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Formes Anatomocliniques

Graisse 
orbitaire



Ophthalmology 2004;111:997–1008 © 2004 by the American Academy of Ophthalmology.



Inflammation orbitaire: Etiologies

Mombaerts et al. Survey Ophthalmol 2016;61:664-669



Stratégie d’exploration?

• Sémiologie ophtalmologique 
– Uvéites:nomenclature SUN Am J OPH 2005;140:509-516

• Topographie lésionnelle 
– Et Inflammations orbitaires……………..
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1171 patients entre 2003-13

0.7%

2,8%
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379 patients entre 2000-08

5%

1%

8% 
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Lymphomes Non Hodgkiniens 

T1*: HYPO/ISO/ GADO +

T2**: HYPO/ISO/HYPER
*Muscles extra-orbitaires
**Substance grise

Decaudin et al. Blood 2006;108:1451–1460 © 2004 by the American Society of Hematology.

• Type B 95%
• Bas grade 80% (MALT +++)
• Atteinte nodale 0è24%
• Grade IV 15% 



Politi et al. Radiology 2010;256:565-574.



Intérêt du TEP-18-FDG au diagnostic d’orbitopathies 
inflammatoires*

• Patiente 70 ans, explorée pour une IO en 2010
• Gonflement, induration, bilatéralisation en 1 an
• Pas de signes extra-orbitaires, pas de syndrome inflammatoire!

2ème biopsie 2010: 
Lymphome B type 
MALT 

3ème biopsie 2011 : 
Lymphome B type 
MALT 

1er biopsie : 
Inflammation non 
spécifique avec 
fibrose 

*Elourimi G et al. La Revue de Médecine Interne 2018;39:A75
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+ 

1/ Immunohistochimie:
- Lympho-plasmocytes IgG4
(IgG4/IgG total plasma cells > 40%)
- Fibrose/ sclérose tissulaire

2/ IgG4 sérique > 135 mg/l

Okazaki K et Umehara H. Int J Rheumatol. 2012

discontinued. A maintenance dose of 2.5–10 mg/day predniso-
lone was then used in most patients (37/38 patients).

DISCUSSION
We propose a new clinical entity, IgG4+MOLPS, a syndrome
characterised by hyper-IgG4 gammaglobulinaemia and IgG4+
plasma cell infiltration in the tissue (lymphoproliferative
disorder). IgG4+MOLPS includes MD, autoimmune pancreati-
tis,11 16–21 sclerosing cholangitis,18 Küttner’s tumour,15 inflamma-
tory pseudotumour of the lung,19 liver18 and breast,16 22

retroperitoneal and mediastinal fibrosis,20 interstitial nephri-
tis,8 23 autoimmune hypophysitis9 and many other inflamma-
tory conditions in multiple organs (fig 3). The distribution of
involved organs in IgG4+MOLPS is similar to that in SS, but
there are obvious differences in clinical and pathological features
between these classifications. SS is also a very broad-spectrum
syndrome, as both anti-SS-A/Ro antibody-positive and anti-SS-
B/La antibody-positive SS patients are thought to be typical SS.
We compared IgG4+MOLPS with 31 cases of typical SS.
The age range of patients with IgG4+MOLPS was broad in

our series, ranging from 17 to 80 years with mean and median
ages similar to those of SS. On the other hand, the gender
distribution was quite different. Male patients with SS are very
rare (2/31), but almost half (31/64) of the patients with
IgG4+MOLPS were men. These results suggest that the
differential diagnosis of IgG4+MOLPS should be re-examined
in men with SS, even if they meet the SS criteria.
Although swollen glands are usually correlated with xerosto-

mia and xerophthalmia in patients with SS, the incidence of
xerostomia and xerophthalmia was significantly lower in
IgG4+MOLPS, even in cases where the lacrimal, parotid or
submandibular glands were swollen. Histopathological exam-
ination showed that lymphocytic infiltration in the ducts and
formation of lymphoepithelial lesions are rare in IgG4+MOLPS,
even in cases showing severe lymphocyte and plasma cell
expansion. This may explain the marked swelling of the glands
without severe dryness in IgG4+MOLPS. The decreased num-
bers of apoptotic cells and abnormal expression and function of
Fas ligand in MD tissue5 6 are compatible with this observation.
Allergic rhinitis and bronchial asthma were more common in

IgG4+MOLPS than in typical SS. This tendency towards an

increased incidence of these allergic conditions may be related to
the observation that IgG4 and IgE levels were significantly higher
in IgG4+MOLPS than in SS. With regard to gender differences,
autoimmune pancreatitis and interstitial nephritis were more
common in men with IgG4+MOLPS than in women. Thus, the
clinical picture was more severe in men with IgG4+MOLPS.
The incidence of rheumatoid factor, antinuclear antibody,

anti-SSA/Ro antibody and anti-SSB/La antibody was signifi-
cantly lower in IgG4+MOLPS than in SS. IgG4+MOLPS should
therefore be suspected in patients with symptoms of SS but
without autoantibodies, and IgG subclasses should be examined
in such patients. Total IgG, IgG2, IgG4 and IgE were
significantly higher and IgG1, IgG3, IgA and IgM were
significantly lower in patients with IgG4+MOLPS than in
patients with typical SS. The amount of immunoglobulin
protein differed markedly between IgG4+MOLPS and typical SS
and, thus, immunoglobulin gene usage, rearrangement pattern
or regulation by T cells may be different in the two groups. The
gene fragments Cc2, Cc4 and Ce—which code IgG2, IgG4 and
IgE, respectively—line up side by side and therefore gene linkage
may explain the observed association.
Histopathological differences are important to differentiate

IgG4+MOLPS from SS. IgG4+ plasma cell infiltration in tissue
was seen in patients with IgG4+MOLPS but not in those with
SS. Expansion of IgG4+ plasma cells with fibrosis or sclerosis is
an important histopathological finding in IgG4+MOLPS which
is not usually seen in SS. Furthermore, lymphocytic follicle
formation is commonly observed in IgG4+MOLPS but lympho-
cytic infiltration in the ducts (formation of lymphoepithelial
lesions) is rare. In cases in which differential diagnosis is
difficult, serum IgG subclasses and IgG4+/IgG+ immunostaining
of tissue should be examined.
A good response to glucocorticoid therapy is usually seen in

IgG4+MOLPS, and this is the most important reason for
separating IgG4+MOLPS from SS. It will be necessary to
develop guidelines for standard glucocorticoid therapy (indica-
tions, doses and tapering) based on the results of a larger study.
The differential diagnosis of IgG4+MOLPS from multicentric

Castleman’s disease (MCD) or idiopathic plasmacytic lymph-
adenopathy (IPL) is important. Hyper-IgG4 gammaglobulin-
aemia and IgG4 plasma cell infiltration with fibrosis and
sclerosis of tissue may be present in these conditions,24 and
therefore discrimination may sometimes be difficult based on
histological findings. On serological analysis, increased levels of
interleukin-6 are seen in MCD and IPL but not in IgG4+MOLPS.
IgG4+MOLPS shows a good response to glucocorticoid therapy
while MCD and IPL do not. Measurement of the serum
interleukin-6 level in such cases is therefore necessary for
differential diagnosis and to determine whether glucocorticoids
should be used. Patients with raised interleukin-6 levels should be
diagnosed as having MCD or IPL, and not IgG4+MOLPS. An
IgG4+/IgG+ cell ratio of.50% is usually not seen in MCD or IPL.
In Wegener’s granulomatosis, hyper-IgG4 gammaglobulin-

aemia and IgG4 plasma cell infiltration of tissue may be
present.25 However, it is not difficult to discriminate between
Wegener’s granulomatosis and IgG4+MOLPS based on the
histological differences between these two conditions. IgG4+
plasma cells are also seen in other inflammatory or neoplastic
conditions, and it is necessary to determine the IgG4+/IgG+ cell
ratio to make a definite diagnosis of IgG4+MOLPS.
In conclusion, we propose a new clinical entity, IgG4+MOLPS,

which has a similar distribution of involved organs to SS but has
clinical (symptoms, complications, immunological data, including
autoantibodies and immunoglobulin classes/subclasses) and

Figure 3 Spectrum of IgG4+MOLPS. IgG4+MOLPS included Mikulicz’s
disease, autoimmune pancreatitis and many other inflammatory
conditions. A-SSA, anti-SS-A/Ro antibody; A-SSB, anti-SS-B/La
antibody.
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 Plaza et al. 2011  Deschamps et al. 2013 Andrew et al. 2015 Sa et al. 2015 Abad et al. 2018 Pooled data┼ 
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┼ P values are based on the chi-square test or Fisher’s exact test, as appropriate. P values below 0.05 were considered to denote significant differences.
°Imaging analysis was inconclusive for three IgG4-positive patients and five IgG4-negative patients.
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┼ P values are based on the chi-square test or Fisher’s exact test, as appropriate. P values below 0.05 were considered to denote significant differences.
°Imaging analysis was inconclusive for three IgG4-positive patients and five IgG4-negative patients.
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