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Editorial

Management of IgG4-related orbital 
disease: when not in doubt, cut it out?
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Most retrospective reviews of the efficacy of 
treatments for orbital inflammation, whether 
for idiopathic orbital inflammation (IOI) 
or for IgG4-related ophthalmic disease 
(IgG4-ROD) are hampered by the fact that 
many patients receive multiple treatments, 
frequently overlapping, and often at different 
dosages and durations. The natural course 
of the disease is thereby modified in myriad 
ways, making an accurate assessment of the 
treatment modalities difficult. Once a treat-
ment has been accepted as the best first-line 
therapy (corticosteroids in this case), the 
physician becomes inclined to his purpose 
to the extent that, to date, there are no 
well-designed prospective studies of these two 
conditions where a single treatment has been 
assessed with defined treatment, dosage dura-
tion and outcomes.

Although a retrospective study, Ominato 
et al1 present 15 cases (8 unilateral and 7 
bilateral) of IgG4-ROD treated solely with 
surgical debulking. The study is of interest 
because no other treatment before, during 
or after surgery was administered to any of 
the patients, thereby allowing the assessment 
of the results with the natural history of the 
disease unaltered in any other manner. Twelve 
of their cases were classified as dacryoade-
nitis IgG4-ROD and three as orbital fat tissue 
IgG4-ROD. They removed 70%–100% of 
the lesion in these cases with a relapse rate 
of 13.3% after such debulking surgery (with 
a follow-up range of 6–84 months). Seven of 
their 12 cases of dacryoadenitis had bilateral 
disease, and 6 of them underwent bilateral 
debulking surgery. Specifically, they noted 
that in the 12 operated dacryoadenitis cases 
involving 18 operated sides, they removed 
90% or more of the lesions in 17 sides and 
70% on the remaining one side. In the three 
cases involving the orbital fat, they claimed to 
‘completely extirpate the lesion’.

Preoperative tear function measurements 
were not measured in their patients; they noted 
that seven of their patients with dacryoadenitis 
developed dry eyes postoperatively, control-
lable with drops and with no impairment of 
vision. They noted no complications with 

the three orbital cases. There was no differ-
ence in serum IgG4 levels between patients 
with and without recurrence. Two cases had 
a relapse after a resection of the lesions: one 
had recurrence of swelling at 6 months after 
surgery with CT scan evidence of an increase 
in the lacrimal gland lesion. Further resec-
tion, which again confirmed the presence of 
IgG4-ROD, led to further recurrence. Subse-
quent management is not presented. The 
second case did not develop any symptoms or 
demonstrate signs, but they noted that on a 
follow-up CT scan 17 months later, there was 
further lacrimal gland swelling. They noted 
that there was spontaneous regression of this 
swelling without further treatment. Since 
there was no other treatment administered 
in these cases, the study gives a glimpse into 
the natural history of these lesions following 
surgery alone. Since the two most common 
causes of orbital inflammation are IOI and 
IgG4-ROD, and even though they may not be 
entirely cognate, the questions raised by this 
paper should be discussed in relation to both 
this conditions:

1. Why is surgical resection of an inflamma-
tory mass (IOI dacryoadenitis and IgG4-
ROD dacryoadenitis or IgG4-ROD orbital 
disease) an option?

2. What are the results of surgical removal of 
lesions in IOI dacryoadenitis?

3. What other evidence is there to support 
surgical resection of lesions in IgG4-
ROD dacryoadenitis or IgG4-ROD orbital 
disease?

4. How much of the inflammatory mass 
should be removed?

5. Why and how does such debulking sur-
gery help?

6. How much dryness do patients have 
when presenting with either type of 
dacryoadenitis?

7. How much lacrimal gland tissue is nec-
essary to prevent dryness after surgery, 
assuming that the ductules are protected 
during such surgery?

8. When both lobes of the lacrimal gland 
are affected, is it necessary to extirpate 
both lobes?
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9. What is the natural course of IOI dacryoadenitis and 
IgG4-ROD dacryoadenitis?

10. Is there evidence of functional recovery of the lacri-
mal gland after successful medical treatment of IOI 
dacryoadenitis and IgG4-ROD dacryoadenitis?

11. How does one assess a case of IOI dacryoadenitis and 
IgG4-ROD dacryoadenitis so as to allow a reliable way 
of determining outcomes of treatment?

Answers to some of these questions may be gleaned 
from a careful and detailed analysis of published studies. 
Others await properly designed studies by inquiring 
minds.

Contributors I have written this editorial myself.

Funding The study was supported in part by an unrestricted grant from Research 
to Prevent Blindness, Inc., New York, NY, to the Department of Ophthalmology & 
Visual Sciences, University of Utah.

Competing interests None declared.

Patient consent for publication Not required.

Provenance and peer review Commissioned; internally peer reviewed.

Open access This is an open access article distributed in accordance with the 
Creative Commons Attribution Non Commercial (CC BY-NC 4.0) license, which 
permits others to distribute, remix, adapt, build upon this work non-commercially, 
and license their derivative works on different terms, provided the original work is 
properly cited, appropriate credit is given, any changes made indicated, and the 
use is non-commercial. See: http:// creativecommons. org/ licenses/ by- nc/ 4. 0/.

ORCID iD
Bhupendra C K Patel http:// orcid. org/ 0000- 0003- 0483- 4283

ReFeRenCe
 1 Ominato J, Oyama T, Cho H, et al. The natural course of IgG4-

related ophthalmic disease after debulking surgery: a single-centre 
retrospective study. BMJ Open Ophthalmol 2019;4.

http://creativecommons.org/licenses/by-nc/4.0/
http://orcid.org/0000-0003-0483-4283
http://dx.doi.org/10.1136/bmjophth-2019-000295

	Management of IgG4-related orbital disease: when not in doubt, cut it out?
	Reference


