

¢ Joint stiffness

¢ limp
Restriction of movement

* Eyesymptoms

*  Systemic manifestation . _>, UIL( 'pg/\fe,(l rc\f,\'\‘ 0(9(\{\0 ™ fﬂ c‘_/Lj , F\I\(Ow\\)o Q«)vl:o -

peri

v
7
L
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Oligoarthritis (pauciarticular
disease)

* predominantly affects the j joints of the lower
extremities, such as the knees and ankles .

_* only asingle joint is involved at onset.

Isolated involvement of upper extremity large
joints is not characteristic of this type of onset.

Involvement of the hip is almost never a
presenting sign of JRA.

3

5
E
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Polyarthritis (polyarticular
disease )

* is generally characterized by involvement of both large and small
joints of both upper and lower extremities .

* As many as 2040 joints may be affected in the more severely
involved child, nltéough milammation of is
Seen o R A required as a criterion for classification of this type ol onset.

Rheumatoid nodules on the extensor surfaces of the elbows and -
over the Achilles tendons, while unusual, are associated with a

]
adul- v achiTes RO
ol 5 . !"’J' t p more severe course {

‘jc W see J o * Micrognathia reflects chronic temporomandibular joint discase.
olvement of the apophyseal joints occurs.

e Cervical spine inv )
frequently with a risk of atlantoaxial subluxation and potential
neurologic sequelac. '

‘jo uu‘(f,( C ‘/\LL&'Q)’\

= fad Gbes mon

Lae(e Q‘B(m cP - . . eprip —1

Me disease.

T
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Table 1 : Systemic JIA ILAR
Classification Criteria’ | Sy, 1

)
1. Fever =2 weeks, quotidien in pattern

Pe vel = (=39°C at least once a day and returns to
on da bl <37°C), documented daily for =3 days
almosh Jo,lb, 2. Arthritis in =1 joint (for =6 weeks)
ﬁe‘/’”’df ro 3. Atleast one of the following:

At biohes, >Evanescent erythematous rash;

>Generalized lymph node |
enlargement;

>Hepatomegaly and/or
splenomegqaly; or

>Serositis

O

|

¢ Child with peticardial
cffusion due to systemic
onset juvenile idiopathic
arthritis (JIA).

* (scrositis)
e

SR s ety T e BN S A S
pe——— L L
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ile idiopathic arthritis

Systemic juven
- A) rash

et N

H

DIAGNQOSIS

* no one pathognomonic;finding

* The classic intermittent fever , the typical

rash and objective arthritis highly
suggestive of systemic-onset JRA.

* The diagnosis is based on a history
compatible with inflammatory joint
disease and a physical examination that

confirms the presiwﬁf arthritis

L))..Los)— .IMPO‘{;’GW)HJ —f)CXC/thjl‘v‘/l o} Ou/\bf @ =>TIN Y
x 1L a ba109 had 2 week pnge% ﬂ@(/@f —kszaﬂOMcr, \\:') +

1Y a(i‘h(a\aiq ¥ ‘fj M[i/\mo’mo/)a-

e -HAJ'-'»)C about infechon
D)y ¢

MOS)'
Commen
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Laboratory abnormalities

*  leukocytosis,

thrombocytosis,

enthesitis —associated arthritis

* RFis positive only in

age

elevated erythrocyte sedimdntation rate (ESR) and C-reactive protein (CRP),

* anemia of chronic disease, —9 ./J(}(MOC\:,HC./ MPO@'J)(OWW( or  (AK

anti-cyclic citrrullinated peptide (cgp) antibody has very high specificity for
rheumatoid arthritis may detected before RF (poor prognosis)

Carriage of HLA27 antigen is associated with increased risk of developing

ANA is associated with increased risk of iridocyclitis in pt with oligoarthritis
k yelts

bf pt when poly articular disease occur after 8 yrs of

Iy

Percent of JIA 10 to 15 50 30 to 40
patients
Sex F=M ~ |F>M F>M
Age any <17 years | peak 2 to 3 | peaks 2 to 5, 10
ik : ' years, rare >10 |to 14 years
Joints any i large joints, bu£ any, rare to start

e rarely hips in hip
Feverirash,  |yes no no
lymphadenopath- :

rare 20 percent, esp |less frequent
: ANA + :

hypo cyhic
TR Cheoma €
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Laboratory abnormalities _~___________,_—--F_n.g——-———f—-—
- Leukocytosis | marked __rlg____________________Tl_d_.__~——————————
- Anemia .| marked no m"|d
- Elevated ESR | marked mild mi -
- ANA absent low titer low titer
common comrnhon In
S e younger
- Rheumatoid . |rare absent 10 to 20.
factor percent in those
>10 years
Destructive >50 percent - |[rare . >50 percent
arthritis . "
Disease commonly used | rarely used commonly used
modifying drugs . _ .
. ;

t

Sp_d\;p\ <« x Differential diagnosis‘v of joint pain or]
swelling in children
U\<L4,o‘$\.’ _ Commen pyegmpalion .

& ¢ Trauma

*  Irritable hip and transient synovitis

*  septic arthritis and osteomyelitis, Jle_vq,(

. Infccuon bacterial ,viral \Lyme disease /
. lcnmologclcukcmn Jbleeding diatheses, and hcnm;,lbbmop'\tluu W(ﬁpl’\l 1a

*  Tumor: Musculoskeletal neoplasia (eg, osteosarcoma), lymphoma, 'md neuroblastoma
®  DPerthes discase '

S]ipped. capital femoral epiphysis

diagnosis of JIA l'(“(llllr("‘ (hnf all the above diagnoses.
‘-é ask C b'{ lfJ-Q(qj ofr mﬂ(\w\‘er"\/l

)

K

B¥3
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Management

e chranc

* No cure but treatable
* Remissions and relapses

* Relieve pain ,reduce inflammation ,preserve
joint function ,maintain normal growth and
development

L—‘;TN} 5v~,ﬁf‘€( ,lzfem cjl'it\hn";}j/d\'))‘/ug)"on QF
Hwe jn’m\r shw c\_-u\\"t

| l B - Q

WD, e Management
Me Hro )’Yj)‘dlﬁe, ) mou r\c;_gu[’)mym}— C(":j ('LBF)[Authpm ,rc!&/)

* Screen for uveites by periodic slit-lamp
ophthalmologic examinations of all patients
=

r=

* Require multidisciplinary team (MDT)
approach '

* dietary evaluation and counseling to ensure
appropriate calcium, vitamin D, protein, caloric
intake; -

* physical and occupational therapy.

* A social worker !
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Medical management

- ; i P'voxicam
Nonsteroidal anti-inflammatory drugs (NSAIDs) : Ibuprofen ,Naproxif ,Tir

Disease modifying anti rheumatic drugs (DMAR)
* Under supervision of. rheumatologist
* methotrexate the safest, most efficacious, and least toxic given once weekly

« “azathioprine and cyclophosphamide, arc reserved for the few children who do*
not respond to less aggressive therapy.

Joints steroid injections

Corticosteroid : oral or IV melhyleprcdn;isolonc

* Toxicity :-

* Cushing syndrome, growth r'clardalion', and ostecopenia )""j ﬂ(\(} le &4

TNF-a blockers :block the immune protein TNF ctanercept infliximab

ia

erythematosus in
children

Iz\-ype.r"e/ﬂff on .
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* Systemic lupus erythematosus (8119 in children is

fundamentally the same discase as in adults with
snmll_:lr ctiology, pathogenesis, clinical manifestations,
and laboratory findings.

* However, the care of children and adolescents with
SLE is very different from that of adults because of
the impact of the disease and its therapy on physical
and psychological growth and development.

B i ,m' N PSRRI AU P
\ ‘
:

=

Systemic lupus erythematosis

* A chronic inflimmatory multi-systemic autoimmune
disease characterized by widesptread inflimmation of
blood vessel and connective tissue
— —_—————

* The primary pathology is of persistent polyclonal B-
cell stimulation resulting in autoantibody production
with wide spread issue antibody production ,with the
widespread tissue deposition of immune complex

b e peedi Pacdoriad

RGN gt v ls- e e T S W SN SRR e Sl
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) t
* 'T'he pathogenesis of SLI remains largely unknown, but : Foried
’ 4 -, b o C-\_,
R otes . al ¢ ¢ ronmcnml factors. ] .
several genetics, hormonal andenvl —> M J =

* The reported prevalence of SLI% in children and
adolescents (1-6/100,000) .

* More among African-Americans, Asians, Hispanics,
Native Americans, and Pacific Islanders for both adult
and pediatric populations.

SLE predominantly affects females
i

iy e he K C()rb)’ef‘f\v"’iﬂ, L\z/rﬂm)’\,\ﬂ'c\) ,)o\,a”y/ Lenkicn, 6P
TSEA - paler gl '-
-I.'J ho |o Sg,\g‘.‘—p'mﬁ_

. Lcufg = Quervies of the E,,,,m-gcm,—s‘.k,'i,,,,-‘. Lupuis Erihematosus
Sewsihs, Nlorhis ' |

- @(cu-’\ — . —_—

ps‘fdw“& Seilurd \\ l {/

"lQe(\a,l — < LE

Faclors
Genetic ' Environmental  IMmume  pomondt  AE0itanetic
regularory - ifpete]

Imenune ’:nl»bod 2]
Holee Mré/i G

i B "& Teells
- Hea ( /_ é, Crtokines :‘.. \'ﬂ)@@

e

Pesi Gt by // 1 \\

Organ damage

A
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Fotential Chinical Manitestations of
Systemic Lupus Erythematosus
TARGET ORGAN POTENTIAL CLINICAL MANIFESTATIONS

Constituuana! Favgue, anote «id, worght loss, tevar
—— ¢ = . .
hymphadenopatty

» - 2 8
Muscuioskh eletal Arthnitis, mmyusitis, tondorute, arthiraigioan,
— -

E YAl As, avainoulal NUOToses, GRLeO o asis

Shn Nalar rash, discorad {annular) sash,

Pphotowenutive tash, Cutaneanis vasou
tpetechuae, praipableo paepeura, Gaopt wle
FRANCYTONA | LIt aria), Lvedo reticulating
ponunqual capilary abmormalitios, Raynaud
phanoamanan, alapedcia, aral and nasal wicaers,
panmicubitie, cnibiams, alopeca

Ronal Hiyportension, protadaria, Paormatiania, wdama,
— )

rophrotic wynaromee, ronal faituie
Carciovascular Pancardilis, mMywcarct e, CONTUTTON Syslam
Y - y
e————— abwrormatitiees Litsman Sacks endocardtm

Nourologic G@MIZUTOR, Sy Noes, Cofalig

%, SO,
Vs vt ner iy erhiling, QUM ORSIOnN, COgritrvas
rmpatrrment, headachad, megrames,

psoudotumar, ponphota) nourapathy
{(mononeunts mu'tplexy | chotoa, © ptic
Ul Vs dranaadl Neive (-.)‘U. wh, oyl
\.Ql*—fu:.l_oh.) STaTLS, UTal sinus L OMDONIS

Pulmonary Plournit:ss, intarsttial lung aisaase, pulmonary
NoMOIIMage, QUiIMonary Nyprontonson,

. y fyy
plmanary aoombalmm

Hematologc Imrmune-Mmediated Oylopenias thaemolyuc
—_— anemia. thrombooytepena of laukopenial,
anemia of chiromic mtlammanon,

{ VORISR

oo —~

Gastroenterology  Hepatosplanomegaly, pancraatitis, vasculitis
affecting bowel, protain-losing enterapathy,
peritonitis

Oculzr Retinal vasculitis, scleritis, episclaritis,
= papilledema, dry eyes, optic neuritis

e R s N PR B 1A

S Sl St a il
ERITE . \
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A colefriq, Ghenld havh , @ o D,

T

for the Diagnosis of Systemic Lupus
FseryT

r\mcm an College of Illwuumlulugy (

e T Taryilien

t ;_;" thes Ringnoals

Table L Amaricnn €

olloge n' Nlmmnnlnluuy (..rl!urh
of Syatemic Lupus I.-yllmumuuun( L)

qullnlllou

p
@‘ "\ Criterion
’ ; ’ « shape
—— Mular rash A ranhy on the chaoks und nose, often inth f
e ———— of o buttarlly

Dlxcokd rash A vash thiat nppaarsas red, ralsed, dink-shaped
e RS patches

. s
Photosensitivity A reaction 1o aunlight that causes @ rash 1o

PP VS E—— NWPPOUE OF et WOrse
Oval ulcors Soras In the mouth

Arthritls Joint pain and swaolllng of two or more joints
MRS

InNammation of the lining around the lungs (pleuri-
ta) or influmrmation of the linkng around the
haart that caunes chaust pain, which Is worse
with daop breathing (paricarditis)

Serositin
e —————

Kidney disorder Parsistent protein or collular casts in the uring
Neurologic disordar Salzuras or paychoals
1 .
Blood disorder Anamia (low md.cull count), leukopenia (low whita.
et ——Zan r"—[“—'"r
cell count), p (low level of apecific

white calls), or thrombocytopenia (low platelet
count)

Immunologic dinorder  Positive test for netl-dauble-strandsed DNA, anti-Sm
- ’

- oantiphoaphollpld antibodies ANA

Abnormal antinucloar  Positive antinuclonr- -antibody test

antibodies _J

*
o Four of the 11 criterla are noeded for the farrmual dingnosis of SLE,
pompy

Tsokos (=== T T ey gy Pty
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Figure 158-1 Mucocutaneous manitestations of SLE, A, Malar tash; B, vatculitic 1ash on toat, C, oal reucanal Llears, O, disied taan in malac
distrbution —_— = ———

'.,.f_‘&ﬁﬁ‘ /CJ;_p\.ﬂJ\ Z}\()/‘\/é)

R ————————————— R S
140 AP O 55 PO - ' E
TRENRTRRARY . .

E

Signs a@d symptoms

* The disease can affect a wide range of organ systems

* Generalized symptoms such as fever , weight loss
X H’S akso ona . ymp > & ?
and malaise are common

*f Ha @uses | ﬂ * QOther common signs and symptoms include

ﬁ? e (s g’ wnkntud) fever,anorexia ,Raynauds p}_lenomenon , x_rz.lscuhns :
chorea, neuropathy, depression, and cognitive

ol D] N changes
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Livedo reticularis
A mottled purplish discoloration of the skin

Laboratory ﬁndings

* Complete blood counts ¢
* Leukopenia ,anemia tlnombocytopema , 0¢ ﬂmcydﬂje(ua,

* 15% coombs test- positive

* ESR frequently elevated

fale G CRP with active SLE is normal but elevated may be
due to infectious causes especially bftctcrml infection

* Utine analysis for protemuua and hematuria

.r'
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Laboratory findings

Complements :- C3& C4 arc frequently reduced due to increased
. = —_—
consumption

ANA s positive in 95-100% of paticnts usually at titer 1:320 or above
ANA 1S POSIVE N 227 170

Anti double -strand DNA sénsitive and specific, raised particularly in
lupus ncl)hriris
Anti-smith antibody are spcciﬁc for lupus and arc related to CNS

involvement, positive in only 30% Jack sensitivity as diagnostic test

Antipl iid antibodicé found in approximately 50-60% of

pediatric SLIZ patients ncroase risk of thrombosis

% of children with

Anticardiolipin antibodies are derccted in up to 50
hrombosis

Tupus associated with episode of arterial and venous t
el

b Sl L

Autoantibodies Found in Systemic
Lupus Erythematosus
AntibodyManifestation

Coombs antibodies.;Hcmolytic anemia

Antiphospholipid antibodies
Antiphospholipid antibody syndrome
Lupus anticoagl,llzm*c'f _» Coagulopathy

Antithyroid antibodies —s Hypothyroidism

Antiribosomal I antibody_sLupus cerebritis

- " S
o e TN S 9 21 PR b g A AT RN R
e s

oL ¥
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Treatment

. ' o \‘ ;I
* nonstéroidal :mliinﬁmnmnlm'y drugs
* hydeoxychloroquing —3 ey R Mo&l\( :c& = P"‘ I S\C«r\
e ! et QT 1 . : y
Moderate SLI S mMavy Ce_s Fabien s
* high-dose glucocorticoids
* mycophenolate molel
* 'Severe SLIE

’ mpmm - \Vh\“\\J\;U 5»—00““4(\4‘

/
¢

RN R ety v 3
f —y "
. 0 . . Rt IR
3 A .

Complications

Table 158-6 | Morbidity in Childhood Lupus

Renal Hypeortension, dialysis, transplantation
Contral narvous Organic brain syndroma, soizures, psychosis,
system neuracognitive dysfunction

Cardiovascular Athergsclarosis, myocardil infarction,

cards’omzopmh cvalvutar disoase
Immune Rocurront infoction, fu’ﬁc_tlg_r}_g!_n.ﬁplm‘m,

malignancy
Musculoskelatal Qsteopenia, compression fractures, avascular
: necroLis ey
Qcular Cataracts, glaucoma, retinal detachment,
. blindness , ‘
Endocnne Diabaetes, oboesity, growth fatlure, infortility, fatal
: wastage
{

Scanned by CamScanner



Neonatal lupus
Ghapreas v cildren Do

)\\«."h

(9 12 o ,‘-LCHA( wl

e
Clinucal _nmmtc:‘"!.\lit_ms of nconatal lopus mclude a charactensne 2
rash typically affecting the tace (espeaially the periothita larea), tunk, and scalp

The rash typically appears within the 1st 6w Kk of life after exposure to uliraviolet
light and lasts 3-4 mo.

_lnlams may also have cytopenias and hepatius, congenital heart blocks the most
feared complication. =~

Conduction system abnormalities range from prolongation of the PR interval o
complete heart block, with development of progressive cardiomyopathy

Neonatal lupus results from the passive transfer of maternal immunoglobulin G

autoantibodies to the fetus. The vast majority of nconaral lupus cases are assocated

with maternal and-Ro (also known as SSA) and anti-La antbodies (also known as
— : A

SSB).
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Course and prognosts

——/—;——’——.

Congenital heart block permanent

Hepatic fibtosis occasional
w

Some risk of SLE in teenage or ;adult year

% Management:

Symptomatic for transient manifestations

Heart block may need pace maker

i f 1 -ansient
Cutancous and hcmntolog}cal manifestations transi

s

AT TREIN)

is Figure 159-2 The rash of juvenile
and pale red (Gottron papules).

~

Figure 159-1 The facia! rash of juvenile dermatomyositis. There i
erythema over the bridge of the nose and malar areas with violacenu
theliotropic) discolarations of the upper eyelids

dermatomyositis. The skin over the
s metacarpal and proximal interphalangeal joints may be hypertrophic
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* Non —suppm:nt.ivc myosil'is with characteristics skin

rash and vasculitis

B

¢ Gitls more than boys.
)

- j
o Peak incidence 4-10 yrs of age
irect T-cell invasion

* juvenile polymyositjs involves d
cle fibers similar to that seen 1 adult
muscie LD

of mus
i1 ts 3-0% cases.
polymyositis accounts 3-670 of

in o PO e R

ST— w“\w'ww,ﬂ.,,,rmw....,~m-ﬂwq ey
e SSRGS

CLASSIFICATION AND
DIAGNOSTIC CRITERIA

* Symmetrical weakness of the proximal muscles
e —

e (Characteristic cutaneous changes :-

¢ heliotrope dermatitis (reddish-purple rash on the upper
eyelids with periorbital edema) and

* Gottron's papules (erythematous, papulosquamous
eruption over the dorsal surfaces of the knuckles)

B 7 7 it e e o e L R TSP, bl
¢ skl » N T Ll o e -
: ! AN P UAIIA P RTINS AT PP S RE A et

Scanned by CamScanner




. ' ical juvenile
Clinical images of typl'c.al ju
dermatomyo0sitis

‘-_/’-/
e A) Heliotrope
- f the

discolouration O
eyelids, and malar or

facial erythema and

* (B) scaly, red rash on
the knuckles with
Gottron's papules.

SENRwERTeT

Table 159-2 Features of Juvenile
ormyositis Dunng the Course
of the Dizcase
FEATURE . 1 - \ %
, Muiclo weaross ) A\NWAL)  acAl {)}’S L0-1CC
B w qu 'd & = Oysohaga or dysphoria 1340
Fluscio aropbry 0
'n \,0\ vrvt @n Tdusclio pamn wnd tendarmess . 30.83
Shaim emans 8%.100
Helhovopwe rath of ayeiay 'r &H6-B3
SOOI ErBfoeswrs ! HX.01
Erytharnaiyss (asds of malarHaca aras 42100
FPariurcpuat cagtiary changoes . 20
PHrot ortare v wea £anty . . [ 5]
; Litears aticnm ' 22.30
[a VL TS i 12
Lapunctyxtrogtsy t1.14
Fliyrvaacd phupeasemanon Q015
Aurtrirtin e arther sl fs 28-%8
SOt SO BOTI S : 227
Earvare 16H 46
Gartrontestnal Segris ansd aymptore 8.2
Rarat 0t Frarrmaeary hitaus o 4.3
mtmrstsnal furvgg chsaraner 7 V7
'b".s )—- yi e Caarchak e Ty { ' [P}
= . .
mctrv(F(’S)’a/’rb\f] e ———————— ; : ; i SR
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Table 159-1

Diagnostic Criteria for Juvenile
matomyositis

Classic rash

Heliotrope rash of the eyelids
ottron papules
Plus 3 of the folloning:
Wezakness Symmetric
. Proximal
Muscle enzyme Creatine kinase
elevation (1) Aspartate aminotransferase
Lactate dehydrogenase
Aldolase
Electromyographic  Short, small polyphasic motor unit potentials
changes Fibrillations

Positive sharp waves
Insertional irrtability
Bizarre, high-frequency repetitive discharges
Muscle biopsy Necrosis
- Inflammation

“EEL

Investigation

o Elevation of the serum level of one of the muscle
enzymes - ;
* Creatine kinase (CK)’
e Lactate debydrogenase (LDH)
. Iﬁ'-r -—5\/\((5 ry\uSdf -%'UVQ\’ O{“‘&\’\
2. Y
* ANA positive in somtl:_9 AST 7AL
e Electromyography: useful to distinguish myo athic
from neuroEathic causes of muscle weakness

A A R e A 1

TR A
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Magnetic resonance imaging

* MRI scan of quadriceps muscle can be used in equivocal
~ WL
cases to contirm the presence of intlammatory myositis

Muscle biopsy
e ———

. 4 ‘ N -, ~ : - ~ ” B N 2 :
Is tndicated in cases ot mvositis without the

——

Q.llhognmnonic rash.

Muscle biopsy displaying fiber necrosis and inflimmation,

small vessel occlusive vasculitis

SRS w e
e — At . S

Treatment

* Suppression of inflammatory response and prevention of
the loss of muscle Tunction and joint range of motion

Assessment of the ventilatory effort and swallowing

Corticosteroids prednisonc or pulse methylprednisolone

[

l'

* Methotrexate.
In severe cases cyclosporine or cyclophosphamide

[ ]
e For skin manifestation :[Hydroxychloroquine and
intravenous immunoglobulin
Iy i S SR R s am gty TSRS,
QRIS " B . .
Scanned by CamScanner



Prognosis

VariaBle

——

Usually good with adequate treatment

Recugrent rate 10-20%

Small percent develop extensive wastin
,severe contracture and wide spread calcinosis

Dermatomyositis in children is not associated with
increase risk of cancer as in adult

f———
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