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Kazuistika ¢. 1

= Muz 54 let
= Thajsko, 3 tydny pote febrilie, unava...

= Pri progresi vysetren na interni klinice s nalezem
perakutniho selhani ledvin a aneurysmatem aorty

= Pri CT podezreni na Mb. Ormond... vySetrovaci
V 4 7 O
standardni schema s durazem na rychlost, ale...

« Pozitivni quantiferonovy test, PET/CT suspekce...

« Provedena pri laparoskopii biopsie s vysSetrenim tkané
na TBC pomoci PCR

= Nasazena imunosupresivni terapie s pokrytim
potencionalni TBC






Kazuistika €. 2

= /4 IEt),/ muz

= Oboustranna orbitopathie, asymetricky otok slinné zlazy
vlevo, Ubytek na vaze, bolesti v zadech

= Vysoka FW (85/120), anemie, polyklonalni
hypergamaglobulinémie (35G/L, IgG 4 5,8G/L!!)

= Zveétsené lymfatické uzliny v retroperitoneu se suspekci
na nadoroveé onemocnéni, nefunkcni jedna ledvina

= Nasledné PET potvrdilo pozitivni zanétlivy nalez ve
slinné zlaze a mediastinalnich lymfatickych uzlinach

= Biopsie s pozitivhim nalezem IgG4-RD



Praque Med Rep. 2017;118(2-3)93-89. dor 10.14712123362836.2017 9.

|g@4-related Disease - A Patient with Multiple Organ Involvement.

Pricha M Sedlackova [2

+ Author Information

Abstract
IgGA-related diseases represent a heterogeneous group of condifions characterised by elevated serum lgG4 levels and fibrotic or sclerosing

changes In the affected organs or systems accompanied by lgG4-positive plasma cells. A disease associated with lgG4 may affect virually

any organ - salivary glands, penoroital fissug, kidneys, lungs, meninges, aorta, prostate, pencardium or skin. Histopathological findings are
uniform, charactensed by a major lymphoplasmocytic inflltrate and the presence of lgG4-producing plasma cells, imespective of the affected

site. It can be difficult o establish a correct diagnosis due to the lack of cinical symptoms. Treatment with mmunosuppressive drugs provides
qood results and requires interdisciplinary cooperafion.
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Kazuistika ¢. 3

Na urologickou ambulanci se dostavil 46-tilety muz

s bolestmi v zadech a Unavou. Bylo provedeno klinicke,
sonografické a CT vysetreni s nalezem obstrukce
ureteru vlevo. Pri CT vysetreni zjistén tumor velikosti
7x5x7 cm, ktery tlacil na levy ureter a ilické cévy.
Pacient byl odeslan k chirurgickému reseni na oddéleni
cévni chirurgie.

Pri nasledne cévné chirurgické operaci byl odstranén

v retroperitoneu pevné fixovany asi 8 cm tumor, na
povrchu dobre vaskularizovany. Do stény tumoru byl
vrostly ureter.

Nasledné histologické vysetreni prokazalo hyalinizované
vazivo s hojnymi prevazne plasmocytarnimi infiltraty.
Nalez odpovida dg. Idiopatické retroperitonealni fibrozy
(Mb.Ormond).
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Abstract: Currently, Ormond’s disease is classified among lgG4-associated
diseases. Its clinical manifestation varies and is characterized by the presence of
fibrous retroperitoneal tissue that often affects the ureters or abdominal aorta and
iliac arteries.We present a unique case of the polycystic form of Ormond’s disease,
imitating tumour in the retroperitoneal space.At the time of diagnosis, the disease
was not metabolically active and did not require immunosuppressive therapy. The
polycystic mass was removed surgically. There has been no exacerbation of the
disease during the last 12 months.




Kazuistika C. 4

« Pacientka 44 let, 2 roky si stézovala u sveho
lekare na progredujici Unavu, bolesti na
hrudniku za sternem

=« CT po 2 letech - tumor v hrudni dutiné 20x7
cm, nasledovala operace na chirurgické klinice
FN Motol
s naslednym histopatologickym vysetrenim

= Dg: IgG4 - sklerozujici mediastinitida



IgG4-related disease -
diagnostika

= Klinicka symptomatologie nespecificka a velmi
(o) 7
ruznoroda

=« Zobrazovaci metody prinosnée ale s limity
= Histopatologické vysetreni — ne vzdy dostupné



2003 Pacienti s tzv.
sklerozujici pankreatitidou -
maji take extrapankreaticke wyoddsease £ A

projevy

Headache, visual field

malaise, oedema

Pituitary gland Lacrimal gland

Swollen upper eyelids, dry eyes

deficit, lactation, (IgG4-related dacryoadenitis)

diabetes insipidus
(IgG4-related
hypophysitis)

Thyroid
Neck tightness,

Salivary gland
Swollen submandibular portions, dry mouth
(IgG4-related sialadenitis)

Respiratory tract

(IgG4-related Cough; similar to bronchial asthma

Kidney
Often asymptomatic;
hydronephrosis in renal

Lung hilum involvement
Cough, often (IgG4-related kidney disease)
asymptomatic
(IgG4-related Retroperitoneal cavity
lung disease) Fever, malaise, aneurysm
in cases with periaortitis
Bilary tract (IgG4-related retroperitoneal

Obstructive fibrosis)

jaundice
(IgG4-related Pancreas
sclerosing Upper abdominal
cholangitis) | discomfort,
obstructive jaundice,
impaired glucose
Prostate gland — tolerance
Frequent | (type | autoimmune
urination, | \\ pancreatitis)
feelings of |
residual urine
(IgGdrelated Lymph nodes

Swollen

lymph nodes
(lgG4-related
lymphadenopathy)

prostatitis) "



IgG4- related disease
definice

= Postizeni tkani zanétlive-fibrotickymi zmeénami
=« IgG4 v séru > 1.35 G/L

« V infiltratu pritomnost 1gG4 produkujicich
plasmatickych bunék

= Storiformni (draténkova) fibroza
= Obliterujici phlebitida
s Eosinophilie









Patofyziologie IgG4-RD

= Nejasny vyznam IgG4

= Vyznam folikularnich Th + IL 4

= B bunky - plasmoblasty jsou zvyseny
= Jejich role jako APC

= Cirkulujici plasmoblasty vykazuji intezivni
somatické hypermutace

= T bunky - hlavni patofyziologicka role v IgG4
RD
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— Abstract: Ormond's disease is a relatively rare disease with unclear etiology,
characterized by chronic periaortitis and retroperitoneal fibrosis. The inflammatory
process affects the infrarenal part of the abdominal aorta and the iliac arteries, and
the presence of infiltrates encasing the ureters and inferior vena cava. This disease
is currently classed as an IgG4-related disease. In our review we analyse the clinical
history, diagnostic approaches, surgical and immunosuppressive therapies.







Vysledky

Ormondova
choroba
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Abstract: We present a retrospective analysis of patients treated in our
Department of Clinical Biochemistry, Haematology and Immunology, Na Homolce
Hospital, during 1997-2013 for Ormond’s disease.We analyse the clinical history,
diagnostic approaches, surgical, and immunosuppressive therapies and their
subsequent effect on our patients. 28 patients treated for Ormond's disease
were included. Patients with established disease activity (26 patients) were

given immunosuppressive treatment, using corticosteroids in combination with
azathioprine. Treatment response was evaluated using clinical symptomatology,
inflammatory parameters and imaging methods. In the cohort as a whole,
immunosuppressive therapy was applied in 26 patients; in two patients it was not
used as no inflammatory activity was found with the disease. In all 26 patients,
computed tomography showed that immunosuppressive treatment resulted in
partial or complete regression of inflammatory infiltrate. Out of the total number
of 26 patients, two patients experienced disease exacerbation 7 and 16 months
after the immunosuppressive treatment was discontinued. The longest follow-up
period was 16 years; the shortest one was 21 months. ldiopathic retroperitoneal



Aneurysma brisni aorty

= Periaortitida jako forma Ormondovy choroby
= Nedostatecna diagnostika dle CTAG

= 4-7x Casteji muzi

= >60 let; prevalence 5-7%

= 70% asymptomaticka, 40%- ruptura

=« Sténa cévy zméneéna arteriosklerdzou,
nespecifickym zanetem (vaskulitidy)

= Rizikové faktory - vék, hypertenze, zanét
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Cile, tymy, technologie

« DepistdZ pacientu s podezfenim na
Ormondovu chorobu nebo vaskulitidu velkych
ceév

= Diagnostika
= lerapie

= Cevni chirurgie

= RTG (CT/AG, PTA )

= Imunologie - klinicka i laboratorni
= Nuklearni medicina (PET/CT)



Pacienti

= Bylo vysSetreno histopatologicky 114
pacientu s elektivnim chirurgickym
zakrokem pro AAA



Vysledky
AAA (nékteré) = IgG4 -RD

« U 7 ze 114 pacientu s AAA pozitivni
histopatologicky nalez

« U v8ech 7 pacientl pocet IgG4+
plasmatickych bunék v biopsii vyssi nez 50

= Pouze u dvou IgG4 vyssi nez 1,35 G/L



Terapie IgG4-RD

= Kortikoterapie
= Kortikoterapie + imunosuprese
= Imunoterapie - Rituximab + nova



Souhrn

= IgG4-RD je heterogenni skupina klinicky velmi
ruznorodych fenotypu

=« Zda se, ze jistou roli zde hraji IgG4
imunoglobuliny ve smyslu autoimunitniho
postizeni produkované plasmablasty

=« Zlatym standardem diagnostiky je
histopatologické vysetreni

« Diagnosticka role IgG4 je ruzna u ruznych
klinickych forem onemocnéni



Souhrn

= Onemocneéni je dobre sensitivni na lecbu

kortikosteroidy, ale u relativhé velkého podtu pacientu
dochazi k recidivé

= Dalsimi alternativami je kombinace s imunosupresi
nebo imunoterapie



