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EFNI DAGSINS

 Gigtsjukdémar barna

— JIA (juvenile idiopathic arthritis)
* Almennir bélgusjukdémar
» /dabdblgusjukdémar
» Autoinflammatory diseases

 Liobdlga og lidverkir
 Lidskodun
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LIDVERKIR VS LIDPBOLGUR

 Stoodkerfisverkir  Lidbolgur
— Algengir — Sjaldgaefari
— Fjoldi greininga — Mismunagreiningar margar
— meira eda minna pekkt etiologia
— Klinisk greining
— Betri horfur i bornum
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Lidbolga

+ Brad bolga
— Lidsyking
— Beinsyking
— Reactive - fylgilidagigt
— Acute rheumatic fever
— HSP/Kawasaki / vasculitis
— Illkynja sjakdémur
 Langvinn bolga
— Barnagigt
— Systemic lupus erythematosus
— Inflammatory bowel disease

4
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Naum attum...

Verkur
Stirdleiki
Bolga
Svefntruflun
Lioostoougleiki

Likamleg einkenni
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+
+/-
++
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P-GALS

Snhcfs Ehoay, I00E Do 1ES5SRTIE-E.
Musculoskeletal screening examination (pGALS) for school-age children based on the adult GALS screen.
Soater SIS Mgy L), Fogwed B Soady O BIVErS A
Author information
Erraturn in
AMNIEIs Fneum. 2006 Dec 15.55(5):961.

Ahstract

OBJECTIVE: To develop and valdale 3 muscwieskelstal screening axaminston spplicabie o echool-age children based on she adult Gall, Arms, Legs, Spine (GALS) screen.

METHODS: Adult GALS was tested In consecutive school-age children aflenging pediatric reumatology cinlcs and was comparad wih an examination conducied, on Tie same day, by 3 padiatric reumatologs! who classhad
children a5 having abnormal or normal joints. &dult GALS was tested for valldity compared with the pedisiric reumatolagists assessment and deficiencies In adult GALS wars Idenifed. Expsrls proposed amendments to adult
GALS, achleving consensus by modied Deiphl techniques. The resullant pediabic scresning tool (pGALS) was t2sied (methodology Identical to the f=sting of adult GALS) In an addiiznal group of children.

RESULTS: Adult GALS was tested In S0 children (median age 11 years, range 4-18), of whom 37 (743%) had juvenie diopahic arthritis. Adult GALS missed mporiant acnormalitles In 15% of children, masty at the anale, foot, and

t2mporomandioular joints. The pGALS was tested In S5 childran (maman age 13 years, range 5-17 years) and demenslrated excelent sensibvity [I7-100%) and sp=cHicRy (38-1000%) at all joinss, whn high accapiabillty soared by chikd
and paraniiguansan. The madian tme io permorm PpGALS was 2 minusse (range 1.5-2 minuies).

COMCLUSION: The pGALS musculoskaletal scresning ool has sxcellent validity, Is quick o perfarm, and Is accepiables bo school-age children and parenisiguardians. We propose that pEALS be Inconporated Inte undergraduate
and postgraduats madical training o Improve padiatrc musculoskelstal cinical skils and facillate diagnosis and refertal to spaclalists.

FRIC: 1703554 [Fubkded ~ indewed fSor MEDLINE]




The pGALS musculoskeletal screen

Screening questions

FIGURE

SCREENING MANOEUVRES
[Note the manoceuavres in bold are
additional to those in adult GALS)

Observe the child standing
(from front, back and sides)

= Do you {or does your child) have any pain or stifiness in your (their) joints, muscles or back?
= Do you (or does your child) have any difficulty getting yourself (him/herself) dressed without any help?
= Do you (or does your child) have any problem going up and down stairs?

WHAT IS BEING ASSESSED?

Posture and habitus

Skin rashes — e.g psoriasis
Deformity — e.g. leg length
inequality, leg alignment
(valgus, varus at the knee
or ankle), scoliosis, joint
swelling, muscle wasting,
fiat feet

Observe the child walking
and

‘Walk on your heels’ and
‘Walk on your tiptoes’

Ankles, subtalar, midtarsal
and small joints of feet
and toes

Foot posture (note if
presence of normal
longitudinal arches of feet
when on tiptoes)

‘Hold your hands out
straight in front of you'

Forward flexion of
shoulders

Elbow extension
Wrist extension

Extension of small joints
of fingers

‘Turn your hands over and
make a fist’

Wrist supination
Elbow supination

Flexion of small joints of
fingers

‘Pinch your index finger and
thumb together’

Manual dexterity

Coordination of small
joints of index finger and
thumb and functional
key grip




SCREENING MANOEUVRES

“Touch the tips of your
fingers’

WHAT IS BEING ASSESSED?

Manual dexterity
Coordination of small
joints of fingers and
thumbs

Squeeze the metacarpo-
phalangeal joints for

Metacarpophalangeal
joints

tenderness

‘Put your hands together Extension of small joints
palm to palm’ and of fingers

‘Put your hands together Wrist extension

back to back’ Elbow Hexion

‘Reach up, “touch the sky™ Elbow extension

and Wrist extension

‘Look at the ceiling’

Shoulder abduction
Neck extension

‘Put your hands behind your
neck’

Shoulder abduction

External rotation of
shoulders

Elbow flexion




FIGURE

SCREENING MANOEUVRES

“Try and touch your shoulder
with your ear’

WHAT IS BEING ASSESSED?

Cervical spine lateral
flexion

‘Open wide and put three
(child’s own) fingers in your

mouth’

Temporomandibular joints
(and check for deviation of
jaw movement)

Feel for effusion at the
knee (patella tap, or cross-
fluctuation)

Knee effusion (small
effusion may be missed
by patella tap alone)

Active movement of knees
(Hexion and extension) and
feel for crepitus

Knee flexion
Knee extension

Passive movement of hip
(knee flexed to 90°, and
internal rotation of hip)

Hip flexion and internal
rotation

‘Bend forwards and touch
your toes?’

Forward flexion of
thoraco-lumbar spine (and
check for scoliosis)
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ARTHRITIS MNEMONIC

Avascular necrosis and epiphyseal disorders
Reactive

Trauma

Hematologic

Rickets, metabolic and endocrine disorders
Infection

Tumor

Idiopathic pain

Systemic rheumatologic diseases
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HVERJAR ERU SPURNINGARNAR?

Hvada prufur a ad taka?

A ad gera rontgen?

A ad gera MR?

A ad stinga 4 lidnum?

A ad medhondla med syklalyfjum?
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BARNAGIGT — JUVENILE IDIOPATHIC ARTHRITIS

 Lidbolga « Skilgreining og flokkun
— 1einum eda fleiri lidum — Annars vitum vid ekkert um hvad
— hofst fyrir 16 4ra aldur vid tolum
— Hefur stadid i > 6 vikur « Hvernig gengur?

— a sér ekki adrar pekktar orsakir — Tol og teeki til maelinga
* Virkir lidir
 Hreyfiskertir lidir
Almenn heilsa 0-10
Mat laeknis 0-10
CHAQ
Sokk

ILAR greiningarskilmerki

“We've broken your list into eighty-faur subgroups. Our
work here Is done.”™
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BARNAGIGT - UNDIRFLOKKAR

Otilgreind
gigt 5%

m Falidagigt Fjolkerfagigt
= Fjollidagigt Rf+ 6%

m Fjollidagigt Rf- Soragigt 4%

m Soragigt

= Fjolkerfagigt

® Festumeinagigt

= Otilgreind gigt Fjollidagigt
. Rf+ 1%

Fjolkerfagigt

5% A giot QO oy x

Soragigt 9% Fjollidagigt
Rf+ 4%

Minden, Niewerth, Klinische Formen der juvenilen idiopathischen Arthritis und Jonsson, GG ofl., Helstu gigtarsjﬁkdé’ma’r tislenskum bornum,
ithre Klassifikation, Z. Rheumatol. 2008 Heilbrigdisvisindasvid, Laeknadeild Haskéla Islands. 2012

14
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BARNAGIGT - FARALDSFRADI

* > 100 < 200 born 4 Islandi
med barnagigt

— Greinast um 8 a ari

« Falidaform algengast
— g stalkur:1 drengur

N

1 1 1 1 1
-7 B-9 10-11 12-13 14-15

Erkrankungsalterin Jahren

Minden, Niewerth, Klinische Formen der juvenilen idiopathischen Arthritis und
thre Klassifikation, Z. Rheumatol. 2008
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HELSTU EINKENNI BARNAGIGTAR

Boélga i lidhimnu sem veldur lid- og beinskemmdum
Morgunstirdleiki, helti, dettur oft

Preyta, orkuleysi

Liobdlga — en ekki aberandi lidverkur

Lidur ekki raudur eda hvellaumur
Hegdunarbreytingar — kyrrseta, iprottir...
Hreyfiskerding
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FALIDAGIGT

¢ 4 eda feerri lidir

— Vidvarandi (e. persistent) - betri
horfur

— Utbreidd (e. extended) — fjoldi lida
eykst eftir 6 manudi

« Ungar stalkur
« Rannsoknir oft edlilegar
* ANA jakveeoni1/2

— Tengsl vid uveit
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FJOLLIDAGIGT

« 5 eoda fleiri lidir
— RF neikvad — ? utbreidd falidagigt
— RF jakvaed — barnaformid af RA
— Anti - CCP

* Storir og litlir lidir —

o~

v W P4 ‘ )
I (&)%)
= 5_*;’ '..- . /
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Soragigt
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RANNSOKNIR VID BARNAGIGT

ANA

— Jakvaed 1 helming falidagigtar

— SLE, adrir fjolkerfasjukdémar
RF, anti-CCP

— Sjaldgeeft

— snemmgreind lidagigt/RA
Status, diff

— ALL, anemia, thrombocytosis

Sokk og CRP
Krause et al: EUROPattern Suite technology for computer-

—_ Oft eahlegt aidedimmunofluorescence microscopy in autoantibody
diagnostics, Lupus, 2015
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MEDFERD

e NSAIDs

— Ibuprofen, naproxen...

« DMARDs

— Disease modifying anti rheumatic drugs
» Metotrexat folsyruantagonisti
« Sulfasalazin
» Anti — TNF

— Infliximab, adalimumab, etanercept, golimumab,
certrolizumabpegol...

e Sterar
— Lidinnspytingar
— Prednisolon um munn




Teymisvinna

Hjtkrunarfredingur
Sjukrapjalfari
Salfreedingur
Félagsradgjafi
Idjupjalfi

Barnalaeknir
Augnlaeknir
Baklunarleknir
Handarskurdleknir

Tannlaknir
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HORFUR
VEX EKKERT ENDILEGA BURT

Falidagigt * Bertilsson et al, J. Rheum. 2013
— 18 4ra - > Y2 { remission — 86 einstaklingar
— 60% voru afram med sinn sjakdém

— 40% Dbeirra sem voru i remission vio 5 ara

RF jakvaed fjollidagigt -> fair na

langvinnri remission eftirlit voru pad ekki vid 17 ara eftirlit

RF neikvaed fjollidagigt -> misjafnt

/5 er afram A DMARD vi0 18 ara
aldur
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FYRSTA GREININ 1896...

ON A

FORM OF CHRONIC JOINT DISEASE
IN CHILDREN

GEORGE F. SBTILL, M A, M.D, MRCP.

MEDICAL REGISTRAE AND PATHOLOGIERT TO THE HOEPITAL FOR SICK
CHILDREN, GREAT ORMOND ETREET, LONDON

Coummunicarsp B¥ DR. ARCHIBALD E. GARROD
Received April 23rd—HRead November 10th, 1498

Tur occasional ocenrrence in children of a disease closely
resembling the rheamatoid arthritis of adunlts has been =
recognised for several years. The identity of the disease @12(@) @12
seen in children with that in adults has never, so far as I B 3 = B
am aware, been called in question. ' }— R E D t R l (’
The purpose of the present paper is to show that al- S T l L L
though the disease known as rheumatoid arthritis in adults
does undoubtedly occur in children, the disease which has 1868 — 1 941
most commonly been called rheamatoid arthritis in children Pxdiatr ician
differs both in its clinical aspect and in its morbid anatomy \ - e &
from the rhenmatoid arthritis of adults; it presents, in ‘ lived here
fact, such marked differences as to suggest that it has a '
distinet pathology. *
The cases hitherte grouped together as rheumatoid
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FJOLKERFAGIGT

» Toppoéttur 6ttskyrdur hiti i
minnst 2 vikur

Temperature (°C)

» Lidbdlga i einum eda fleiri lidum
i >6 vikur

« A0 minnsta kosti eitt pessara
einkenna:

— Breytileg atbrot (e. evanescent
— hverfa, hjadna 4 stundum)

— Utbreiddar eitlastaekkanir
— Lifrar- og/eda miltissteekkun
— Lifhimnubdlgur (e. Serositis)
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FIOLKERFAGIGT — GREININGARSKILMERKI FRAMTIDARINNAR

» Toppottur endurtekinn 6ttskyrdur
hiti i minnst 3 daga af 14

» A0 minnsta kosti 2 major criteria
eda 1 major asamt 2 minor:

— Major criteria:

 Breytileg tutbrot (e. evanescent —
hverfa, hjadna 4 stundum)

 Liobolga
— Minor criteria:

« Utbreiddar eitlastaekkanir og/eda
lifrar- og/eda miltissteekkun

 Lifhimnuboélgur (e. serositis)
 Lidverkir i =2 vikur an lidbolgu “We've broken your list info eighty-faur subgroups. Qur

» Leukocytosis >15.000/pL dsamt work here is done.”
neutrofilaaukningu

Martini et al, Toward New Classification Criteria for Juvenile Idiopathic Arthritis: First Steps,
pediatric Rheumatology International Trials Organization international Consensus, The
Journal of Rheumatology, 2018




FJOLKERFAGIGT

Algengara 1 yngri bornum
— > Yo fyrir 5 ara

Jofn kynjadreifing

Nygengi 0,4-0,9/100.000

Af 60rum toga
— Cytokine dysregulation
— Innate immune abnormalities
— Autoinflammatory disease
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Basic and translational research
Extended report

Genetic architecture distinguishes systemic juvenile idiopathic
arthritis from other forms of juvenile idiopathic arthritis: clinical and
therapeutic implications 3

Michael ] Ombrello?, Victoria L Arthur?, Elaine F Remmers?, Anne Hinks®, loanna Tachmazidou?, Alexei A Grom® ¢, Dirk Foell’,
Alberto Martini® ®, Marco Gattorno?, Seza Ozen'?, Sampath Prahalad™ 12, Andrew S Zeft'3, John F Bohnsack', Norman T llowite'®,
Elizabeth D Mellins'S, Ricardo Russo'’, Claudio Len'®, Maria Odete E Hilario'8, Sheila Oliveira'®, Rae SM Yeung2® 2" 22 Alan M
Rosenberg??, Lucy R Wedderburn?* 2>, Jordi AntonZ®, Johannes-Peter Haas?’, Angela Rosen-Wolff28, Kirsten Minden?®- %°, Klaus
Tenbrock?', Erkan Demirkaya'®, Joanna Cobb? 32, Elizabeth Baskin', Sara Signa®, Emily Shuldiner’, Richard H Duerr3® 34, Jean-Paul
Achkar®> 3%, M llyas Kamboh?*, Kenneth M Kaufman® ¢, Leah C Kottyan® , Dalila Pinto??, Stephen W Scherer®?, Marta E Alarcén-
Riquelme®® %, Elisa Docampo™! 12, Xavier Estivill*>*3, Ahmet G(il**, British Society of Pediatric and Adolescent Rheumatology
(BSPAR) Study Group, Inception Cohort of Newly Diagnosed Patients with Juvenile Idiopathic Arthritis ICON-JIA) Study Group,
Childhood Arthritis Prospective Study (CAPS) Group, Randomized Placebo Phase Study of Rilonacept in sJIA (RAPPORT)
Investigators, Sparks-Childhood Arthritis Response to Medication Study (CHARMS) Group, Biologically Based Outcome Predictors

in JIA (BBOP) Group, Carl D Langefeld*®, Susan Thompson® °, Eleftheria Zeggini?, Daniel L Kastner?, Patricia Woo?°, Wendy

Thomson? 32




itay A
LANDSPITALI v oy

BARNAGIGT OG BOLGUSJUKDOMAR | PORMUM

Heat map of gene expression using blood transcript modules

IBD_UC

IBD_CD

JIA_Syst

I ‘ 1 I

il 1 + T
g W] | Im- B -~
_ELI I | " I Il CTRL

Axis | Axis B Axis G Axis C AxisR  AxisN AxnsT
Interferon B Cells General Cell Cycle Retics Neutrophils T Cells

Mo et al, Disease-specific regulation of gene expression in a comparative analysis of juvenile idiopathic
arthritis and inflammatory bowel disease, Genome Medicine, 2018
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EINKENNI OG BLOPRANNSOKNIR

Hiti Leukocytosis
— Stundum toppottur Thrombocytosis
Utbrot Anemia

Liobolgur? Heekkun bolguparametra

— Ulnlidir, hné, okklar — SOKkKk, crp, ferritin

Eitlasteekkanir Transaminasahakkun

Lifrar- og miltisstaekkun

Gollurshusbolga

Pau lita bara oft Gt eins og hvert annad barn med hita...




FYLGIKVILLAR

. HLH/MAS

— Hiti, atbrot, eitlastaekkanir,
cytopeniur, lifrartruflun,
storkubrenglun,
taugakerfiseinkenni

— Erfid greining — svipud einkenni
— 10% fa, 10% deyja

« Amyloidosis
— Nyru, lifur, hjarta, meltingarvegur
— Sarasjaldgeeft nu til dags
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Fig. 1. Convergent pathways of the hyperferritinemic syndromes
HLH and MAS. In a typical immune response, infectious ...

inf\fcr:ion\ooo CTL

o/
L33

Activation
Expansion

o APC
@ @
Contraction / ooo

Resolution

Typical Response

International Immunology, Volume 30, Issue 5, 06 February 2018, Pages 195-203, https://doi.org/10.1093/intimm/dxy012

Trigger\ o

(viral infection) o

Activation /

Expansion IL-33 Macrophage
n

activatiol
IFNy

(e

1

n

otoxici
S -
IL-1B, IL-6, IL-10, ...

HLH

The content of this slide may be subject to copyright: please see the slide notes for details.

actation/ o Innate
nnnnn i
& immune
Expansion 1L-18 activation
Defective killing
Prolonged engagement

—~—A

|
g

MAS IL-1B, IL-6, IL-10, ...

OXTFORD

UNIVERSITY PRESS




MEDFERD

NSAIDS
Sterar

— Iv pulsar, po
(Cyclophosphamide)

IL-1 blokkar: Anakinra, Rilonacept og
Canakinumab

IL-6 blokkar: Tocilizumab

CD80/CD86-CD28 blokkar: Abatacept
(Reesing T fruma)

Metotrexat

TNF-alfa blokkar: infliximab, etanercept,
adalimumab, golimumab

CD20 blokkar: rituximab

Cyclosporin, thalidomide
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Fjolkerfagigt

Alvarlegur
lifshotandi Mildari sjukdémur
sjakdomur

Metylprednisolon .
eda IL-1 blokki

Prednisolon (anakinra)

CRP edlilegt=

Trappa Ut stera IL-6 blokki
innan 3 man (tocilizumab)
Lifteeknilyfin?
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HORFUR

monophasicdisease course

polyphasicdisease course

N N

predominant systemic disease persistent disease course

time
Hiigle et al, Development of positive antinuclear antibodies and rheumatoid

factor in systemic juvenile idiopathic arthritis points toward an autoimmune
phenotype later in the disease course, Pediatric Rheumatology 2014
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AUTOINFLAMMATORY DISEASES

 Sjaldgeefir
— FMF, TRAPS, CAPS, HIDS, PAPA, Blaus syndrome

« PFAPA
— Periodic
— Fever
— Aphthous stomatitis
— Pharyngitis
— Adenitis (cervical)




ACUTE RHEUMATIC FEVER
JONES CRITERIA

MAJOR CRITERIA (1-2) MINOR CRITERIA (2)
o Carditis « Adur RF

Polyarthritis Lidverkir
Chorea Hiti
Erythema marginatum Haekkun bolguparametra

Subcutaneous nodules Lengt PR bil

« Sannreynd streptokokkasyking
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ALMENNIR BOLGUSJUKDOMAR
JUVENILE -

Systemic Lupus erythematosus
— Neonatal lupus erythematosus

Dermatomyositis / Myositis
Systemic sclerosis
Localized scleroderma
Sjogrens syndrome

Mixed connective tissue disease




itay A
LANDSPITALI v oy

EFNI DAGSINS

 Gigtsjukdémar barna

— JIA (juvenile idiopathic arthritis)
* Almennir bélgusjukdémar
» /dabdblgusjukdémar
» Autoinflammatory diseases

 Liobdlga og lidverkir
 Lidskodun







