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v’ Zro1XEia aoBevouc: Muvaika 86 eTWv, EAANVIKNC KATAYWYNG,
KATOIKOG lwavvivwyv

v AITio TTOPATTOUTIAC: SEKATIKA TTUPETIKA Kivnon €wg 37,8 oC atro
MNVOC, aduvapia-KataBoAr, VEKpwan OAKTUAIKWY QaAayywvV
(O€€IOU HEOOU Kal apIoTEPOU OEIKTN)




ATOUIKO AVAUVNOTIKO:

2. aKxapwong AiaBnitng Tutrou 2
AucAimmidaipia
KOATTIKA papuapuyn

YT1T06upEOEIBIoNOG

Tpéxouoa QAPUAKEUTIKH aywyn:

* Amecautravn 2,5 mg x 2/d

* AtoppacTtarivn 10 mg/d

* BlootrpoAOGAn 5 mg x 2/d

* NAePoBupotivn 75 mg/d
+2ivrayAimrtivn//pet@oppivn 50/850 mg/d

2UuvnROeiec Kal TpOTTOC (WAC:

Aev katviel
Agv KATavaAwVeEl OIVOTTVEUUO
Ae d1a0€Tel kaTolkidla {wa

Aev £xel TaCIdEWel OTO
ECWTEPIKO Ta TEAEUTAIO 2 XpOVIA

OIKOVEVEIOKO ICTOPIKO:

Oudév



AVTIKEIMJEVIKN £EETOON Own — Bpéwn: kaAn
Zwtika onueia : Al 125/80 mmHg, HR 86/min, avartrvoég 18/min,
Sa02 96%, 6= 37.8 °C

Katd ouoTtriipata e€€Taan Xwpic TTaBoAoyIKa EupApaTa TTANV:

Aépua-BAevvoyobvol: vEkpwon paywyv OOKTUAWYV

Kapdiayyelakd: cuoTOAIKO Quonua oTn B€on akpdaong TnG

QOPTIKNG




Epyoompiokog Aeyyog

Hb: 11,3 g/dl Hct: 34 ,7 %,, MCV : 82 fl

WBC: 12.320 K/l (N: 71,4%, L: 20,9%),
PLTs: 522000 kky

BioxnMIKOG EAEYXOG: K.
["evIKr) oUpwV: K.
K/a oupwv: oTeipa
TKE:65 mm/h, CRP: 47 mg/l (¢.T <5) K/a aipatog (6 geuyn): (-)
Qeppitivn: 8500 ng/mi loAoyIKOG €Aeyxog HBV, HCV, HIV: (-)
. o . PCR yia EBV, CMV: (-), SARS-CoV-2: (-)
Emixpiopa mePIQEPIKOU QipaTOG: XWPIG

€IKOVA TOCIKAG KOKKIWONG , Xwpig eupriuaTa Manto,ux: ). Wida!: ), Wright: )
QIMATOAOYIKNG KAKONBEIOG AvTiocwpata yia Leismania: (-)

Avoooloyikog éAeyxog: ANA 1/160, C3:115
Albumin(%) 52.90 (90-180 mg/dl), C4: 28 (10-40 mg/dl),Ro(-),
Albumin(g/L) 28,16 La(-), aCL IgG/IgM (-), b2GPI IgG/IgM (-), RF
Alpha 1(%) 4.7 ’
Alpha 1(g/L) 6,98

Alpha 2(%) 12.5 NMoooTIKOG TTPOCBIOPICHOG TTPWTEIVWV:
Alpha 2 (g/1) 4,24 IGG 1630 (700-1600)

Beta 1(%) 6,20

Beta 1(g/L) 3,32 IGA 335 (70-400)

Beta 2 (%) 4,80 IGM 150 (40-230)

Beta 2 (g/L) 2,57
Gamma (%) 20
Gamma (g/L) 10,9
Total Protein 7.5 g/dl

AvoookaBnAwon: TToAU JIKpO KAGoua IgG/K



ATTEIKOVIOTIKOG EAEYXOG
(TTpo TG EI0aYWYNG)

AKTIVOypa@ia Owpakog: Xwpic TTaBoAoyIKA uprjuaTa
U/S dvw Kal KATw KoIAiag: xwpic TTaBoAoyika eupruarta

AZoVIKN) OWPAKOG KAl AVW-KATW KOIAIOG: aBnpwuaTIKES
AAAOIWOEIC BWPAKIKNG KAl KOINIAKAC a0PTAG, EKPUAIOTIKES
aAMoiwoelic OM22 OMZ 2

FaocTpooKOTTNON: £IKOVA XPOVIas yaoTpiTidag, BoARiTIdq

KoAovookdtrnon: dUo TTOAUTTIOOEG OTO EYKAPOIO,
ayyEI0OUOTTAQCTIEC AVIOVTOG, alIMOoPPOIdOTTABEIa

MaoTtoypa@ia: eAaxioTa IvLWdN OTOIXEIA, apvnTIKN yia
KakonBela



‘Evapén evoopAePiov avtilotikov evpeov PAGLATOG
(murTepakiAAivn/TalouTToKTAun)

LN DOEGT TOL EUTTVPETOV



2. Uvoyn lNepioTaTikou
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Aia@opikn dIdyVwon: CUVOTTTIKA

. /\OIXEH

@POMBOEMX/\IKH NOXOz

2Y2THMATIKAAYTOANOZA
NOZHMATA

v AITENTIAEZ

AIATAPAXEZ NH=HX

»  Yoypoovykolntivoruio
» Kpvowvwooyovoupio

K/a oupwv: oTeipa

K/a aipartog (3 {euyn): (-)

loAoyikog €EAeyxog HBV, HCV, HIV: (-)
PCR via EBV, CMV: (-), SARS-CoV-2:
)

Mantoux: (-), Widal: (-), Wright: (-)
AvtiowpaTta yia Leismania: (-)

U/S kapdIdg (-)

U/S kapdidg diabwpakikd
Kal d10100Qpayeio (-)



Differential for patients presenting with Critical Digital ischemia

Large Vessel Medium Vessel Small Vessel

Takayasu’s Buerger’s disease . Lupus (SLE)
Kawasaki’s Polyarteritis nodosa Scleroderma
Dissection (PAN) Cryoglobulinemia
Thoracic Outlet Scleroderma Other CTD
Atherosclerosis Endocarditis Hypercoagulability
Hypercoagulability Endocarditis
Post-surgical Paraproteinemia
Trauma Polycythemia
Dysfibrinogenemia
Trauma
Frostbite
Post-surgical

Causes of Vasculitis: Other: Malignancy, Infection

Raynaud’s phenomenon and digital ischemia: a practical
approach to risk stratification, diagnosis and management
Zsuzsanna H. McMahan, MD and Fredrick M. Wigley, MD
Int J Clin Rheumtol. 2010 ; 5(3): 355-370



AIATAPAXEX ITHEHX

>
>

Poypocsvykorintvorpic (-)
Kpvowmdoyovaia (-)

AITEITIAEX

Y YV VY

IIpwtomadeic

Avocoloyikoc Eleyyog ()

‘Eleyyoc yia kpvocpaiptvorpio (-)

AgvtepomaDElC

AOUMOEELS
dapuoxoa
[Tapaveomiacpatikn



‘Evapén uebvAtipeoviCoAdvng artd tov 6TonaToc 32
mg/d

V(PECT TOV EUTTVPETOL UETA OTTO 24 MPES



OoTteOUEALKN

Boyla

Exmpoconnomn Kol tov Tplidv GEPOV UE VITEPTAAGia TG £pLOPAG
GEPAS Kol OVoEPLVOPOTOINGT, WPILAVOT KoL APIGTEPT) GTPPN TNG
KOKK1®DO0VC, aVOAOYio KOKKIMOOLGS : epuBpdic 1:1, dvEnon tov

aplOUoD TOV LEYOKOPVOKVTTAPWMV

CD34 <1%

[Tapovsia oe T0coc1d 10% TAAGUATOKLTTAP®OV OPILOV TOTOV UE
avopoAn koatavounr, CD56, CD20, CyclicD1 (-), yopic avadeién
LLOVOKAMVIKOTNTOG



PET-CT

Ivwooatelektaotkn aAlolmon 610 HEGO A0f30,

TOOVOTATO LETAPAEYLOVDOOVS OLTIOAOYIOG

Eyixvotouévn GuALOYY avOTTOGGETOL OPIGTEPC
TOPAOOPTIKA GE ETAPT] LLE TNV KOTIOVGOL

Owpakikn) aoptn (LETA artd KOPTILOV))

Aeppadévag pe acbevn npdéoinyn 18F-FDG
6TO 0eC10 TOPATPOYELNKO YDPO, TOAVOTATOL

AVTIOPOGTIKTG OUTIOAOYIOG



AITEITIAEX

" [Ipowtomadng

" Agvtepomadng

» IlopaveomAocuoTikn

v CT 0dpokoc/CT dve ko kKatm kothiog ()
Kokon0elo 6€ GuUTTAYT OpyavaL

v Aatoroyikéc kakonbeieg : OMB ammovoiog
TTAOGLLOTOKVTTOPIKTIC OVoKpacioc/eepyaciog
v PET (-) ywo xaxonbeia






AORTITIS PERI-AORTITIS

Large vessel vasculitis (GCA, TA) Isolated

Small vessel vasculitis (GPA) IgG4-RD

Other vasculitides (Cogan, Behget) Neoplastic

IgG4-RD Histiocytosis (Erdheim-Chester)
Histiocytosis (Erdheim-Chester) Infectious (TB, bacterial)

Rheumatic diseases (RA, AS, SLE) Systemic connective tissue diseases
Sarcoidosis (SLE, AS)

Infectious (TB, Syphilis, bacterial, fungal) Small vessel vasculitis (GPA)

Marvisi C, Accorsi Buttini E, Vaglio A. Aortitis and periaortitis:
The puzzling spectrum of inflammatory aortic diseases. Presse
Med. 2020 Apr;49(1):104018.



Metpnon 303 (¢.1. 8-140)
erutedwv lgG4



1gG4 related disease

v' Z0OVOAO VOTIKDV KOl QAEYLOVOOIDV SEPYACIDOV
VTOAVOGTG OPYNS

v ZOvdpopuo TTov yopoktnpileton armd avénuévor
emimeoa IgG4 kot 610non wetov arro
TTAacpotokvtTopa TTov Mapdyovv IgG4

IgG4-related disease., Kamisawa T, Zen Y, Pillai S, Stone
JH Lancet. 2015 Apr;385(9976):1460-71.

Emonuwoioyia

> YTIapyovv TTEpLopiopiéva 0E00UEVOL
» llpocPariel kupimg LEGNAIKOVE KO NAMKIOUEVOVC Appevec (59-68 etmv)

» Aoprtitido/Trepraoptitida oto 15.2 — 36.3% tov acbevav pe IGG4-RD

Sex disparities in clinical characteristics and prognosis of immunoglobulin G4-related disease: a prospective study
of 403 patients. Wang L, Zhang P, Zhang X, Lin W, Tang H, Li J, Wang M, Liu X, Fei Y, Chen H, Peng L, Zhang L,
Lai Y, Zeng X, Li X, Xue H, Zhao Y, Zhang F, Zhang W

Rheumatology (Oxford). 2019;58(5):820



Mivaxac 14

[eG4-oyrenlopew) vOoog — nAWVIRES ERONADOELS

Avtodvoon ayrpearinda tdmov 1 (IgG4-oyetilonevy
QY RQEQTITION )

[G4-oyenlouew) oninouvting yohayyelitda

[gG4-ogenlouew) owhadevinda (odny Mikulitz s.,
oynog Kiittner)

[eG4-ogenlouev) darQuoadeviTION
4
K)\ LVIKE q [gG4-oyenlonew Aepgpadevomdde

! [gG4-ogenilonew) VE@QLXT] VOO Og (OWANVAQLOOLGUEOT]
S K6 r] )\.(L)GE l'q ve@ITLdw, neufoavddne omepauaTondde i, ve-

EOLAY] TTVEAITIS)

[eG4-ogenilouew) meQLaoQTitidn, OmodomeQITOVAIA
(VOO

[gG4-oyeulouew) Bupeoerditda (o Riedel)

IgG4-related disease. Stone JH, Zen Y, Deshpande V
N Engl J Med. 2012 Feb;366(6):539-51. ¢ -

R SR IeG4-oyeulopev mvevpovinda
The clinical spectrum of IgG4-related disease. Brito-Zeréon P, Ramos-Casals M,

Bosch X, Stone JH Autoimmun Rev. 2014 Dec:13(12):1203-10. Exdniadoeig amd fimag, 0éoua, opBaipode, #agoid,

TOOOTATI), LROTOUC, VOO ®.Q.




Agp uuTlKég SKﬁn ;V(()Gglg Table II. Cutaneous and systemic findings —

Cutaneous involvement location

Head/neck, N (%)* 30 (53.6) 11 (73.3) 5(71.4) 10 (55.6) 4 (25.0)
Trunk, N (%)* 14 (25.0) 3 (20.0) 2 (28.6) 4(22.2) 5(31.3)
Upper extremity, N (%)* 16 (28.6) 2 (13.3) 1(14.3) 4 (22.2) 9 (56.3)
Lower extremity, N (%) 13 (23.2) 3 (20.0) 1(14.3) 5(27.8) 4 (25.0)
Genitalia/buttocks, N (%)* 3(54) 0 (0) 0 (0) 1(5.6) 2 (12.5)
Cutaneous morphology
, , Macules, N (%) 0 (0) 0 (0) 0 (0) 0(0) 0 (0)
» Zyetikd ottavieg (4,2-6,3% tov Papules, N (%) 15(268)  4(267) 1043 3(67) 7438 34
, Patches, N (%) 2 (3.6) 0 (0) 1(14.3) 1(5.6) 0 (0) .38
ﬂgplﬂrmcng) Plaques, N (%) 14 (25.0) 4 (26.7) 2 (28.6) 7 (38.9) 1(6.3) A5
Nodules, N (%) 19 (33.9) 5(33.3) 4 (57.1) 4(22.2) 6 (37.5) 42
Purpura, N (%) 5 (8.9) 1(6.7) 0 (0) 4 (22.2) 0(0) a2
Bullae, N (%) 0(0) 0 (0) 0 (0) 0 (0) 0 (0)
Rash, N (%) 3 (54) 1(6.7) 1(143) 1(5.6) 0(0) .52
Other, N (%) 8 (14.3) 11(6.7) 0 (0) 3(16.7) 4 (25.0) .39
7 4 /4 Systemic involvement’
> EUVT]O(DQ Ot B}‘(}'B 8(:; SM(PQ’VICOVT(M“ c¢e Systemic involvement, N (%) 37 (66.1) 15 (100) 2 (28.6) 16 (88.9) 4 (25.0) <.001
r ’ r r Head/neck, N (%) 24 (64.9) 14 (93.3) 2 (100) 8 (50.0) 0 (0) .001
TTIpOGMITO, TPOLXHXO KoL TITEPVYLO MTOG Pulmonary/airways/sinuses, N (%) 8(21.6) 4(267) 1(500) 2(125) 1(20.0) 38
Gastrointestinal, N (%) 10 (27.0) 3 (20.0) 1 (50.0) 5(31.3) 2 (40.0) .81
Hematologic/lymphadenopathy, IgG4 ™", N (%) 13 (35.1) 3 (20.0) 1 (50.0) 7 (43.8) 3 (60.0) 42
Renal, N (%) 6 (16.2) 3 (20.0) 0 (0) 2(125) 2 (40.0) .79
Joints, N (%) 2 (5.4) 0 (0) 0 (0) 1(6.3) 1(20.0) .30
Vascular, N (%) 3(8.1) 0 (0) 0 (0) 2(12.5) 1(20.0) 36
14 4 14
> ZDVHOSGTSpSQ B}Lang; B)LOL’H&SQ, Neurologic, N (%) 1(27) 167)  0(0) 0(0) 0(0) 57
Other, N (%) 3(8.1) 0 (0) 0 (0) 1(6.3) 2 (40.0) .03
8p1)9n ]JOLT()’)SSIQ ﬂ)\,éﬂ(gg, OC,{ESLOL / Gﬂ(lVléTSp(l Lymphadenopathy, other, N (%)’ 21 (37.5) 6(40.0) 1(143) 12(66.7) 2(125) 001
4 4 *Data were not reported for 2 (3.6%) cases.
Kn >\/168€ KOl (PDG(I?Lngg ’Lymphadenopath’; is nonspecific, ie, lymph node not biopsied or biopsy specimen not consistent with IgG4-related disease lymph node

involvement.

Percentages of specific categories of systemic involvement are calculated only among those with systemic involvement.

Charrow A, Imadojemu S, Stephen S, Ogunleye T, Takeshita ],
Lipoff JB. Cutaneous manifestations of IgG4-related disease
(RD): A systematic review. ] Am Acad Dermatol. 2016

Jul;75(1):197-202.



Diseases in which IgG4 serum levels may sometimes be elevated[1-3]

Disease*

AMCA-associated vasculitis

Rheumatoid arthritis

Systemic lupus erythematosus

Systemic sclerosis

Sjogren's syndrome

Spondyloarthritis

Acute pancreatitis

Autoimmune hepatitis

Chronic pancreatitis

Chronic hepatitis

Cirrhosis

Ulcerative colitis
Lymphoproliferative /fgranulomatous diseases and solid tumors

Castleman disease

Sarcoidosis

Cholangiocarcinoma

Colorectal cancer

Lung cancer

Pancreatic cancer

Urogenital c c

Allergies

1.Yamamoto M, Tabeya T, Naishiro Y, et al. Value of serum IgG4 in
: : : : — the diagnosis of IgG4-related disease and in differentiation from

IgG4: immunoglobulin G4; ANCA: antineutrophil cytoplasmic antibodies. . . .

= Other diseases not recorded in this table have been also reported more rarely to have high IgG4 Iheumatlc d]_sea_ses and Other dlseases_ Mod Rheumatol 2012,

serum levels. 22 419
Adapted from: Brito-Zerdn P, Bosch X, Ramos-Casals M, Stone JH. IgG49-related disease: Advances in the . .

diagnosis and treatment. Best Pract Res Clin Rheumate!l 2016; 30:261. ZSuY; Sunw Wang C, et al_ Detectlon of serum Ig-G4 levels ln

References:

1. Yamamoto M, Tabeya T, Naishiro Y, et al. Value of serum IgG4 in the diagnosis of IgG4-related patients with IgG4_Ie]_ated disease and other disorders. PL.oS

disease and in differentiation from rheumatic diseases and other diseases. Mod Rheumatol 2012;

22:419, One 2015, 10:e0124233.

Su Y, Sun W, Wang C, et al. Detection of serum IgG4 fevels in patients with IgG4-refated disease

and other disorders. PLoS One 2015; 10:60124233. 3.Yu KH, Chan TM, Tsai PH, et al. Diagnostic performance of

Yu KH, Charn TM, Tsai PH, et al. Diag

related disease. Medicine (Baltimore) 2015; 94:e1707. serum IgG4 levels in patients with IgG4-related disease.
Medicine (Baltimore) 2015; 94:€1707

| Asthma




AyvooTIKA Kpltnplo

B _Clinical examination showing characteristic diffuse/localize
s elling or masses in single or multiple organs.

ematological examination shows increased serum 1gG4
i oncentrations (2135 mg dI-1).

e

3. Histopathologic examination shows
(i) Marked lymphocyte and plasmacyte infiltration and fibrosis.
(ii) Infiltration of 1gG4+ plasma cells: ratio of 1gG4+/1gG+ cells

>40% and >10 1gG4+ plasma cells per HPF.
Definite: 1 +2 + 3

Probableit+s
Possible: 1 + 2 ‘
—-— .]_. ._- - R C

is important to differentiate 1gG4-E 7 malignant

tumors of each organ (e.g. cancer, lymphoma) and similar diseases
(e.g. SS, primary sclerosing cholangitis, Castleman's disease,
secondary RPF, Wegener's granulomatosis, sarcoidosis, Churg-Strauss
syndrome) by additional histopathological examination. Even when
patients cannot be diagnosed using the CCD criteria, they may be

diagnosed using organ-specific diagnostic criteria for 1gG4-RD.



—
CASE REPORT VASCULITIS | VOLUME =
PDF [1 MB]

IgG4-related small-sized occlusi vasculitis in
Mikulicz's disease

Kuniyasu lkeoka, MD, PhD » Tetsuya Watanabe, MD, PhD » Toshika Ohkawa, MD, PhD « Takashi Tsuzuki, MD «
Yoshihiko I[keda, MD, PhD » Masashi Takeda, MD, PhD « Shiro Hoshida, MD, PhD =2 = e ° w less :

* Published: June 29, 2019 = DOI: https://doi.org/10.1016/] jvscit.2018.03.019

*  Ayyeutda pukpov ayyeiov
*  'Epppaxto apiotepng HEONS EYKEPOMKNG apTnpiog
«  Adykwon clehoydvov adévov (IgG4 cloladevitidn)

Case Reports
/4
B L LO a LKE Small-vessel vasculitis with prominent IgG4 positive plasma cell infiltrates as
potential part of the spectrum of IgGg-related disease: a case report
/ -
av a O p E q M.A. Alba?, J. Milisenda2, S. Fernandez3, A. Garcia-Herrera#, J. Hernandez-Rodriguez5, J.M. Grau®, E. Campo7, M.C. Cid®

*  Ayyeutda pikpov ayyeiov pe TTposfoin Lumv, TIEPIPEPTKOV VEDP®V KoL VEQPPOV (
OTTEPAUOTOVEPPITION )
*  Avebpvopa Bmpakikng Kot KotMokng aoptg ( TTposfoin peyaiwv ayysiomv )

Clin Exp Rheumatol
. Mar-Apr 2015;33(2 Suppl 89):5-138-41

Case Reports > Br J Dermatol. 2011 Dec;165(6):1364-6.
doi: 10.1111/j.1365-2133.2011.10609.x.

Raynaud phenomenon, digital gangrene and

hypergammaglobulinaemic purpura occurring in a
patient with IgG4—related disease

T Ikawa, A Kasuya, S Hirakawa, Y Tokura



IgG4 ‘EAAewyn Proyiog

Eotiakég PAaPeg [Tapovsia vypov Kat Oyt 16tov (Koptildvn?)

T CRP [Tvpetdg : oTTdvia KAvikn ekdniwon (8.1%)

BAd&Pec :otevotikéc (67%) Tommoypapio tov Brafov
avevpuouatikés (42%) IIpooPoirn Bwpakiknc aoptig (13.5%) / suvnBwg
oldyvTn mMayvvon TTpocfoAn kothakng aoptnc (83.1%) ko Aayoviov
Tovy®Opnotog (92%) (70.8%)




MebBvinpedvilordovn 32 mg/d

Oeparela
‘Evapén Rituximab 1 g day 0 ko day 15



Prednisone 0,4-0,6 mg/kg, cvvoAiikd 30-40 mg/d

[1pocHnkn Rituximab

[ToAvcvotnuatiky vosog (tpocsoAn 3 1| TEPLoGOTEP®V
GUGTNUATOV)
IToAb avénuéva emineda 1gG4 (>5 @opéc)

@EDOUTE LA 2VvvoonpOTNTES: d1oBNTNG, VTEPTACT], TOYVCOPKIA,
0CTEOTOPM®OT / TAPEVEPYEIES LOKPOYPOVIOG ANYNG
KOPTIKOGTEPOELODV
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EpyaoTnpiakog EAeyxocC 1 unva PJera tnv
Evapgn aywyng

Hb: 12,4 g/dl Hct: 37,8 %,, MCV : 87,5 fl, MCH : 28,5, RDW : 18,9
WBC: 5.940 K/ul (N: 75,8%, L: 18,4%), PLTs: 278000 Kk

TKE:19 mm/h, CRP: 2,5 mg/l (¢.T <5)
Peppitivn: 107 ng/ml






