Elargissement du nerf infra orbitaire
dans les orbitopathies a 1gG4 : un signe
specifique
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* Maladie mult1 systémique

IgG4-Related Disease (IgG4RD)

e

R Al Rl o sa0

PR T e ~autoimmune hypophysitis
v Ty epd Aow § 44w el ol

wesiph S ESSS | «orbital pseudotumor
T« Mikulicz's disease
« Kuttner’s tumor

PR = : , L
gl : + Hashimoto’s thyroiditis
l = Reidel’s thyroiditis

« interstitial pneumonia
~—« autoimmune pancreatitis
-+ sclerosing cholangitis

* tubulointerstitial nephritis

« retroperitoneal fibrosis

/. "+ lymphoplasmacytic aortitis
QA - " inflammatory aneurysm
AN\ "+ eosinophilic angiocentric fibrosis
. .\ * inflammatory pseudotumor
| o e s > prostatitis
o ASTST IO TR S N . cutaneous pseudolymphoma
U RS SRS TS S B - Rosai-Dorfman disease

i el T Y 2 S L
> .;....:.--v. X YRR N B WA S __.»,-_").‘, >
P I o | Lo I il 4 ;..«:..)_.J.\.l... .QJ

Fondation Ophtalmologique Adolphe de Rothschild
Hamano 2001 ; Umehara 2012




Inflammation orbitaire 1gG4 (10-1gG4)

* 4-34% des IgG4
e 20d gite le plus fréquent de la région ORL

*6%-40% des inflammations orbitaires “idiopathiques”
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* Dacryoadénite
* Myosite
* Inflammation orbitaire

* Nerf trijumeau (ENIO)
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Design de I'étude

* Retrospective, centre tertiaire
* Janvier 2006 - Avril 2015

* Deux lecteurs: junior / senior
Between January 2006 and April 2015 : n=1438 patients

38 patients included

Exclusion from the outset: n=1306
Thyroid orbitopathy n=987
Orbital lymphoma n=319
No pre therapeutic MRI: n=47
Pre-therapeutic MRI not interpretable: n=7
Absence of histological analysis or incomplete
analysis: n=40
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Design de I'étude

1 Clinical examination reveals characteristic diffuse/
° DeuX groupes localized swelling or masses in single or multiple
organs
2 Hematological examination shows elevated serum
¢ IO-IgG4 IgG4 concentrations (=135 mg/dL)
3 Histopathological examination shows
marked lymphocyte and plasmacyte infiltration
°
NOIl IgG4 and fibrosis

Infiltration of IgG4+ plasma cells: ratio of 1IgG4+
IgG+ cells >40% and 10 1gG4+ plasma cells/
high power field

* Critere de jugement principal : ENIO
P — : " -
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Résultats : ENIO

* Sensibilite 53%, specificite 100%, VPP 100%, VPN 77%

p = 0,00013
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Reésultats : ENIO modéré

* ENIO moderé¢ (plus petit que nerf optique)

p = 0,011
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Résultats : prise de contraste

B Whole nerve

@ Perineural
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Non-lgG4 lgG4-ROD

p = 0,01
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p <0.00001
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Discussion

o [ittérature

lgG4- Trigeminal Mean . .
ROD IONE involvement age Sex Bilaterality
Ohshima et _ 0
al 2012 n=16 409% NA NA NA NA
ggfj‘be etal | _g5 320, 385% 59.4  31M/34W 53%
'2"3:‘:““ stal | _g3 204% NA 588  31M/37TW NA
Inoue et al _ 0 0
2012 n==6 23.8% 42.9% NA NA NA
Katsura et _ o
al 2012 n=17 NA 24% 66,1 15M/2W  NA
Tiegs-
Heidenetal n=27 30% NA 51 10M/M7TW 88%
2014
Wu et al
2015 (Meta- n=172 NA 23-39% 57 90M/82W 68%
analysis)
Our series n=15 53% 87% 476 6M/9W 13%
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Discussion

Y : N\ S : Characteristic histological features
( rl ere S la nO S 1 ue S 1. Dense lymphoplasmacytic infiltrate
2. Fibrosis, usually storiform in character
3. Obliterative phlebitis

1 Clinical examination reveals characteristic diffuse/ / L
localized swelling or masses in single or multiple
organs Cases with = 2 pathology| | Cases with 1 pathology
% g 2 features feature
2 Hematological examination shows elevated serum
IgG4 concentrations (=135 mg/dL) | |
3 Histopathological examination shows . _ Numbers of IgGad-+ plasma cells (‘hpf) Ref
marked lymphocyte and plasmacyte infiltration Meningus 10 ~10 55
and fibrosis Lacrimal gland s sz
Infiltration of 1gG4+ plasma cells: ratio of IgG4+ Salivary gland o si0 >100 17,34
IgG+ cells >40% and 10 IgG4+ plasma cells/ Lymph node , e i 27
high power field Lung (surgical specimen) [ NGNS >50 10,35
Lung (biopsy) >20 >20 10,35
Pleure T 550 :
Table 2 Diagnostic criteria for IgG4 related ophthalmic disease, Pancreas (surgical specimen) [ NI >50 30,32
2014 Pancreas (biopsy) =0 >10 56,57
- - - Bile duct (surgical specimen) [ NS >50 49
(1) Imaging studies show enlargement of the lacrimal gland, Bile duct (biopsy) ~10 10 58,59
trigeminal nerve, or extraocular muscle as well as masses, Liver (surgical specimen) [ S >50 49
enlargement, or hypertrophic lesions in various ophthalmic Liver (biopsy) >10 >10 12,60
tissues Kidney (surgical specimen) [ NNENGIESO >30 15
(2) Histopathologic examination shows marked lymphocyte and :'d:ey (blopey) [ EE— :;g f; 51 5
plasmacyte infiltration, and sometimes fibrosis. A germinal Retroperitoneun s 290 8
CCI‘!(C‘I‘ is trequenl!y obs.erv‘ed. lgq4+ plasmacytes are found and Skin 5200 5200 62,63
satisfy the following criteria: ratio of IgG4+ cells to IgG+ cells
of 40 % or above, or more than 50 IgG4+ cells per high-power lgG4+/lgG+ plasma cell ration >40% a mandatory for histological diagnosis of IgG4-RD
field (x400)
(3) Blood test shows elevated serum IgG4 (=135 mg/dl) _ = Histologically highly suggestive of lgG4-RD

Orange boxes = Probable histological features of IgG4-RD
Diagnosis is classified as “definitive” when (1), (2), and (3) are sat-

isfied; “probable” when (1) and (2) are satisfied; and “possible™

when (1) and (3) are satisfied
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Discussion

* Extension périneurale
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Limites

* Retrospectif
 Faible nombre de patients
* Fort taux d’exclusion

 [g(G4 sériques non disponibles
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Conclusion

* ENIO : hautement specifique

* Signe cl¢ pour le diagnostic
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