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The Autoimmune-mediated
ocular disorders

Xpelalovtal pakpoypovia Beparmeio

Kelly Corbitt* and Johannes Nowatzky®®°
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INTRAOCULAR e Payoelditida &

e EvoodpOaApuitidoa

INFLAMMATION

Hussain |, Ishrat S, Ching Wen Ho D, et al. Endogenous endophthalmitis in
Klebsiella pneumoniae pyogenic liver abscess: systemic review and meta-
analysis. Int J Infect Dis 2020; 101:259-268.
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n ocuxvotepn IOl (intraoccular
inflammation)

AttloAoyLka motkiAo cuvdpopo

Payoelditoa

> 30 KAWLKEC OVTOTNTEC

Kelly Corbitt® and Johannes Nowatzky™™* AUokoAn taélvounon Kot HEAETN
Curr Opin Rheumatol 2023, 35:201-212
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The Standardization of Uveitis

Nomenclature (SUN) Working Group
has created a widely-accepted anatomic
classification system for uveitis

anterior
Intermediate
posterior
panuveitis.

Jabs DA, Nussenblatt RB, Rosenbaum JT; Standardization of Uveitis Nomen-
clature (SUN) Working Group. Standardization of uveitis nomenclature for
reporting clinical data. Results of the first international workshop. Am J
Ophthalmol 2005; 140:509-516.



. posterior segment

. ora serrata

. ciliary muscle

. ciliary zonules

. Schlemm's canal

pupil

. anterior chamber

. cornea

. iris

. lens cortex

. lens nucleus

. ciliary process

. conjunctiva

. inferior oblique muscle 16
. inferior rectus muscle 17
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. medial rectus muscle

. retinal arteries and veins
18. optic disc

19. dura mater

20. central retinal artery
21. central retinal vein

22. optic nerve

23. vorticose vein

24. bulbar sheath

25. macula

26. fovea

27. sclera

28. choroid

29. superior rectus muscle
30. retina

—
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Anterior
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Anterior uveiltis.

Anterior chamber
Aqueous humor

Inflammation = leukocytes (reported as
‘cells’)

and large amounts of protein (reported
as ‘flare’)

0, 1+, 2+, 3+, 4+

Rosenbaum JT. The eye and rheumatic diseases. In: Firestein GS, Budd RC,
Gabriel SE, et al,, editors. Firestein & Kelley's textbook of rheumatology, 11th
ed Elsevier; 2021. pp. 702-710.




Anterior uveiltis.

Other findings in the AC related to inflammation
« Keratic precipitates

Iris nodules

anterior or posterior synechiae

hypopyon (visible sedimentation of leukocytes
In the AC) and

band keratopathy (calcium deposits across the
cornea in chronic dis- ease)

Rosenbaum JT. The eye and rheumatic diseases. In: Firestein GS, Budd RC,
Gabriel SE, et al,, editors. Firestein & Kelley's textbook of rheumatology, 11th
ed Elsevier; 2021. pp. 702-710.






Keratic precipitates (KP) are cellular aggregates that adhere to the posterior surface of the cornea. They are
frequently present in uveitis with inflammation of the anterior chamber. Large KPs define the presence of ‘granulomatous’
uveitis, here in an individual with idiopathic granulomatous uveitis (a) and a patient with sarcoidosis (b).



‘Clues to an underlying ,

disorder

* ‘Mutton-fat’ KPs are commonly ‘

seen in sarcoidosis but exclude
Behcet's disease (BD)

. Hypopyon IS typlcally ‘mobile’ in
BD but is ‘nonmobile’ in HLA-B27- \
associated acute anterior uveitis

* The presence of KPs that are not

fine and diffuse defines
‘granulomatous’ uveitides h

Salmon JF. Uveitis. Kanski's clinical ophthalmology. 9th ed. Elsevier; 2020; p.
423-494.



Intermediate uveitis

(OAeypovn tou Yaloewdouc)



2. Vitritis with inflammatory cells, here affecting the anterior vitreous in a patient with intermediate uveitis.



Posterior uveitis

OnioBLa payoelditic



Posterior uveiltis.

[TpooBoAn

* XOPIOEIOOUG,

* ap@IBANOCTPOEIOOUG N
e KOI TWV OUO

(misnomer) !!!



* MMpooBoAn Kupiwc Tou apdltAnotpoeldouc...
- 0€ AOLHWEELC
- o Adapavtiadn-Behcet & ocapkoeidwon

* EQW... payocIdiTIC = «misnomer»

2. € non-infectious uveitis - «spill-over phenomena»

Jabs DA, Busingye J. Approach to the diagnosis of uveitides. Am J Ophthalmol
2014; 156:228-236.
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* NMpooBoAn kuplwc Tou apdAnotpoeldouc...

0 oeAowpweelc
0 oe ASapavtiadn-Behcet & capkosidwon

* ESw... payoewditic l «misnomer»

» Y& non-infectious uveitis [ «spill-over phenomena»

Jabs DA, Busingye J. Approach to the diagnosis of uveitides. Am J Ophthalmol
2014; 156:228-236.
| |



BYOQO2KOINH2H

« Baolkotarn e¢Etaon
« disease-typical appearance

FIGURE 4. Birdshot chorioretinopathy can be diagnosed
with high likelihood based on its characteristic fundus
appearance. Disease progression results in retinal atrophy.

Jabs DA, Busingye J. Approach to the diagnosis of uveitides. Am J Ophthalmol
2014; 156:228-236.



* Oibnua omtikng BnNANC
* H ouyvotepn attia tudpAwoncg otnv payostditidba

* BuBookomnnon

Crohn's disease
* Optical coherence tomography

(OCT)

Malik A, et al. BMJ Case Rep. 2010 Concurrent macular oedema and optic neuritis in Crohn's
disease with varied response to steroids. BMJ Case Rep. 2010
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« OCT angiography => allows visualization of the posterior pole vessels directly
without injecting an intravenous dye.

* Fluorescein angiography (FA) = images the retinal vasculature better than
the choroidal vasculature and can show leakage or nonperfusion

(b) Fluorescein angiography (FA)

wide-spread leakage (dotted arrows)

Associated vitritis (white arrows in b)




Retinal
vasculitis

* high prevalence of BD
* |ts association with
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Indocyanine green angiography (ICG

« assesses blood flow in the choroid more potently than fluorescein
angiography (FA)

 iIndocyanine green dye is a larger molecule and leaks less from the semi-
permeable choroidal vasculature.

« useful in the characterization and longitudinal monitoring of choroidal
disease in uveitides, such as in VKH, Birdshot chorioretinopathy, and
some forms of ocular sarcoidosis




Uveltis by
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Infectious uveitides

 [1avta otnv AA
* 2TOV OUTIKO KOOMO CMV, VZV, HSV, and toxoplasma

* OTOV AVATITUCCOOMEVO TTANBWEQ...

* «uveltis require an in-depth travel (e.qg., Zika virus), family exposure (e.g.,
Tuberculosis [TB]), professional (e.g., Weil’'s disease/Leptospirosis),

dietary (e.g., Brucella), animal exposure (e.g., Bartonella), and sexual
(e.g., Syphilis, HIV) history with a complete review of systems.»

Tsirouki T, Dastiridou A, Symeonidis C, et al. A focus on the epidemiology of
uveitis. Ocul Immunol Inflamm 2018; 26:2-186.
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HLA-B27-associated uveltis

A

 acute anterior uveitis (AAU)

* Intense inflammation of the iris

* [1ovoc,pwTo@ofia,epubpdTnTa

Curr Opin Rheumatol 2023; 35:201-212



 always unilateral n unilateral-alternative

* nonmobile hypopyon

« 2TTAVIOTATA =2 KOl OTTioB1a payosidiTida (not vision-threatening)

Juanola X, Loza Santamaria E, Cordero-Coma M; SENTINEL Working Group.
Description and prevalence of spondyloarthritis in patients with anterior

uveitis: the SENTINEL Interdisciplinary Collaborative Project. Ophthalmology
2016; 123:1632-1636.

Monnet D, Breban M, Hudry C, et al. Ophthalmic findings and frequency of
extraocular manifestations in patients with HLA-B27 uveitis: a study of 175
cases. Ophthalmology 2004; 111:802-809.



e Y& KATOLEC peAETeC, 80% aoBevwv pe AAU ...etval HLA-B27 (+)
e 2 16-40 % twv AAU amouolalouv CUCTNUOTIKA CUMITTWwaTa SPA

* Q0TOO00 UTOPEL va XpeLaoBolvV avVoOCOKOTACTAATLKA

. Burkholder BM, Jabs DA. Uveitis for the nonophthalmologist. BMJ 2021; 372:
m4979.

Latkany PA, Jabs DA, Smith JR, et al. Multifocal choroiditis in patients
with familial juvenie systemic granulomatosis. Am J Ophthalmol 2002,

134:897-904.

Rosenbaum JT. Characterization of uveitis associated with spondyloarthritis.
J Rheumatol 1989; 16:792-796.



« HLA-B27(+)

* [oxupOtepn ouoxETION LE AS

* Alyotepo Loxupn He IBD kat PS ry PsA

* |IBD pe HLA-B27(-) = omioBia vision-threatening payostditida onwc
oto o.Adapavtiadn-Behcet (uveitis with retinal vasculitis)

. Burkholder BM, Jabs DA. Uveitis for the nonophthalmologist. BMJ 2021; 372:
m4979.



2 APKOELOWON
e Juxvn attia payoslditidac
* Oteloc N xpovLac
* JuvnNOwc apdotepOnAsupn
e Juxva evélapeon Kol onioOla

e vision-threatenin
SI0 eate g Latkany PA, Jabs DA, Smith JR, et al. Multifocal choroiditis in patients

with familial juvenie systemic granulomatosis. Am J Ophthalmol 2002;
134:897-904.

. Burkholder BM, Jabs DA. Uveitis for the nonophthalmologist. BMJ 2021; 372:
m4979.



Sarcoid eye disease

e Ju)VA...KaL €Ml amovoilog e€w-oPpBaApkwy ekdNAwoewv !
* XpN{el OUWC AYWYNC UE OVOCOKOTAOTOAATLKA
* lowc n mpwtn ekdNAwon

* A/a Bwpoakoc og aoBeveic pe payosditda (aocadouc attiodoyiog)

Latkany PA, Jabs DA, Smith JR, et al. Multifocal choroiditis in patients

with familial juvenie systemic granulomatosis. Am J Ophthalmol 2002;
134:897-904.

. Burkholder BM, Jabs DA. Uveitis for the nonophthalmologist. BMJ 2021; 372:
m4979.



o.Adauavtiadn-Behcet (BD)

* MpooBela payoeldittda (AAU)... ota mAaiola mavpayoelditidog
e TpExouoac N MAAQLOTEPNC
* AAU povo; =2 towc avoBewpnon the dStayvwonc

* O dpawvotumocg TN odpBaAuLkNC tpooBoAnc xpnotpnog otnv AA pe SpA,
IBD, BD, Sarcoidosis, PS, kATt

* lowc To povadiko SLayvVwoTIKO KpLTNPLo



Ad og 0. Adapuavtiadn-Behcet

* anterior and other uveitides can present with oral and genital ulcers
(e.g., SpA, PS, IBD)

* skin lesions that are also part of the BD spectrum (e.g., erythema
nodosum in sarcoidosis and IBD; pyoderma gangrenosum in IBD;
pustular and genital lesions in pustular psoriasis and IBD)

Accorinti M, Pesci FR, Pirraglia MP, et al. Ocular Behcet's disease: changing
patterns over time, complications and long-term visual prognosis. Ocul
Immunol Inflamm 2017; 25:29-36.

Abd El Latif E, Galal MAKF, Tawfik MA, et al. Pattern of uveitis associated with
Behcet's disease inan Egyptian cohort. Clin Ophthalmol 2020; 14:4005-4014.



Juvenile idiopathic arthritis (JIA)

e 3 common cause of uveitis that starts in childhood but can cause life-

long ocular disease.

* The prototype occurs in ANA(+) young girls with oligoarticular

involvement

e Still, all children with JIA, including those without ANA, must be

screened for uveitis regularly.

* JIA uveitis is often a chronic anterior uveitis that is asymptomatic until

ocular complications occur.

Angeles-Han ST, Ringold S, Beukelman T, et al. 2019 American College of
Rheumatology/Arthritis Foundation guideline for the screening, monitoring,
and treatment of juvenile idiopathic arthritis-associated uveitis. Arthritis Care
Res (Hoboken) 2019; 71:703-716.



multiple sclerosis-associated uveitis

* Pars planitis (intermediate uveitis) is the prototype , but MS uveitis
can affect all segments of the eye.

* It is crucial to include MS in the differential diagnosis of uveitis

* uveitis can precede other clinically appreciable MS symptoms.

Curr Opin Rheumatol 2023:



* when no systemic disease is found

* Brain MRI? (MS?)

e Before TNFi treatment?

Curr Opin Rheumatol 2023:



intermediate, posterior, and panuveitis

* JUXVOTEPEC awtiec o USA
e Japkoeidwon, IBD, VKH, Birdshot chorioretinopathy, BD
* OAeC... 2 OUOTNMOTIKEC EKONAWOELC

* Ektoc tn¢ Birdshot chorioretinopathy

Curr Opin Rheumatol 2023:



Birdshot chorioretinopathy

* is limited to the eye, mainly to the posterior segment

 the single most strongly HLA-class | (HLA-A29) associated human
disease known

e Artatteital cuvnOwc LoOPLa AVOCOKATAOTOAN

Brézin AP, Monnet D, Cohen JH, Levinson RD. HLA-A29 and birdshot
chorioretinopathy. Ocul Immunol Inflamm 2011; 19:397-400.

SURE 4. Birdshot chorioretinopathy can be diagnosed
with high likelihood based on its characteristic fundus
appearance. Disease progression results in retinal atrophy.



Vogt-Koyanagi-Harada syndrome (VKH)

* (VKH) is the second leading cause of uveitis in Japan after
Behcet syndrome

* is manifested by bilateral posterior uveitis

e characteristic fluid accumulation beneath the retina

* leading to retinal elevation and detachment






VKH

» vitiligo,
* poliosis (loss of color from a patch of hair),
- sterile meningitis,

* alopecia, and
e eighth cranial nerve disease.

Diagnosis and classification of Vogt-Koyanagi-Harada disease.
Sakata VM, da Silva FT, Hirata CE, de Carvalho JF, Yamamoto JH
Autoimmun Rev. 2014 Apr;13(4-5):550-5. Epub 2014 Jan 15.



vision-threatening nature

e Artouteitoa ypnyopn otayvwon &
e Apeon evopén oywync LE 0lVOOOKOTOOTOAATLKO

* VKH: especially in posterior uveitis or panuveitis with VKH as a prototype,
where high-dose glucocorticoids, given during the first two weeks after

disease onset, tapered slowly over 6 — 12 months, may achieve complete
remission in some patients

Standardization of Uveitis Nomenclature (SUN) Working Group. Classifica-
tion criteria for Vogt-Koyanagi-Harada Disease. Am J Ophthalmol 2021;
228:205-211.



Malignant uveltis masquerade syndromes
(UMS)

¢ Ivmphoma (is the most common)

* leukemia

* melanoma

* retinoblastoma

* metastatic disease

e paraneoplastic syndromes



nonmalignant uveitis masquerade
syndromes (UMS)

* retinitis pigmentosa
* retinal vasculopathies (Susac syndrome)

e ocular amyloidosis

Clues to the presence of UMS may be atypical findings on exam and
ocular imaging, and inadequate responses to immunosuppression

Hsu Y-R, Wang L-U, Chen F-T, et al. Clinical manifestations and implications
of nonneoplastic uveitis masquerade syndrome. Am J Ophthalmol 2022;

238:75-85.



OepaTtreia

e Apxlka ouvnOwc otnv aonmtn AAU =2 (OdBaApuiatpol)—=>

 Toruka otepoeLdn (yla movo kat pAeyuovn)

* Mubplatika (yia armoduyr ocuVEXELWV Kol YAOLUKWHOTOC)




e & ooPBapn pAeypovr) AAU (2+ or more AC cells) 2 GCs ocuotnuaTiKA

» Y€ omioBLa payoewdittda 1mg/kg mpedbvilovng

* EvbodpBaAuia ing GCs?



Systemic iImmunomodulatory therapy
(IMT)

'(Fhe I;OCUS initiative cites as indications of systemic immunomodulatory therapy
IMT

e acute sight-threatening disease

persistent chronic inflammation

posterior and macular involvement

exudative retinal detachment

active uveitis while taking dosing of prednisone of 0.5mg/kg or more

relapsed disease when tapering prednisone to less than 10 mg daily steroid
intolerance

significant loss of visual acuity
increase in vitreous haze grade 2 or more or
relapse of cystoid macular edema

Hatemi G, "Christensen R, Bang Dj-et al. 2018 update of the EULAR
recommendations for the management of Behcet's syndrome. Ann Rheum
Dis 2018; 77:808-818.



Without known underlying disease

IMT agents include

« mycophenolate mofetil (MMEF),
* methotrexate (MTX),
e adalimumab, or

e infliximab.



2 € YVWOTI UTTOKELMEVN VOOO

H Baoikn Bepatreia = KATAAANAN Kal yia TNV 0POAAHIKNA
TTPOCBOAN

* TNF inhibitors in Behcet's and HLA- B27- associated disease
« and methotrexate or MMF In sarcoidosis.



TNF inhibitors

* Oepameia ekAoync (biologic agents) oe AAU
e Adalimumab & Ifliximab (okevdaoupata ekAoync)

e Adalimumab vs Ifliximab?

van der Horst-Bruinsma |, van Bentum R, Verbraak FD, et al. The impact of

¢ Eta nerce pt (KOLT(UTE pétnta) certolizumab pegol treatment on the incidence of anterior uveitis flares in

patients with axial spondyloarthritis: 48-week interim results from C-VIEW.
RMD Open 2020; 6:¢001161.

e Golimumab & Certolizumab (Alyotepo peAetnueva)

Maccora |, Fusco E, Marrani E, et al. Changing evidence over time: updated
meta-analysis regarding anti-TNF efficacy in childhood chronic uveitis. Rheu-
matology (Oxford) 2020; 60:568-587.



MTX vs MMF

* Mapopola amoteAeEopata

* XTtnVv omioBla payoeditiba MTX > MMF
* MMF mtio ypriyopo

* [NapOMOLEC AVETILOUUNTEC EVEPYELEC

* MTX peyaAUtepec 6ooelc (25mg/wk)

Karam M, Alsaif A, Al-Naseem A, et al. Mycophenolate versus methotrexate in
noninfectious ocular inflammatory disease: a systemic review and meta-
analysis. Ocul Immunol Inflamm 2022; 24:1-8.



o.Adapavtiadn-Behcet

» Levy-Clarke et al. expert panel recommendations suggest anti-TNF
treatment as the first or second line for Bechet’s uveitis.

* In contrast, EULAR 2018 recommendations leave this up to preference
between azathioprine, anti-TNF, cyclosporine, or interferon-alpha, noting
that sight-threatening disease should be treated with infliximab or
Interferon-alpha.

* Due to the frequently severe and vision-threatening nature of Behcet's
uveitis in general and the recent unavalil- ability of nonpegylated interferon-
alpha, anti-TNF therapy has emerged as the first-line treatment in the
United States.

Hatemi G, Christensen R, Bang D, et al. 2018 update of the EULAR
recommendations for the management of Behcet's syndrome. Ann Rheum
Dis 2018; 77:808-818.



Inflammatory eye diseases affecting the outer
structures of the eye

* Conjunctivitis
* Keratitis

* Episcleritis

e Scleritis



Inflammatory eye diseases affecting the outer
structures of the eye

* infectious or

* noninfectious

e systemic disease or

e be limited to the eye.

Curr Opin Rheumatol 2023;



2KANPITION VS ETTIOCKANPITIONG

* ZKAnpLltda =2 - ev Tw PabeL
- vision-threatening
- emwduvn

* EmokAnpitida - smipavelokad
- non vision-threatening
- avwduvn



2KANPITION

* 38-45% twv A0BEVWV UTTOKELMEVO CUCTNUATIKO Voo
* [MpooBOLa (nodular, diffuse, or necrotizing )

N
* OnioBLa



2KANPITION

* Necrotizing = Scleromalacia perforans (onavia)

* Patients with posterior scleritis may have little or no anterior
inflammation resulting in mild or no redness, which can make the
diagnosis challenging !l

Promelle V, Goeb V, Gueudry J. Rheumatoid arthritis associated episcleritis
and scleritis: an update on treatment perspectives. J Clin Med 2021;
10:2118.



Necrotizing scleritis is a visionthreatening disease with increased risk of perforation. It can occur in rheumatoid
arthritis and is one of its most severe ocular manifestations.



2KANPITION
* Qoawopevo dlaxuonc (e€w =2 pgoa)

 anterior scleritis = (secondary) anterior uveitis (with cells in the anterior chamber)

* posterior scleritis = (may present) with choroiditis and exudative retinal
detachment =2 tudAwon

Vermeirsch S, Testi |, Pavesio C. Choroidal involvement in noninfectious
posterior scleritis. J Ophthalmic Inflamm Infect 2021; 11:41.



Noninfectious scleritis

* JuvnNOwc og opobetikn RA  Kall

e ANCA(+) ayyeltidec

* Onwobdnmnote RF, anti-CCP, ANCA (MPO & PR3)



* l[ow¢g T0 MPpWTo cupmTwua Twv ANCA(+) ayyeutidbwyv

* (+)anti-CCP = necrotizing Scleritis

 Patients with these antibody profiles should be treated as aggressively as
severe RA or GPA patients with major organ involvement.

Vergouwen DPC, Ten Berge JC, Boukhrissi S, et al. Clinical relevance of
autoantibodies and inflammatory parameters in noninfectious scleritis. Ocul
Immunol Inflamm 2021; 30:1859-1865.



scleritis

Other associated diseases are
systemic lupus erythematosus
relapsing polychondritis

IBD

Sjogren’s syndrome
polyarteritis nodosa
lgG4-related disease

IgA vasculitis

* Several medications, including bisphosphonates rarely cause

Nevares A, Raut R, Libman B, Hajj-Ali R. Noninfectious autoimmune scleritis:
recognition, systemic associations, and therapy. Curr Rheumatol Rep 2020;
22:11.



YKAnpttda - Oeparmela

e 1° emeloodlo 2> M2AD

* Y& untotpornn GCs

* [IpooeKTIKN pelwon KATw armo ta 10mg/day prednisone
* (Img pnviaiwc)

* JUXVO AaBoc n ypnyopn Helwon

Nevares A, Raut R, Libman B, Hajj-Ali R. Noninfectious autoimmune scleritis:
recognition, systemic associations, and therapy. Curr Rheumatol Rep 2020;
22:11.



e Patients with noninfectious recurrent scleritis and high-risk features
such as necrotizing or nodular scleritis require systemic
glucocorticoids and IMT

KAL...

e bilateral disease and association with a systemic autoimmune disease
such as RA or GPA

Abdel-Aty A, Gupta A, Del Priore L, Kombo N. Management of noninfectious
scleritis. Ther Adv Ophthalmol 2022; 14:25158414211070879.



ANOSOKATASTAATIKA (IMT)

Commonly used IMT
« MTX, MMF, AZA, anti-TNF agents, rituximab, and cyclophosphamide

* A rational choice for an IMT agent considers the underlying disease or
the antibody profile (RTX, MTX, and anti-TNF for anti-CCP/ RA; RTX, or
AZA for ANCA-associated forms, etc.)

e Cyclophosphamide, traditionally the drug of choice for severe or
necrotizing scleritis in RA, is still useful but is increasingly being
replaced by anti-TNF or rituximab therapy

Promelle V, Goeb V, Gueudry J. Rheumatoid arthritis associated episcleritis
and scleritis: an update on treatment perspectives. J Clin Med 2021;
10:2118.



2KANPITION

* >€ QVOEKTIKEC TIEPLTTWOELCD 2

* 2> okedn ya Brogia okAnpou xrtwva
e 2> AMOKAELONOC AoipwéNnc

¢ 2> AMOKAELONOC KAKONOELOLG

Curr Opin Rheumatol 2023:



Peripheral ulcerative keratitis
* 0EU KataoTpoPLKO PAEYLOVWOEC YEYOVOC...
e Auvntika odnyel o TUPAwon

* 50% odeiletal oe CTD
* RA 34% blwc anti-CCP(+)

* OIWOONTOTE ATMOKAELONOC cUPLANG, TB, Baktnplo, HUKNTEC

Hassanpour K, El Sheikh RH, Arabi A, et al. Peripheral ulcerative keratitis: a
review. J Ophthalmic Vis Res 2022; 17:252-275.



Peripheral ulcerative keratitis (treatment)

* (Zuxva erutAokn tn¢ okAnpitidac)

e 2> AVOOOKOTOGTOATLKAL

e OYL LETOLOOYELON

(lowc o€ €lOIKEC AVOEKTLKEC TTEPLUTTWOELC)

Hassanpour K, El Sheikh RH, Arabi A, et al. Peripheral ulcerative keratitis: a
review. J Ophthalmic Vis Res 2022; 17:252-275.



Ocular cicatricial pemphigoid

(O@BaAuIKO OUAWOEC [MeP@IYOEIDEC)

e Ocular cicatricial pemphigoid (OCP) is a scarring, vision-threatening
process due to underlying mucous membrane pemphigoid.

* Erunedukotag, otopa, olocodayoc, TPOxELA, YEVVNTLKA Opyava

e 70% povo ota patL



Ocular cicatricial pemphigoid

AocBevnc pe ZupBAédpapa kai Tpixiaon Adyw O¢pOaApikol OuAwdouc Mepdiyoeidolc



OPOaApIKO OUAWOEC IeP@IYOEIDEC

e Atdyvwon =2 e Broyia eninedpukota

e Juxva Peudwc apvntkeg Bloileg



O@POBAAPIKO OUAWOEC NeupIyoEIdEC
e ArtokAelopoc 2apkoeidwonc kat ANCA(+) ayyeutidwv

e - erBeTIKN Beparmela e
high dose glucocorticoids, typically 1 mg/kg/day of prednisone

 early addition of steroid sparing agents. MTX, MMF, AZA, dapsone
(2e avBektikeC meputtwoelc CYC, RTX)

Schmidt E, Rashid H, Maranzo AV, et al. European guidelines (S3) on
diagnosis and management of mucous membrane pemphigoid, initiated by
the European Academy of Dermatology and Venereology — Part Il. J Eur Acad
Dermatol Vernereol 2021; 35:1926-1948.



ORBITAL INFLAMMATION

* @Asypovn BAedpapwv (bakpuikol adevec, opOaApikol HUEC,
opOaAuLkO Altog)

* Qupeosldomnabelec, Aolpweelg, AspudoimepmMAAOTIKA cUVOPOUQ,
ocapkoeidbwon, GPA, Ig4-related disease

* The term nonspecific orbital inflammation (NSOI) indicates the
absence of an identifiable cause.



ORBITAL INFLAMMATION

e Orbital imaging with CT or MRI makes the diagnosis
* a biopsy may be necessary.

* NSOl is treated with steroids and IMT, typically with MTX



ORBITAL INFLAMMATION

* Orbital inflammation in ANCA vasculitis and cases with high MPO/PR3
antibody titers in the absence of systemic manifestations is a severe
disease.

* It usually requires a complete induction with glucocorticoids and RTX
or cyclophosphamide, as in ANCA vasculitis with significant extra-
ocular organ involvement

Lee MJ, Planck SR, Choi D, et al. Nonspecific orbital inflammation: current
understanding and unmet needs. Prog Retin Eye Res 2021.



2 UUTTEPAOLOTLKA

* Every practicing rheumatologist will encounter
noninfectious inflammatory eye diseases.

 These include different forms of uveitis, scleritis, keratitis,
conjunctivitis, and orbital inflammation.

* diagnose or rule out infections before accepting an autoimmune eye
condition diagnosis.

* Drugs, metabolic/ endocrine diseases, and malignancies are other
important causes of inflammatory eye diseases



2 UUTTEPAOLOTLKA

* Most mimics of noninfectious ocular inflammatory diseases may
initially respond to immunosuppression increasing diagnostic
uncertainty and the risk of delaying vision-preserving treatment.

* For optimal care of these patients, close communication with
ophthalmology is essential.

Kelly Corbitta and
Johannes Nowatzky

Curr Opin Rheumatol
2023






