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in tissue (on frozen tissue section or paraffin embedded) by PCR analysis of
immunoglobulin V-D-J genes heavy chain rearrangements (FR1, FR2, FR3);
monoclonal secretion was tested in serum protein electrophoresis.
Results: 40 patients with IgG4-ROD had orbital lesions at the onset of the disease
and 13 developed them after 2 - 9 years from the onset. The frequency of different
orbital anatomic structures involvement see in table 1. 15 (28%) patients had
isolated orbital lesions while 38 (72%) had systemic IgG4-RD with simultaneous
involvement of 2 - 7 other organs. 6 (14%) patients had unilateral orbital lesions.
23 (53%) patients with IgG4-ROD had associated IgG4-related sialoadenitis and
nasal lesions. Most common pathomorphological features of IgG4-ROD see in
table 2. The most common laboratory features of IgG4-ROD were elevation of:
total serum IgG (44%), serum IgG4 (88%), serum IgE (61%) and monoclonal
serum secretion (23%).

Conclusions: In our cohort of IgG4-RD patients orbit is the leading site of the
disease (64.5% of patients) and the disease onset (75% of patients). The majority
of patients have bilateral orbital lesions (89%) and systemic course of the disease
with other organ involvement (72%). Most often affected orbital anatomicstructures
are lacrimal glands, extraocular muscles, retrobulbar infiltration with optic nerve
thickening and fibroinflammatory lesions of eyelids. MALT-lymphoma of lacrimal
gland and local AL-amyloidosis can complicate the long history of IgG4-ROD.
Monoclonal serum secretion and B-cell clonality in the tissue in 23% of patients
can potentially act as a background for lymphoma formation.
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Background: Immunoglobulin (Ig) G4-related disease (IgG4-RD) is an in-
creasingly recognized systemic autoimmune disease in the past decade, and
encompasses a wide spectrum of disorders previously considered to be unre-
lated, but with common pathologic, serologic, and clinical features.There have
been several hundred literatures on IgG4-RD published in the past few years,
however, we still cannot well characterize this complicated disease, including
clinical features, treatments as well as mechanisms, which promotesus to further
describe this disease.
Objectives: To describe the clinical presentations, laboratory features, imaging
manifestations, treatments and evolutions in a cohort of 34 Chinese patients with
immunoglobulin G-related diseases (IgG4-RD).
Methods: A retrospective study was performed in Wuhan Tongji Hospital.
Electronically stored records of clinical, laboratory, imaging, and histological
features were reviewed. The diagnoses were made according to comprehensive
diagnostic criteria for IgG4-RD. Disease activity was assessed by IgG4-RD
Responder Index (RI).This study was approved by the Ethical Committee of
TongjiHospital (TJ-C20150603). All patients were contacted, and consents were
obtained from all the participants.
Results: We found that among the whole 34 patients enrolled in this study (median

age=51 years, male/female ratio=1.4/1), 65.2% tested patients had a declined
HDL level, 82.3% tested patients had an elevated IgG4 level, and lymph node
was the most frequently involved organ. 18F-FDG PET/CT had high sensitivity in
providing information about the organ distribution of IgG4-RD. The IgG4 level and
IgG4-RD RI in the multi-organs affected patients were significantly higher than
that in the localized ones. Most patients were prescribed with glucocorticoids
(GCs) alone or combined with disease modifying antirheumatic drugs (DMARDs),
the majorities responded well, while some relapsed. Patients given rituximab
(RTX) obtained good responses.

Table 1. The overall prognosis of 19 patients who were followed up

Prognosis GCs GCs Surgery Surgery Antifungal MMF Total,
+ DMARDs + GCs + DMARDs therapy n

Remission, n 5 1 2 0 0 1 9
Recurrence, n 3 4 0 0 0 0 7
Worsen/Persistence, n 0 1 0 1 1 0 3
Total, n 8 6 2 1 1 1 19

Abbreviations: GCs, glucocorticoids; DMARDs, disease-modifying anti-rheumatic drugs; MMF,
mycophenolate mofetil.

Conclusions: It was concluded that 18F-FDG PET/CT can be an effective tool to
detect involved lesions of IgG4-RD. The addition of DMARDs to the initial GCs
therapy in the remission induction stage may not bring much benefit. The most
appropriate dosage schedule of RTX needs to be further investigated. Patients
with younger age, longer duration of disease, higher IgG4 level and IgG4/IgG
ratio may more commonly experience recurrence.
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Background: Excessive bone formation is an important hallmark of ankylosing
spondylitis (AS). Recently, it has been demonstrated that axial bony lesions in AS
patients can be visualized using [18F]fluoride PET-CT. This technique may also
provide opportunities to monitor changes in bone formation in axial AS lesions
during therapy.
Objectives: To assess (1)changes in [18F]fluoride uptake in axial lesions of AS
patients before and 12 weeks after treatment with TNF-inhibitors (TNFi) and
(2)whether [18F]fluoride uptake on PET is related to focal bone formation in spine
biopsies.


