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ADABOLGUSJUKDOMAR BARNA

Bolgai aedavegg
— Primer vs sekunder

— Einkennamynd tengd gerd, stadsetningu, bélgumagni
og ®daskemmdum

Nygengi 20/100.000/ar
Einkenni oft 0sértaek

— Hiti, slappleiki, hadbreytingar, haeekkanir
bolguparametra...

Vasculitis mimics algengari!
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« Kawasaki disease « Henoch Schonleins purpura

© 2015Kawasaki Disease Canada

 Adrir &dabolgusjukdémar sjaldsédir




« Kawasaki disease

eart wit eart wit

Normal Coronary Arteries Coronary Artery Aneurysms
(in red)

circumflex fusiform
coronary aneurysm

left anterior saccular
descending aneurysi
coronary

normal coronary artery fusiform saccular
aneurysm aneurysm

Baker, Newburger, Kawasaki Disease, Circulation 2008
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« Henoch Schonleins purpura

Anatomy of the Kidney

Cortex

www.renaldiseases.org
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Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

A

Medium Vessel Vasculitis 7 R : \
Polyarteritis Nodosa Anti-GBM Disease

Kawasaki Disease
—

r N

e N

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis
Granulomatosis with Polyangiitis
(Wegener's)
—_— — Eosinophilic Granulomatosis with Polyangiitis
Large Vessel Vasculitis (Churg-Strauss)
Takayasu Arteritis
Giant Cell Artritis

Kummerle-Deschner et al, Childhood vasculitis, Z Rheumatol, 2015




A.dabolgur i bornum — flokkun Eular/Printo/Pres 2008

Storar &dar

Meodalstorar

Litlar

Takayasus Arterit

Polyarteritis Nodosa (systemic, h10)
Kawasaki

Granulomatous:

Granulomatosis with polyangitis GPA

Eosinophil granulomatosis with polyangitis EGPA
Ekki granulomatous:

Microscopic polyangitis MPA

Henoch Schonlein Purpura
Leukocytoclastic skin vasulitis
Urticarial hypocomplementemic vasculitis

Behcet

Afleiddir — sykingar, illkynja, bandvefssjkd., lyf
CNS &dabolga

Cogans sjkd. (augu, innra eyra)
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HSP+Kawasaki >95% - Hver barnagigtlaeknir greinir <1 arlega af 60rum adabdlgum
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ERFID GREINING
MARGVISLEG EINKENNI ASAMT SKORUN ADABOLGUSJUKDOMA

Almenn - Hiti, proéttleysi, pyngdartap

« Stix, nefrit, nefrosa, nyrnabilun

Z
Iﬁ\I
c

Lungu « Madi, hosti, bleding

s
Z,
=

« Sinusit, stenosur, rhinit, blading
Augu « Retinopathy, bolgubreytingar
HG0 o Utbrot, raynauds, livedo reticularis

Melting « Kvidverkir, 6gledi

Stookerfi - Stodkerfisverkir, lidbélgur, myosit

Midtaugakerfi « Hofudverkur, stroke, bleeding, neurit

Hjarta og &edar « Haprystingur, occlusion, skert blodfladi
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MEDFERD - ALMENNT

A correct diagnosis is three-fourths
the remedy.

Rétt greining!
— Moaholma Gandhe —
Hve alvarlegur er sjukdémurinn

Know the natural course of the disease

AZQUOTES

Ahaetta moét kostum medferdar

Virkur sjikdémur eda afleidingar? * Anti-histamin, NSAIDS
Induction, maintenance, relapse, » Onamisbzlandilyf
refratory — Sterar

— Cyclofostamid, mycophenolat mofetil (MMF)...
— Lifteeknilyf (TNF-alfa blokkar, IL-6 blokkar...)

9



Typically a young boy. Often occurs following upper respiratory tract infection.

HENOCH SCHONLEIN PURPURA s o e s
worse in older patients. O:toe;m:;rs
> +/ viral upper

respiratory
infections.

 Algengast
— Nygengi 10/100.000
— Strakar > stelpur, 2:1

Sub-cutaneous Oedema |
Hands, Feet,Scalp & Ears | = _

Kidney - Glomerulonephritis

—_ 3_10 éra r B & Renal Failure

- microscopic haematuria.

(] (] ‘
¢ IgA VaSCUIItIS R T N T T Gastrointestinal tract -

acute abdomen picture
(intussusception) colicky

* Purpura eda petechiae an bl6oflogufaedar g kit
meira 4 nedri ttlimum auk:

—_ Kviéverkir Classically get purpuric rash "

over buttocks and extensor surfaces

(however, this is not always present!).

— Lidbolga eda lidverkir , ‘ ‘
Arthritis

— Leukocytoclastic vasculitis eda proliferative - fiects 6080
glomerulonephritis with predominant IgA |

L & ankles).
depo Sltlo n Microscopic Haematuria. ! !
G W g S A Mm

— Nyrnaahrif (hematuria, raudkornaafsteypur, P e e =
proteinuria) ' = ‘

www. PicturingMedicine.com ezowmmmom‘ S
N
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GREINING OG RANNSOKNIR

« Mjog pakklat klinisk greining... « Hvada prufur skyldi taka?

— Adrar a&dabodlgur, fjolkerfagigt, — Blédhagur
kawasaki - Flogur

— Hudsyni til vefjagreiningar — Dvagstatus
— Kreatinin

* Fredsla mikilveg

— Hvit, sokk, IgA, IgM, komplement,
ANA, bledingarprufur...

« Og hvad oft?




MEINGERD
HENOCH SCHONLEIN PURPURA

 Infectioustrigger
— mjog oft

 Genetic susceptibility

— C1GALT1; thombopoesis,
nyrnastarfsemi

— CCL2; cytokine/chemoattractant;
susceptibility

— CCLj; cytokine/chemoattractant;
severity, nyrnaahrif

— Regulation of endothelial function,

ICAM-1, vascular endothelial
growth factor, MEFV...

— HLADRB1 01, 07, 11

F ion of immune complexes
IgA, © gG alNAC residue: and autoaggregates
and IgG nti-GalNAC IgA,

GaINAc IgA IgG GalNAC IgA,
mune complexes autoaggregates

1

Acu ation of ¢ mplm nt

at the
m ngll and ndthllalle'vei

and mesangial cells

Ed(hlll Glomel
ell ba:

Inflamed glomerular capillary Glomerular capillary

NATURE REVIEWS NEPHROLOGY | REVIEW
Henoch—Schoénlein purpura nephritisin children Jean-Claude Davin & R&sanna Coppo
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BREYTILEIKI NYGENGIS

Skipting milli manada

o
[

—
(&)

5

a]

@

&

5 2
@

S

e

<

—y

Fjoldi tilfella

o
o w

May

September
May

September
May

September
May

September
May

September
May

September
May

September
May

September
May

September
May

September
January
January
January
January
January
January
January
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2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015 jantar febriar mars april i Aglst september  oktober névember  desember

. .. , o . Thors, et al, Henoch-Schonlein purpura, patients admitted to
Riancho-Zarrabeitia, Santurtin, Cutaneous vasculitisin children: a Landspitali University Hospital 1984-2000, Latknabladid 2002
nationwideapidemiological study in Spain, F1000Research 2017 ’
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HENOCH SCHONLEIN PURPURA — HORFUR OG MEDFERD

Anatomy of the Kidney

20% recurrent
— Oftast fyrstu vikurnar

5% chronic
Nyru
— Bioa...
— Hematuria, proteinuria, haprystingur...

Meoferd
— Paracetamol
— Nsaid

— Sterar
* Cochrane review
» 2-3 vikur, start 1-2 mg/kg/dag
« Abending: GI einkenni




EFTIRLIT - HORFUR

@ No nephritis
W Nephritis

1 2 3 45 6 7 8 9 10111213 14 1516
Age in years

Figure 1 Age distribution and occurrence of nephritis in 223 children
with Henoch—Schinlein purpura.

Jauhola et al., Renal manifestations of HSP in a 6 month
prospective study of 223 children. Arch dis Child 2010

 HSP an nefrit:
— bvagstix viku 0, 2, 4, 8, 12 0og 26

 Ef nefrit
— Lengra eftirlit
— Bx — bara ef persistent
— Nephritis, nephrotic syndrome
* 15% ESRD
— Haprystingur
» ACE inhibitor, ARB

— Sterar
* Pils, nidurtroppun

itap M A
LANDSPITALI g gy




itap M A
LANDSPITALI g gy

Y
<
<
=
<
A4
O
=
=
LLJ
o
O

innst 5 dagaauk 4/5

/

11m

Hit




M1
LANDSPITALI w

KAWASAKI DISEASE
» Hiti i minnst 5 dagaauk 4/5:

KAWASAK)
DISEASE

x CLASS\C SYMPTOMS *

o COV\)\U\(}NHS CS?aures \im\ou8>

o) 5
2 R osn ~ o\ \oo(hé PAVAS S\a¥

?o\x}morpmus —> desguamanown

® Ad&\nopa\'\p%z\a t;“\ofjed\ \\é—"‘Pﬂ nodeS (cuuica\)

Rev
» S'\'MW¥QTPg 'tDV\S\LQ ~ + MOUTH & TuRoAT

. HOMD\S 2 feedt ~ Swollewn + yasw
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KAWASAKI DISEASE

« Bradur vasculitis ungra barna
— >90% yngri en 5 ara
— Drengir > stulkur, 2:1

* Medalstorar a&dar

« Hiti i minnst 5 daga auk 4/5:
— Conjunctivitis

— Slimhudir i munni (raudar varir,
rooi i koki, rodi 4 tungu)

— Bélgnar hendur og feetur, flognun
— Huodutbrot (polymorphous)
— Eitlastaekkanir




KAWASAKI FARALDSFRADI

10/100.000
— Japan 260/10.000

Trigger, arstidabundid, epidemiur

Acute, subacute and convalescent
phase

Genetic susceptibility

— ITPKC, CASP3, TGF-beta signal
pathway, B lymphoid tyrosine
kinase, FCGR2A, KCNN2
Th17/Treg imbalance
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1999 2000 2001 2002 2003 2004 2005
Ar

Mynd 2. Nygengi Kawasaki-sjiikdéms d Islandi hjg bornum <5 dra 1996-

2005.

Olafsdéttir, HS. Kawasakisjikdémur 4 Islandi1996-2005
Faraldsfraedi og fylgikvillar, Le knabladio 2 012
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KAWASAKI FARALDSFRADI
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phase w

N O N A O ©

7 @
a &
g £
S Z
: —_—
8| Z
N

\

Genetic Susceptibility - 1996 1998 2000 . 2002 2004 2006
— ITPKC, CASP3, TGF-beta signal . R
pathway, B lymphoid tyrosine
kinase, FCGR2A, KCNN2
Th17/Treg imbalance

)

KD in Hawaii
P-WIND (m/s)
A D o M n o o

1 1 1 1 1 1 1 1 1 1
1996 1998 2000 2002 2004 2006
Year

Rodo, Ballester, Cayan et al. Association of Kawazsaki disease with
tropospheric wind patterns. Nature Scientific reports 1;152 (2011)
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SJUKDOMSEINKENNI KAWASAKI

« Mismunagreiningar

Clinical manifestations of Kawasaki Disease — Sykingar

Acute Subacute

Fever|

 Skarlatssott, mislingar, toxic shock

Convalescent syndrome, adeno, influenza, EBV,

CMV

Arthritis -

— Adrar @&dabodlgur, SLE

Cardiovascular | Myocarditis Aneurysms

_ |Red paims/soles Desquamation
Skin

— Steven Johnson syndrome
— Fjolkerfagigt
e IL-18

Lips & Conjunctiva .'
1

Cervical Lymphadenopathy

Thrombocytosis Onnur einkenni:
¢ m P2 a4 5 617 8 9 Aseptic meninigits, nidurgangur, lifrarbolga,

Weeks

panin gallbladra, urethritis, lidbélgur
Medscape

21
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BLOD OG PVAGRANNSOKNIR

Fjoldi (n) Hlutfall (%)

Hvit i pvagi 22/26 85
Protein i pvagi 7/25 28
Haekkun lifrarproéfa 19/28 68
Fjolgun bl6dflagna 23/30 77
Fjolgun hvitra bl6dkorna  20/30 67
Haekkad sokk 22 /24 92
Hakkad CRP 26/29 90

Olafsdéttir, HS. Kawasakisjikdémur 4 Islandi1996-
2005 Faraldsfreedi og fylgikvillar, Leeknabladid 2 012
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KAWASAKI HORFUR

« Almennt gédar « Kransaedagular
— Danartioni 1% — IVIG 20% => 4%

en... o Ohefdbundinn Kawasaki (incomplete)

* Algengasta 4staeda Aunnins — 5af 30 { Olafsdéttir, 2012
hjartasjakdoms — Verri horfur

— Adasegi, blodpurrdardrep, — Erfidari greining
myocarditis, kransaedagular

— Ung born
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KAWASAKI - MEDFERD

- IVIG
— Ahrif 4 skamm- og langtimahorfur
— 2 gr/kg, endurtaka eftir 36 tima pn
— 80% svara fyrstu medferd
— Ahrif 4 bolusetningu
« Ef svarar ekki medfero
— Steraptls (methylprednisolon 30 mg/kg/dag)

— TNF-alfa blokkar, calcineurin blokkar (ciclosporin, tacrolimus), rituximab,
anakinra, plasmaskipti

 Acetylsalicylsyra
— Skammtur 20-25 mg/kgx4 vs 3-5 mg/kg/dag




KAWASAKI - EFTIRLIT

Athuga ahattupeetti hjarta og adasjukdoma, blodfitu

Litlir til
Edlileg bmun Veeg vikkun  medalstorir
edagular

D Eftirlit afram,
Eftirlit afram 4revnsluprof
Eftirlit 4-52v a 2-5 ara yRSTUPLOL,

fresti, regress angiography
regress

ASA heett 4- ASA heett 4- ’
6v 6v ASA afram
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Eftirlit 3 man
fresti,
areynsluprof,
angiography

ASA afram

Warfarin eda
LMWH




LYKILATRIDI AD MUNA EFTIR PESSARI MISMUNAGREININGU

LANDSPITALI
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