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PEBMATOJIOrMYHUN ACMNEKTU HA IgG4-CBbP3AHATA BOJIECT

0. Oumos

BoeHHomeguupmHcka akagemust — Codus

Pestome. VimyHoznobynuH G4-cebp3aHama 6onecm (lgG4-Cb) e umyHoonocpedcmeaHo 3abonsisaHe, xa-
pakmepu3upauw,o ce ¢ mbkaHHa uHgpunmpauus om IlgG4(+) nnasmoyumu, sodewo 0o ¢hubpo3a u decmpyk-
yus Ha 3aceeHamusi opeaH. B obceea Ha IgG4-Cb enusam ecu4yku opeaHu u cucmemu, HO 8 ob3opa ca
npedcmaseHuU akmyanHu dua2HOCMUYHU U mepanesmuyHu 0aHHU caMo 3a JloKanusayuume 8 C/Tb3HUme
u croHYeHume xneau, 6bbpeyume, pempornepumoHeyma, benume Opobose, aopmama u apmepuume,
Koumo ca mepeH U Ha peeMamorsio2uyHa namosoaus (eackynumu, cuHOpom Ha Sjogren, CJIE, cucmemHa

CKnepo3a u op.).

Knrowoeu dymu: IgG4-cevpsarHa b6ornecm, duazHo3a, fieyeHue

MmyHornobynuH G4-cebp3aHata 6onect (IgG4-
CB) e cuctemHo, umyHoonocpeacTesaHo 3abonsBa-
He, NPpeACTaBsLLO Ce C TYMOPOBUAHU U3MEHEHMS HA
edVH WIn MNoBeYe OpraHu, MPUYMHEHW OT TbKaHHa
nHunTpaums ¢ IgG4(+) nnasMaTnyHM KNeTKU C Noc-
neppalla mbposa, KOETO ce Npuapyxaea YecTo, HO
HeBMHaru, oT NoBULLIEHN CEPYMHU HUBA Ha IgG4.

IgG4-Cb ce Bb3npuemMa Kato HOBO 3aborsiBaHe,
TbW KaTO KNMHUYHATa My XapakTepuctvka € yCTaHo-
BEHaA B HA4anoTo Ha HOBOTO ctoneTue [16, 22], npe3
2011 r. Be4e e neranuanpaHo ¢ KOHCEHCYCHO NpUETH
HaMMeHOBaHME 1 ANarHOCTUYHK Kputepum [35], nato-
Mopdonorugd [15] n knacudukaumoHHU kputepum [61].

IgG4-Cb 61 morna ga ce cumta u 3a CTapo 3a-
bonsiBaHe, NMOHeXe noHacTosiwemM Bknovsa n 13
3abonsaBaHus, u3sectHm ot XX, a Hakom n ot XIX
BEK, pasrnexgaHu no-paHo KaTto oTaenHn donectu
(tabn. 1).

Tabnuya 1. 3abonsieaHus, pa3anexoaHu Mo-paHo Kamo
omdesniHu 6osiecmu, a ce2a — kamo yacm om IgG4-Cb

» ABTOMMYHEH NaHKkpeaTuTt

» EosnHodwunHa aHrmoueHTpuydHa pmbposa

» XunepTpodunyeH NaxmMMeHUHrnT

» WanonatnyeH XunokomnremMeHTeH TyOyro-
WHTEepCcTULManeH HedpuT
WHdnamaTtopeH nceBgoTymop
Kattner'os Tymop
Bonect Ha Mikulicz
MynTtudhokanHa gumbpockneposa
[NepnaopTnT 1 nepuapTepunT
MHdpnamaTopHa aopTHa aHeBpuamMa
PeTtponeputoHeanHa cwubposa (6onecTt Ha
Ormond)

» Tupeongunt Ha Riedel

» Ckneposupall Me3eHTepuT

VVVYVYVYYV

O6enuHsaBaHeTO Ha ,cTapu‘ n ,HoBU* hopMm Ha
fonectTa ce 0OCHOBaBa Ha CroAdensHeTo Ha aHanorny-
HM NaToMopdonorvs, KNMHUKa, CEPOnorns 1 Tepanus.

MaTtomopdonorusa. 1. MNMnbTeH MHGUNTpaT OT
numdpountn (T-kneTkm > B-kneTkn) 1 NnasMoumTm ¢
obpasyBaHe MOHsIKora Ha repMMHaTMBHU LIEHTPOBE
N C eBEHTyaslHO Hanu4yvMe Ha eo3nmHodunu n 6aso-
dunu. 2. BnneteHa pnbpo3a — KonareHOBU HULLIKN,
n3nusaliyM paguanHo oT LEHTbp, BMMETEHU B WUH-
dunTtpupaHata TbkaH. 3. ObnuTtepupaly gpnedut —
MbIiHa UM YacTudHa obnmTepauusa oT NMMAOLNTK
M NNasmMouMTU B CTEHWUTE M NIyMEHa Ha cpegHokKa-
nnopeHn BeHW. Kno4yoB Npu3Hak e HanuMymMeTo Ha
IgG4(+) nnasmountn, AokaTto ombposa nnu nedut
MOX€e [a NUMCBAaT B pPaHHUSA eTan Unn B HAKOU Op-
raHHW nokanuaaumu. BaxHo: Hann4neTo Ha HeyTpo-
dunHa MHPUATPaUns, HEKpo3a WK rpaHyrnomMn e
HecbBMecTUMO ¢ IgG4-Chb [15, 22, 70].

KnuHuka. Moxe ga 6bae 3acerHart BCeku opraH
(n3KntodYeHnEe — MO3BYHUAT NAPEHXMM) NOEONHUYHO
UM cbyeTaHo (€4HOBPEMEHHO MNX nocriegoBaTen-
HO). EBontoumsita € 6aBHa, NOHsIKOra CbC 3aPBHXKKN.
3acerHatusaT opraH € yrorneMeH u ynibTHEH, ycTa-
HOBUMO MannatopHo unu nsobpasutenHo (CT, MRT,
PET/CT, US). Cumntomm — o6Lm (ymopa, 3aryba Ha
Terno) n cneunduyHn 3a BCcekn opraH, obycrnoBeHun
OT pa3BuBaLlaTa ce AMCcHYHKUUSA 1 HeQOCTaTbYHOCT
[8, 23, 60].

Ceponorusa. [loBuwaBaHETO Ha CEPYMHOTO
HMBO Ha IgG4 > 1,35 g/l MM Ha CLOTHOLLEHMETO
IgG4(+) nnasmoumntn/IgG [1, 2, 3, 4] nnasmouuTK
> 40% wuma ceH3nTuBHOCT 85% K cneumdunyHocT
93% oTtHocHo 1gG4-Cb [65]. Tean nparoBu CTOWHO-
ctn obaye He ce pocturat B 20-45% npu curypHa
IgG4-CB, HO mbk ce nokpueaT B 15-20% npu gpyru
3abonsBaHus. MNMopagm ToBa IgG4 He ce npuema 3a
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CaMOCTOSATENEH ANArHOCTUYEH NoKasaTer, HO € Mo-
ne3eH 3a oLieHKa Ha akTUBHOCTTa Ha bornecTTa 1 Ha
edekTa oT neyenneto [5, 10, 15].

Tepanusa. Bcuukn opraHHu dpopmum Ha IgG4-Cb
pearmpat 6rnaronpusiTHO Ha NeyeHne ¢ KOPTUKOCTe-
povamn (KC), npu ycnosue 4e cubposata He e Ha-
npegHana TBbpAe MHOTO.

3acdaraHeto oT 1gG4-CB Ha BCUMYKM OpraHu,
CUCTEMU M TbKaHM NpaBu 3abonsiBaHETO 00EeKT Ha
BCUYKM KNUHUYHKU crieumanHocTtu [8, 23, 52]. Kakto
€ oHarnegeHo Ha wur. 1, oTAEnHUTE OpraHn u cuc-
TeMU ce 3acsaraTt HeelHakBO 4YeCTO, OT KOETO crefBa
pasnuyHaTta 0OBbP3aHOCT Ha OTAENHWUTE chneuuarn-
HocTu ¢ IgG4-Cb. Cpepn Han-yecTtute 1gG4-Chb-yB-
peau ca Te3u Ha CIIOHYEHWUTE U CITb3HUTE XKIe3sw,
ObbpeunTe, peTponepuToHeymbT, benute gpobose
N aopTaTa, KOUTO ca YecCT TEPeH U Ha peBmaTudHa
natonorus. HewnsbexHuute andepeHumanHogmar-
HOCTMYHM M TepaneBTUYHU CbOOpaxeHus Hanarat
3ano3HaBaHeTO Ha peBMaTono3nTe C ropecnoMeHa-
TTe popmun Ha IG4-CB.
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Que. 1. Yecmoma Ha op2aHHume yepexdaHus npu IlgG4 Cb (Miyabe et al.)
(1717 op2aHHu nposieu npu 758 60sHu)

IcG4-CBbP3AHU OAKPUOALEHUT
U CUANOALEHUT

Cnb3HMTE U CIIOHYEHUTE KMEe3n ca OCHOBEH
cybctpar Ha onucaHata npe3 1888 r. GonmecT Ha
Mikulicz (MD), kakTo 1 Ha chopmynupaHusa npes 1933
I. cMHApPOM Ha Sjogren (SS), obeguHeHn ot Morgan
n Castleman B cpegarta Ha muHanua Bek [40], cneg
koeto MD ce npuema 3a BapuaHT Ha SS. lNpe3 no-
crnegHvTe gecetunetys obade ce HaTpynaxa gocta-
TbYHO gaHHu [1, 3, 17, 23, 33, 41, 55, 62], onupa-
WM ce Ha koHuenuusaTa 3a IgG4-Cb, ye MD u SS
ca ABe pasnuyHm 6onectHn eguHuuM. B no-HaTalu-
HOTO M3noXeHne HanmeHoBaHmeto MD ce 3ameHsi

Ha 8 opraHa npuHagnexaT 85% o1 NPoABKTe
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¢ 1gG4-pakproaneHut u cuanoagenut (lgG4-OA/
CA), obeamHsaBalLlo ABe HOMEHKNATYpHU OPMK Ha
IgG4-CB, kato BTOpaTta BKIo4Ba cybmaHanbynapHu-
Te, CyOnuHreanHuTe 1 OKOMOyLIHUTE (MapoTUAHUTE)
xnesu. NMo-HaTaTbK B TekcTa n B Tabnvua ca npea-
CTaBeHM xapakTepHute Yyeptu Ha IgG4-0A/CA n SS:

—1gG4-OA/CA 3acara noyTM eOHaKBO YecTo
ABata nona, a SS — 15-20 NbTK NO-4YeCTO XeHuTe.

—Mpn SS kcepodranmusita U KcepocToMusiTa
ca Bogelwm cumntomu, a npu IgG4-I0A/CA Te ce npo-
SIBABAT CaMo Mpu 4YacT oT 60ornHuTe, B NO-KbCEH CTa-
ovn n B no-cnaba cteneH. MNpn SS ce passuBa cne-
UnryeH MHOXECTBEH LIMPKYNSPEH Kapuec, BoAeLL,
00 paHHO 0be33bbsiBaHe (ageHTus), a npu IgG4-0A/
CA kapuecbT e no-psgbk, oT 06MKHOBEH TUM U CbC
3HaUUTENHO MO-AbMro 3anasBaHe Ha 3bba. YcTHa-
Ta nuraemua n e3nksT npu IgG4-OA/CA ca ¢ noytn
HOpMarneH uarneg, Ho Npu SS e3nKbT e Ccyx, C para-
OW 1 4eCTO C MUKOTUYHA MHAEKLMS.

—Mpun 1gG4-0A/CA ocHOBeH MpusHak e cume-
TPUYHOTO YyronemsBaHe OTHadano Ha cybmaHamby-

napH/Te Xnesu, a nocre u
Ha CIb3HUTE, NAPOTUOHUTE U
cybnuHreanHuTe, gokarto npu
SS ce ctura go yBsenuuyaBa-
He camo Ha nNapoTuaHWTe, HO
psako (B 10-15%) u B no-kb-
CeH eTan.
—1gG4-0A/CA ce npugpy-
)KaBa Mo-4ecTo OT anepruyeH
pUHWT, OpoHxManHa actma,
- aBTOMMYHEH naHKpeaTwur,
CKneposuvpall, XOnaHruT, WH-
TepcTuumaneH HedpuT, a SS
b — OT apTpanrus.

— [BeTe 3abonsBaHusa ce
pasMvHaBaT U MO OTHOLUe-
HWEe Ha MMYHOIOTUYHUTE MO-
Kasartenu: npu SS ce ycTaHo-
BSBAT 3HAYMMO MO-YECTO MOBULLEHWN CEPYMHU HUBA
Ha aHTK-SS-A (Ro) n aHTK-SS-B (La) aHTuTena, Ha
peBmatougeH daktop (RF) u ANA, a npu IgG4-0A/
CA —Ha 1gG4 n IgE.

— XuctonornyHo npu Guoncusa Ha cybnuHrean-
Ha Uny Ha marka nabvanHa crnoHYeHa xnesa u npu
npeTte 6onecTu ce yctaHoBsABa Andy3eH NumdonaeH
WHMNTpAaT, KOMTO € no-nnbTeH npu IgG4-0A/CA, a
no-pexas npu SS. MNpwn IgG4-0A/CA ce nHduntpupa
WMHTEPCTULMYMBT, HO aLMHYCUTE OCTaBaT UHTAKTHU U
cekpeTupaLln, a OyKTycuTe, KOUTO ca camMo YacTuy-
HO MHPMNTPUPAHK, ca yBpeaeHU OT nponudepaums
Ha enuTena um ¢ pesynTaTt — 3aTpygHEHME B OTTOKa
Ha cntoHka. Mpu SS MHMNTpaTHLT 3acara aunHycu-
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Tabnuuya 2. KnuHuko-nabopamopHa cbrnocmaeka mexady IgG4-[A/CA (n = 64) u SS (n = 31) (Masaki et al., 2009 2.)

1gG4-Cb SS 19G4-Cb SS

lMoka3saren gn =64 n=3 P lMoka3saren gn =64 n=31 P

Kcepodhranmms 32,8 <935 <0,001 RF 26,6 <87,1 < 0,001
KcepocTtomus 37,5 <87,1 <0,001 ANA 23,4 <90,3 <0,001
ApTpanrus 15,6 <484 0,001 SS-AlRo 1,6 <100,0 < 0,001
AnepruieH punnT 40,6 > 6,5 0,001 SS-BlLa 0 <100,0 <0,001
ABTOUMYHEH NaHKpeaTuT 172> 0 0,014 lgG-mg% 2960,1 > 24734 0,042
VHTepcTnumaneH Hedput 172> 6,5 0,210 19G4-mg% 1155,3 > 23,5 < 0,001
MHTepCTULManeH NHEBMOHUT 9,4 <323 0,008 IgE-IU/L 3074 > 15,3 < 0,005

Te ¢ nocriegsalla atpodumsa un ckneposa, AyKTycuTe
ca arpecyBHO MHUITPUPAHU, ENUTENBT UM NPOK-
depupa, a bazanHata MeMbpaHa e paspyLueHa [2,
3, 33, 41, 60, 67, 70].

— WmyHoxuctonornyHo ce Hamupart |G4(+) nnas-
MOUUTM B UHUNTpaTUTE 1 Npu gsete 6onectu, HO
npu SS Te ca ockbaHK, a npu IgG4-AA/CA — obun-
HW, Ha[BWLLABALLM B NMOBEYETO CrlyYan AUarHoCTUY-
HUTE MparoBe 3a CMb3HUTE WU CHAOHYEHUTE XNesu
> 100 IgG4(+) nnasmounTn Ha 3PUTENHO nomne npwu
Bucoko yBenuyeHune (3MMBY) n cbLieBpeMeHHO koe-
PUUNEHTBT (CbOTHOLWEHNEeTO) IgG4(+) nnasmounTn/
IgG(+) nnasmouunTtn e > 40%. lNMpu SS cTonHoOCTUTE
ca MHoro no-Hucku [2, 15, 38, 41, 67, 70].

—MpuHoCc KkbM gudepeHumanHata [uarHosa
AaBa TepaneBTUYHUAT Kypc ¢ KC — mbnHO unm vyac-
TMYHO Bb3CTAHOBSABAHE Ha >Xfle3HaTa Cekpeuusi Ha-
ctbnea npu IgG4-0A/CA, a HUKakbB edbekT — npu SS.

OcBeH ot SS, IgG4-OA/CA Tpabea ga ce oT-
rpaHu4aBa OT XPOHWYHW Bb3NarieHUsi Ha CITb3HUTE
WU CINIOHYEHUTE XMesu, cuanonutnasa, nMmMqgom,
KapuuHom, rpaHynomarosa c nonuanrumt (I'T1A)
(Wegener), amunonpgosa, 6onect Ha Castleman.
Mpe3 2012 r. anoHckn asTopu [55] npeanarat am-
arHoCTM4HM KpuTepum 3a MD, npemmeHyBaHu npes
2017 r. [56] oTHoCcHO 1gG4-0A/CA, BKMOYBALLM KIK-
HUYHW, CEPOSIOrMYHM U XUCTOSMOTUYHM MoKasaTenu,
KOMTO oLe He ca BepudumumpaHm.

Jleuenvetro Ha IgG4-0A/CA pocera e 6uno
06ekT Ha gBe npoy4yBaHus. B nbpBoTO OT TaX [33],
BktouBawo 38 6onHu, ca nanonssaHn KC B gosa
10-30 mr/geH npy MHO3MHCTBOTO GonHM, a npu 1/3
(Te3un c obxBalLaHe 1 Ha BbTpeLUHW opraHun) — no 40-
60 mr/geH. OTyeTeHo e ,nogyepTaHo nogobpeHue
Ha cyOeKkTUBHUTE M OOEKTUBHUTE CUMMTOMM KaTo
yronemMmsiBaHeTo Ha xnesuTe“. B xoga Ha nocneg-
BaLLOTO CHWXaBaHe Ha [03MTe Bb3HMKBA peunavs
npu 39% ot 6onHute. B kpanHa cmeTka 37 ot 38-Te
ca OCTaBeHW Ha nogabpxawim oosun 2,5-10 mr/geH.
Mpwn BTOPOTO NpOy4yBaHe [67] Bbpxy 7 6onHu KC B

cTapToBa go3a 40 mr/geH gosexgaT OO U3MEepeHo
yBenuyeHne Ha critoHyeHata cekpeums npu 80%,
pecn. 4o 3Ha4yumo HamaneHue (p < 0,05) Ha IgG4 u
Ha cboTHoweHueTo |gG4/IgG B kKpbBHUSA cepyMm. He
ce cbobLyaBa 3a npocnegssaHe.

IcG4-CBbP3AHA BbEPEYHA BOJIECT

Yectortara Ha IgG4-cebp3aHaTta 6b0peyHa 6onect
(IgG4-CBB) ce onpenens mexay 7,0 n 24,6% OT BCUYKM
6onHn ot IgG4-Chb [4, 24, 46, 60], HO Han-mepoadaBHa
narmexaga Tasy oT MalabHoTo npoyyBaHe Ha Wallace
[62]—15,6% (77 ot 0610 493 6onHum oT IgG4-CB). Psa-
ko (0-17%) 1gG4-CBb e n3onunpaHa Haxoaka, obpaTHo
— B npeobnagasatuara yacTt ot cnyvaute (87-100%) T4
ce cpella B CbyeTaHWe CbC 3acsraHe Ha apyrn opra-
HW, cpeaHo 3,4 (CMOHYEHW XIe3n > NMMMHN Bb3Nn >
CITb3HW Xre3u > naHkpeac v T.H.) [49]. CbOTHOLLEHMETO
MBbXKe KbM KeHu e cpeaHo 3 kbM 1 [25, 36, 49].

[MaTtomMopdonorMyHO Han-4yecTa U xapakTepHa Ha-
xogka e TybynouHTtepctuumanHuat Hedput (TUH) —
WUMYHHW KOMIieKey B TyOyrnHaTta 6a3anHa membpaHa u
IgG4(+) nnasmouuTHa MHUNTPaUMA HA UHTEPCTULM-
yma. lNMo-pedku hopMu ca: MeEMOPaHO3eH rroMepyro-
HedpuT (MIMH), 6BLOpeYeH kancynuT, NUENAT, ypeTepuT,
apTepunT 1 6bOpeYeH NCEBAOTYMOP, KOUTO B NMOBEYETO
cnyyam ce cwyetaear ¢ TVIH [13, 24, 37, 46, 49, 72].

KrnMHWYHOTO NpoTnyaHe Abro BpeMe e acumn-
TOMHO, @ MO-KbCHO M TO PSAOKO — C HEXapaKTEPHU
fbonku B repba nnu kopema, onurypus, 3aryba Ha
Terno. YpvHapHaTta Haxogka € HopmariHa, HO npwu
Hanuyme Ha MIH moxe pa 6bae natonorndHa
(npoTenHypusa > xematypus). OT KpbBHUTE U3cnea-
BaHMS: XMNepkpeaTuHeMns U1 aHEMUS B KbCHUTE
cTaguu, HO MHOro 6orata MMyHOIOrMYHa nartono-
rms — noBuwaBaHe Ha obwwms cepymeH IgG (B 80-
90%) n ocobeHo Ha IgG4 (90-100%), IgE (60-70%),
eosnHocunua (30-40%), ANA (30%), obaye cHu-
XaBaHe Ha cepyMHus komnnemeHT (CH50, C3, C4)
B 40-60% [24, 25, 37, 46].
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OT n3obpasutenHuTe MeETOAM HaM-None3Ha MH-
dopmauus gaea CT ¢ KOHTpACT — HaW-4ecTo XMMo-
OEH3HW 30HMN ANKY3HO NN KaTo MHOXECTBEHM Marl-
KV Bb3MM B MapeHxvMMa Unv Ha u3onupaHu mMecrta B
obbpeyHata kancyna. No-psagko: 3agedensiBaHe Ha
O6bOpeyHaTa kancyna unm Ha cteHaTta Ha 6bopeyHo-
TO NnereHye ¢ rnagka nHTpanymMmmHanHa noBbpXHOCT,
andpysHo yronemssaHe Ha 6b6peunTe unu nsonu-
paHo xunogeH3Ho obpasyBaHue [8, 25, 46, 64].

XVCTONOMMYHO 3a XapakTepHa 4yepTa Ha lgG4-
CBb ce cunta TUH ¢ nsobunue Ha IgG4(+) nnasmo-
unTK, ocobeHo ako b6posaT Ha IgG4(+) nnasmountn e
> 10/3lNBY npwu nyHKUmMoHHa 6roncms nnm > 30/3MNBY
Ha xupyprudeH 6ubpeyeH Guontar [15, 25] unu cb-
oTHoweHuneTo IgG4(+) nnasmoumnTtn/IgG(+) nnasmo-
untn e > 40% [15, 24, 49]. YcnopegHoOTO HamupaHe
Ha BnneteHa mbpo3a NpaBu HaxogkaTa noyTu cre-
unduyHa 3a 1IgG4-Chbb un cblueBpeMeHHO yrecHsiBa
oTrpaHnyaBaHeTo OT nekapctBeHus TUIH wunun TUH
npu SS. lNo-psgko HamupaHuTe obnutepupaly dne-
OUT NN eo3nHOUNUS CbLLIO NOAKPENAT AnarHosata
IgG4-CBbB, Ho nMncata UM He st OTXBbPIS.

MNpe3 2011 r. eAHOBPEMEHHO N HE3ABUCUMO €0HO
OT [pYyro ca HanpaBeHW ABe NPensiokeHusi 3a guar-
HOCTUYHU KpuTepum 3a |gG4-CBb: amepukaHcko [46],
obewaBawo ceHantneHoct 100% n cneumdnyHoCT
92%, n anoHcko [55] cbe ctonHocT 92% 1 95% Ha
cblmTe nokasatenu. MNMpes 2020 r. ANoHCKOTO Npen-
NOXEeHVe e NOANOXEHO Ha BepudMKaLns BbpXy HOB
KNMHUYEH mMaTtepuar, KOeTo My ONnpeaenst CEH3nTUB-
HocT 90,9% u cneundunydHocT 90% [49]. Jocera ame-
PUKaHCKUTE KpUTEPUM HE Ca BepUULIMPAHN.

HeotgasHa Li n cbTp. [30] onmceat 19 cobeTe-
Hn 6ornHu ¢ osepran Ha ANCA-acoummpaH rrome-
pynoHedput (ANCA-GN) c IgG4-Cbb n cbobuwasar
3a 28 aHanorn4yHu crnyyas, U3guMpexHu B nuteparypa-
Ta. iHTepecHo e, Ye npu asnartckute naveHTn lgG4-
CBb ce npunokpuBa NpeavMHO C MUKPOCKOMCKM
nonuanrumT (MIA), a npu eBponenckute — c TIA.
Mo-Bneyatnsgawo obaye e caMOTO MPUMNOKPMBaA-
He Ha ANCA-GN c IgG4-Cbb, gokonkoto crnopep
KOHCeHcycHus noctynart [15, 23] Hanu4mneTo Ha He-
yTpodunHa nHUNITpauusa U Ha rpaHyrnom (4eptu
Ha ANCA-Backynutn) e n3obLio HeCbLBMECTUMO C
IgG4-CBbb. ABTOpMTE HAMAaT NaTtoreHeTU4HO obsic-
HeHne Ha Ta3n acoumauus. V3kasear ce aBe xuno-
Te3n: acoumaumaTa mexagy ANCA-GN u IgG4-Cbb
6u morna ga 6bae yHukanHa cybnonynauusi/Ho30-
norMyHa efuHUUa; Npu M3BECTHM ObCToATENCcTBa
IgG4-CBb e oTtkntouBaly, paktop 3a ANCA-GN.

TepaneBTn4HKU pesyntat oTHocHO IgG4-CBhb Hai-
paHo cbobuwaea npoyysaHe B CALL [46]. Mpoabroku-
TenHo (cpenHo 14 mec.) neverne ¢ KC (gosnte He ca

NMOCOYEHN) JOBEXOA OO CHWKaBaHe Ha CepyMHUs Kpe-
atuHuH npu 17 ot 19 60nHm (89%) ot IgG4-CBhb ¢ 6106-
peyYHa HeOOoCTaTbYHOCT, MPW KOETO NUMNCBAa Kopenauus
Mexay nevebHms edpekT 1 Tuna Ha XMCTONorMYHaTa Ha-
xogka. [MNpw 2 ot 17 6onHm (11,7%) HacTbNBa peunams.

Mo-LmMpoKoacnekTHM ca MpoyYBaHUsITa  BbPXY
sinoHckn matepuan. Mpu 43 6onHn ot IgG4-CBE ¢ rmo-
MepynHa countpaumna (M) < 60 mn/mMyvH MOHOTEpanus-
Ta ¢ KC B aABe [031poBku (< 6 Mr 1 > 6 Mr/kr/aeH) Bogu
Obp30 4O 3HaUYMMO noBuULLABaHe Ha D npu nunca Ha
CUrHUDVKaHTHa pasnuka mexgy pesyntatute B rpy-
nute. [Npn 74-mecevHo nNpocreasiBaHe ¢ NoaabpXalla
nosa KC = 5 mr/oeH 6ubpeyvHata cpyHKUMS ce 3anasea
©e3 HeraTvBHa nporpecus B 76% ot criydauTe. M3Bopa;
eheKTUBHa NHOYKUMST € MOCTDKMMA C YMEPEHU 03N, a
nogabpaHe — 1 ¢ no-Huckn o3 KC = 5 mr/aeH [48].
Mpn gpyrm 23 anoHckn naumeHTn ¢ IgG4-CBb neve-
HueTo ¢ KC 20-50 mr/oeH (cpegHo 36 mr/geH), a npu 5
OT TX U ¢ umyHocynpecopu (MC), Boan Ao Hopmanu-
3upaHe unu HamansieaHe Ha HuckogeHsHuTe CT 30HM
y Bcndkm (100%), Ho cned 24 mec. noaabpxalia aosa
2,5-9,0 mr/geH ce yctaHoBsiBa dookanHa unm andpysHa
atpodusi Ha 6bOpeyHaTa kopa npu 11/23 6onHn (48%).
CbnoctaBkata C MHOXECTBO MokasaTtenu npu crapra
Ha TepanusTa yctaHoBsBa, Ye [P < 71 mn/MuH 1 no-
BMLLIEHO CEpYMHO HMBO Ha IgE ca puckosu chakTtopm 3a
6bbpeyHa atpodms npu KC nevenve Ha IgG4-CBb.

OgepnanbT Ha ANCA-GN u IgG4-CBb npu 19
KMTanUCKM naumeHTun, scudku ¢ N4 < 50 mn/muH, a 16
N C NOBULLIEH CEPYMEH KpeaTuHWH, e TpeTupaH ¢ KC
(myncoeo, nocrie n.o. ¢ 1,0 Mr/kr/aeH) B KOMBUHaLMS
¢ ymknogocgamug (1.B. unn n.o.), a npu 6 u ¢ nnas-
madpepesa. Cnep 16 + 12 mec. ypes n3nonassaHe Ha
nHaekca BWAS ce otumta npn ANCA-GN pemucus
(mbriHa npu 6, yactnyHa npu 9), a ¢ nHaekca 1gG4-
RD-RI (Response Index) nogobpeHve cbLo npu
78,9% ot 6onHuTe ¢ IgG4-CBb [30].

IcG4-cBbP3AHA PETPONMEPUTOHEANHA
®UBPO3A

[MoHacToswem ce npuema, Ye lgG4-cBbp3aHaTta
peTponeputoHeanHa ¢ubposa (IgG4-CPM®d) ob-
XBalla > 75% oT naumMeHTuTe C OTAaBHa no3Hartarta
oonect Ha Ormond, kato IgG4-CPI1® cboTtBeTCTBa
Ha T.Hap. namonaTtnyHa copma Ha Ta3m bonect, a
ocTaHanute < 25% oOT cnyyauTe npegcrtaBnsBaTt
BTOPUYHU popmmM Ha Apyrn BOMECTHU CbCTOSHUA
(Heonnasmu, MHeKUMK, nbyeneyeHme, NpueMm Ha
MegukameHTu [23, 26, 56, 57, 69].

Mpoy4yBaHMATa, OCHOBaBalM ce Ha Mo-Marnku
KOHTUHreHTW [5, 24, 45], coyaT OTHOCUTENHO LUK-
pok AnanasoH (7,6-27,0%) Ha gena Ha IgG4-CPId
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cpen Bcuykm 6onum ot 1IgG4-Ch. OTHOBO Han-npae-
pononobeH marnexga npoueHTsT 15,8 (78 ot 0610
493), yctaHoBeH B cTyauaTa Ha Wallace n cbuTp.
[62]. Cnpsimo obwoTo HaceneHne obaye 3abonse-
MocTTa u 6onectHoctTa oT 1IgG4-CPlNd ca Hucku
— cbotBeTHo 0,1-1,3/100,000 ayww 3a 1 rog., pecn.
1,4/100,000 >xutenn. Cnopen BCUYKM MPOyYBaHUSA
no-4yecTo 3acerHatu ca mbxete — 2,0-3,9: 1,0 [7, 31,
45, 62, 69]. IgG4-CPI®d ce npugpyxasa ot IgG4-Cb
Ha numdHuTe BB3NU (25%), YepHust Apob, 6Gv6pe-
unTe 1 naHkpeaca (12-15%) [62].

MatonoroaHatommnyHo 1gG4-CPI® e Bb3nanu-
TeneH WHMNTPAT OT NUMAOLUTM, NNA3MOLUTU U
Makpodpary, pasnpbcHaT Mexay nebenv HenpaBun-
HM CHOMOBE BrakHa oT korareH | Tun. MbpBoOHaYanHo
WMHPUNTPaTLT AOMUHMPa Hag dmbposaTta, HO BMO-
crneacTeMe CbOTHOLUHMETO ce npeobpblua. Pasnpoc-
TpaHsBaliKN Cce B PETPONEpUTOHEYMa, 0OpasyBaHMETO
obxBaLLa yperep/u ¢ nocrneggalla xmapoHedposa (aBy-
cTpaHHa B 25% v egHocTpaHHa B 75%) 1 eBeHTyanHa
Obb6peyHa xmnoTpodusi/atpodus. ObpasyBaHMETO 0O-
XBallla M KPbBOHOCHW CbAOBE B PETPONEPUTOHEYMA,
KOETO Ce OTpassiBa MOBEYEe Ha BEHWUTE: JOMHa npasHa
(OTOK Ha JONHUTE KpamHULK, NO-psiaKo — Tpombo3a Ha
ObNOOKNTE BEHM), OTKONMKOTO Ha aopTarta (nepuaoptut/
aopTUT — aHeBpuaMa), 6bOpeyHUTE apTepun (psaKo
— peHoBa3anHa XWMNepTOHWS) U UNMaYHUTE apTepun
(TBBpAOE paaKko — cTeHosa) [7, 31, 45, 61, 69].

KnvHn4HO cnen obnbr nateHTeH nepuog Hawm-
paHo ce nposesBa 6onka — B rbpba, xbnboka, Ko-
pema, TeCTucuTe UnM B ropHarta 4acTt Ha Gegparta,
KOSITO MO XapakTep e Tbna, MOCTOsIHHA, HeBMMseLLa
Ce OT OBWXEHUWsI Ha TAMNOTO, PSAKO KONMMKOBUAHA.
Mo-kbCHO ce cbobLaBa 3a onurypus, oTnagHanocT,
HamaneH anetuT, 3aryba Ha TenecHa maca. Puau-
KarnHo CbC 3aKbCHEHWE U HEBUHArN ce ycTaHOBSABaT
OTOLM MO KpakaTta WM Ha CKpoTyMma, xugpouene n/
unu Bapukouene [24, 31, 57, 58, 69].

JlaBopaTopHO npu Tasu opraHHa dopma Ha
IgG4-Chb ce koHcTaTupar Har-Bucoka vyectoTa (75%)
n cTteneH Ha noeuwasaHe Ha CRP un CYE u — napa-
[OOKCarnHO — Hal-HUCKa 4YecToTa Ha MOBULLABAHE U
KOHUeHTpauusa Ha |gG4 B KpbBHUS cepyM (CpeaHo
176 mr%), kakTo 1 Ha IgE. CepyMHMAT KOMMANEMEeHT
€ B pedepeHTHN CTOMHOCTU. YBpeXaaHeTo Ha 6b0-
pedyHaTa (PyHKUMS ce M3sBABa C MOBMLIABaHe Ha
KpeaTtnHemusTa [29, 31, 59].

OT wu3006pasuTenHuTe MeToou Har-goKasaTern-
ctBeHa e CT, nokassalla HEXOMOreHHa MeKOTbKaHHa
dopmaums, obrpblLualla aHTeponarepanHo abgomu-
HanHaTta aopTa W ypeTep/ute ¢ MeamanHa AeBvaums
(M3mecTBaHe HaBbTPE) Ha MocnegHUTe, KakTo u/mnm
Ha v.cava 1 aa.iliacae ¢ eBeHTyanHaTa UM KOMMApeCcus.
MRT moxe ga nobaBu gaHHM 3a cTeneHTa Ha dou-
Oposarta, a PET/CT — 3a Hanuune n CTeneH Ha Bb3-

naneHve Ha copmaumsaTa. Exorpadusta (US) moxe
[a yCTaHOBM NPOMEHUN B rorieMmHaTa Ha 6ubpeuTe 1
Hanuume Ha xmapoHeposa, KaTo e nornesHa 1 3a Npo-
cnepsBaHe Ha TepaneBTudHMA edoekT [7, 21, 45, 57].

Mpn HanuMume Ha GuonTaT XMCTONMOTMYHOTO M3-
crnepBaHe, yCTaHOBSABALLO obunve Ha BnneTteHa u-
Opo3a n obnutepupall, pnedut n 0CobeHO NMYyHOXMC-
TOMOMMYHOTO M3credBaHe, Hamupaio > 30 IgG4(+)
nnasmounTt Ha 3IBY ¥ olle noeeve — KOeULMEHT
IgG4(+)nnasmountn/IgG(+)nnasmountn > 40%, cun-
HO MoaKpenAT AvarHo3ata Ha IgG4-CPTd [15, 26, 69].

OndepeHumanHo guarHocTu4Ho TpsibBa fa ce
uMaTt npeasua XpoHUYHU nHdekummn (TBK, akTuHo-
MMKO3a), HEONN3MU (NMMMAOM, CapKOM, KapLUHOMHM
MeTtacTasu, KapumHonaosa), ynotpeba Ha nekapcrtea
(eprotamuH, mMeTuceprva, AONAMUHOBU arOHWUCTW,
eTaHepuenT un Ap.), CbCTOAHMSA Crieq nbyenevyeHne
unun ronemun abgomuHanHu onepauum u gp. [59].

OCHOBHUAT onuT B NedeHneTo Ha IgG4-CPIMo e
norydeH npu 6onHu ot namonatnyHa Pr1d, ot kou-
TO Ca W3KIKYEHN BTOPUYHMUTE DOPMU, HO He ca ue-
neHaco4yeHo npoydeHn cnpsmo IgG4-Cb [31, 59],
a efjBa HacKopo — M OT CTyaus C uHTepec KbM IgG4
[73]. CpencTBo Ha n3dop ca KC — kaTto MoHoTepanus
B pegkute cryyaun Ha PIM® 6e3 aHraxupaHe Ha ypeTte-
pyTe NN B KOMOMHAUWSA C XMPYPIUYHN MEeToaM — Npu
MHO3UHCTBOTO 6omnHW. HavanHa posa 0,75-1,0 mr/kr/
OeH 3a HAkonko cegmuum npu 75-95% [59] unn 58%
[31] ot BonHWTe BOaM OO pemMucusi — HopMmanuampaHe
Ha cuMnToMaTuKara, Ha nabopatopHuTe nokasarenu
3a Bb3naneHve n obbpedHa yHKUMSA, HamansiBaHe
NITbTHOCTTa Ha PETPONepUTOHeanHoTo obpasyBaHune
N Ype3 CTEHTMPaHe Ha ypeTepa/ute — 40 NUKBMAUPA-
He Ha xmapoHedposaTa. [Jozata Ha KC nocteneHHo,
3a 6-9 mec. ce cBexpga go 5,0-7,5 mr/geH. B Hskoun
cnyyvan AC (MTC, MOM, LI®OM) ce Bknitouat kato KC-
crecTsiBalLy cpeacTBa. EpekTbT OT neYeHneTo Kakto
B WHOYKTMBHATA, Taka U ocobeHo B noaabpkaiiara
dasa (c ornen peumams) ce koHTponupa Ypes US, CT,
MRT, psako upes PET [7, 31, 38, 59]. HenocturHanute
pemMmcus naumeHTn octaeat ¢ 6bbpeyHa HepgocTaTby-
HOCT, AOoCTUraLla noHsaKora Ao TepmuHanHa [37].

IcG4-CBBP3AHA NMYIIMOHANHA BOJIECT

Ob6enuHsaBalriku gBe aHaTOMUYHO CBbP3aHW HO-
MeHKnaTypHu copmun Ha IgG4-Cb (IgG4-cebp3aHa
BenogpobHa 6onect) u IgG4-cBbp3aH NNeBpuT), B
nuTepaTtypaTta KOHKYPEHTHO Ce M3Momn3BaT Tpu Ha-
WMEHOBaHMS C €0HO U CbLo CcbAbpXaHue: 1gG4-
related lung disease [39, 69], IgG4-related respiratory
disease [9, 34, 35], IgG4-related pulmonary disease
[28, 56]. B HacToALWLOTO M3NOXeHWe ce faBa npe-
OUMCTBO Ha TpeTusa TepMuH — IgG4-cebp3aHa nyn-
MoHarnHa 6onecrt (IgG4-CrI1Bb).
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0. Oumoe

[ocerawHuTe gaHHM 3a MACTOTO Ha bennTe gpo-
boBe B yecToTaTta Ha opraHHuTe yBpeam Ha IgG4-Cb
—14,2% [60], 23,0% [63], 23,4% [66], ocMO MSICTO B
Ounarpamara Ha Miyabe [36] — 4 nocTaBsaT marnko no-
Hasag oT pasrmegaHuTe gocera. Cnopea noBeveto
aBTOPU M30NMPAHOTO 3acsiraHe Ha benute gpobose
ot 1gG4-CbE e mHoro psagko (< 10%), TMAM4HO € aH-
raXXMpaHeTo 3aefHO C OPYrUTe BbTPELLUHN OpraHn 1
nMMdHNTE Bb3NN. BBB BCUYKM MpOyYBaHUS MBbXKKM-
ST MON € 3acerHar No-4ecTo OT XXEHCKMS, CbOTHOLLIE-
Hue cpegHo 3 : 1 [9, 18, 51, 53, 69].

MatonoroaHatomuyHo 1gG4-ClNB wu3nbkBa C
ronsiMmo pasHoobpasne Ha TbkaHHuTe yBpeau. Kna-
cuyeckaTa Beye cTyaus Ha Inoue [18] rn o6obLiaBa
00 4 rnmaBHM cy6TUnNa: cConMOHO Bb3OB; KPbIroBa-
TW 3aCeHYBaHMSA TUMN ,MaTOBO CTbLKNO®; anBeonapHo
WHTEepcTUUmaneH; 6poHxosackynapeH. Kem Tax no-
KbCHO ce AobasaT |gG4-nonoxutenHuTe Bb3nanu-
TeneH nceBgoTyMmop [68], nnespanyu nesum [42, 51]
N xunycHa numdageHonatuna [34].

Ha 1031 borat natonoroaHaToMU4eH TepeH Npo-
TMYaHETO € napajoKcanHo acumMnToMHo npu 23%,
40%, nopw npun 75% OT BoOnNHUTE, KaTto OT CUMMTOM-
HUTe Hai-4yecTa e cyxaTa kawnwua (53-67%), cnea-
BaHa oT cebpunutet (30-40%), 3agyx npu ycunve
(15-30%), 6onku B rvpauTe (20%) [3, 5, 18, 35, 42,
62, 69]. Npu oo 20% ot cnyyauTe ce cbobLlaBa 3a
npusHaum Ha aneprua Ha I'OMN, actma n B 5% — 3a
aBTOMMYHHO cbCcTosiHMe [18, 53, 62, 69].

JTaBopaTopHO BbB BUCOK MPOLEHT ca NoBuLLe-
HMU nokasaTenuTe 3a Bb3naneHne (CYE > CRP),
IgG (70%) n 1gG4 (88%), RF n ANA (40-60%), IgE
(60%), HO CEPYMHMAT KOMMNEMEHT e cHmkeH (1) mpu
50% [9, 34, 53 ,69].

OT wn3obpasnTenHnuTe MeToaM Haw-LUeHHa WH-
dopmauusa gasa CT. MHOro nokasartesiHo € HU3Xo-
OauwoTo nogpexaaHe Ha otaenHute CT-npusHaum
crnopepn yectota UM: 3aceH4YBaHe ,MaTtoBO CTbKNoO*
(92%) > 3apebensaBaHe Ha OpOHXOBACKynapHUs
cHon (69%) > 3apebenaBaHe Ha WHTeprobapHuTe
centun (62%) > 6poHxuekTasun (54%) > yBenmyeHu
XWUNycHW Bb3nun (46%) > eanHudeH Bb3en (22%) >
Bb3enueta (16%) > ,nyenHa nuta“ (15%) > Tymopo-
BMAHO obpasyBaHue (8%) (18).

BenogpobHOTO hyHKLMOHANHO n3cnegsaHe oT-
kpuBa npu 1gG4-Clb pecTpUKTMBHM U OBCTPYKTUB-
HW HapyLweHus cboTBeTHO B 33% u 22%, KakTto u
HeraTMBHa Kopernauusi mexay 6enogpobHust gudy-
3MOHEH KanauuTeT U CepyMHaTa KOHLEHTpaumsa Ha
IgG 1 1gG4 [9].

Mpe3 2009 r. Tsushima u cbTp. [54] uscnensar
HMBOTO Ha IgG4 B BpoHXxoanBeonapHa TEYHOCT U
HamMupaT OrpoOMHa pasnuka MeXay KOHLEeHTpauuu-
Te npu lgG4-CrIb n 6enogpobHa capkonagosa. Tosun
obelaBaly, avdepeHunanHogmarHoCTU4eH noaxoa

obaye He e 6un n3npobBaH Npu Apyrn MUMUKpUpa-
wy IlgG4-CrI1b 3abonsBaHus.

Ha xuctonormyHo HYMBO 3ag OMuMcaHUTe MHO-
xectBo dpopmu Ha 1gG4-Clb ctom nHpwuntpat ot
nMmMdoUNTN U NIA3MOLMTU, YECTO U €03MHOUNN,
B pasnu4yHM CcbyeTaHusa ¢ pubposa, obnuTtepmpaly
Gnedbut n obnutepupauy aptepumt (1) [18, 35, 51,
53, 62, 69]. OTHOCHO hubpo3aTa ce N3THKBA, Ye He
€ oT BnneTeH (storiform) Tun, a e akTMBHa — ¢ npe-
BeC Ha pmbpobnacTHaTta nponudepaunst Hag kona-
reHoBuUTE HULWKK [51]. BaxkeH npuHOC 3a AgnarHosarta
Ha IgG4-Clb moxe ga Obae HagBuaBaHETO Ha
T.Hap. nparose (Cutoffs) Ha TbKkaHHO CbAbpXaHue
Ha |gG4(+) nnasmouuTun: > 50/3MBY 3a nneBpaneH
ouontat unu > 50/3MNBY 3a xupypruyeH 6enogpo-
BeH 6uonTtat unu > 20/3MNBY 3a nyHKUMOHeH b6ero-
apobeH 6uontat [51, 68], KAKTO U CHOTHOLLEHNETO
IgG4(+) nnasmountn/lgG(+) nnasmountn > 40%
[15]. YmecTHO e pga ce oTbenexu, Ye Te3n nparose
He ce gocTurat npu YacT ot 6onHute ot IgG4-CIlb,
HO MbK ce HaaxebprAaT B 16-24% oT crnyyauTe C
nMuTUpaLLm s 3abonsaBaHus [34, 47, 51, 53].

B nomouw, Ha pasnosHaBaHeTo Ha IgG4-Crlb
Matsui [34, 35] npeanara gMarHOCTUYHN KPUTEPUN,
BKMOYBALLM 5 AnarHOCTUYHKU bakTopa, ABa OT KOUTO
N3BbHOENOAPOOHM — XMNMOKOMMNIIEMEHTEMUS U [OKA-
3aHo |G4-Cb-3acsaraHe Ha gpyr opraH. Bb3 ocHoBa
Ha KOMBMHauunTe OT NOTBBLPAEHN PaKTopu ce CTu-
ra 4O CUrypHa, BeposiTHa 1 Bb3MOXHa AmMarHo3a Ha
IgG4-ClB. UstbkBa ce obave HeobxogmmocTTa OT
pasrpaHmyaBaHe ¢ 6onectTta Ha Castleman, ANCA-
Backynutn (I'MIA, MIMA, EIMTIA), CC, capkongosa,
KapuMHOM, MHTepCTMLManHa NHEBMOHWS, pecnvpa-
TOPHU MHekuun, 6onect Ha Rosalki-Dorfman un gp.
[ocera kpuTepumnTe He ca BepuduumpaHu.

Mpwn neyeHneto Ha IgG4-Clb ca nsnona3eaHu Hs-
kornko noaxoaa. Okorno 1/3 oT nauMeHTUTe ca ocTaBe-
H¥ 6e3 neyeHne 1 NpocnegsaBaHeTo MM He yCTaHOBSIBa
npomsiHa B Haxoakarta. [leseT 60nHM ¢ HogynapHa u
nnespanHa opMu ca NekyBaHu XUPYPriHo (Mapum-
anHa pesekuusi unu nobektomus) 6e3 nocnegsallo
nsnonseaHe Ha KC, kato npocneasBaHETO He OTKpU-
Ba peumgus. Mpn BonHWTE C M3sBeHa CMMMITOMaTUKa
N NapaknMHUYHU OaHHW 3a akTuBHa Bonect e npose-
[OEHO MHAYKUMOHHO NieyeHne, ocHoBHO ¢ KC 30-50 mr/
OeH, no-psako B kombuHaums ¢ UIC, ¢ bnaronpusiteH
ecbekT Bbpxy cuMnTomnTe 1 n3obpasmtenHara Haxoa-
Ka, oTyeTeH kato pemucus npy 90-100% ot GonHuTe.
Mpu cHwxaBaHeTO MNW Npu nogabpxawara gosa ((~
5 Mr/geH) Bb3HMKBAT C pas3nmMyHa YectoTa peunaneu,
npeogonseaHn ¢ nosuwasaHe fosata Ha KC B cbuye-
TaHue ¢ pasnuynu BIrNAPC unn PTM. Pe3angyanHa Ha-
Xo[Ka crnef repanusita ca MpEXOoBUAHN UM NBULIECTH
ynnbTHeHus [35, 39, 47, 53, 68].
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IcG4-CBbP3AHA BACKYJIAPHA BOJNECT

IgG4-cBbp3aHata BackynapHa 6onect (IgG4-
CBB) cbLo 06eanHsiBa ABE PpOACTBEHM HOMEHKITATYp-
HM cpopmun Ha 1gG4-Cb — IgG aoptut/nepmaopTut u
IgG4-aptepuut/nepuaptepunt [52]. [JaHHWUTe 3a yec-
Totata um cpeq 6onHute ot IgG4-Chb ca npoTtBopeyn-
Bu: 10-30% [37], 22% [45], a B guarpamara Ha Miyabe
[36] aopTUTBLT cTOM Ha 12 MACTO, AOKATO apTEPUUTLT
— egBa Ha 25. MbXKMAT non ce 3acsra nogyepraHo
MO-4ECTO OT XeHckus — 72 : 28% [45], 83 : 17% [20].

MatonoroaHatomuyHo npu IgG4-aoptnta € Ha-
nvue Bb3naneHne NpegMMHoO Ha afgBeHTUUMSTa U B
no-marika cTeneH — Ha megusaTa, gokato npu IgG4-
nepvaoptTuta u nepuaptepumta MMa nepuBacky-
napHa cunbpounHdnamartopHa TbKaH C MUHUMAIHK
N3MeHeHNa Ha cbaoBata cTteHa. pu okono 80% ot
BOoNHNUTE C a0PTUT MMAa 1 3acsiraHe Ha ronsiMokanmo-
peHu (aa.iliacae, a.pulmonalis) w/wnn Ha cpegHo-
KanubpeHn (kapoTuan, KopoHapuu) aptepun. [Mpu
4acT OT TSIX Ce pa3BMBaT Bb3ManuTENHN aHEBPU3MMU.
3apg Bcu4km bopMum ce Hammpa NuM@onnasmounTeH
MHUNTPAT Ha cbaoBaTa CTeHa C npeobnagaBaHe
Ha IgG4(+) nnasmounTn, BNneTeHa cbaosa pubpo-
3a 1 obecTpykTuBEH onebut [20, 43, 44, 45].

JlokanHaTta cumntomatuka Ha lgG4-CBbE e oc-
KbOHa — eQVHWUYHM Clyvaun Ha HesicHa bornka B bp-
aute, repba unu kopema, a npuHochLT Ha IgG4-CBb
KbM 0OWMTE OONECTHW MpU3HaLM € HeoTaenum ot
NnprHoca Ha CbMbTCTBALLUTE OPYIY OpraHHU hopMm
Ha IgG4-Cb. Ha nabopatopHo HMBO TpsibBa ga ce
otbenexar no-BUMCOKATE abCOMTHU CTOMHOCTU U
no-BMcokata 4ectota Ha abHOPMHM pe3ynTtatn Ha
IgG, IgG4, CYE, CRP npu aopTut, OTKOSKOTO Mpwu
nepuaopTuT, HO pasnukatTa e 3Hadymma (p < 0,02)
€OWHCTBEHO OTHOCHO 0bLwmsa IgG [45].

Pelwaealum 3a guarHosarta ca gaHHUTe OT n300-
pasutenHute metogu (CT-aHrmorpadmss, MRT-aHrmo-
rpadomnsa n FDG-PET): npu aoptut nnu aprepumnt —
Ondy3HO xOMoreHHo 3apebensiBaHe Ha cbaoBaTta
CTeHa (> 2 MM) U yBeNnYeHo UKCUpaHe B Hes Ha
18-FDG (HagBuLuaBallo ToBa Npu TUMWYHA atepoc-
Kneposa), oKaTo Npv NepuaopTuT U NepuapTepunt
— NepuBackynapHa MekoTbKaHHa Maca C MUHMMar-
HO 3agebensdBaHe Ha cbgoBaTa cTeHa. [lo-pedkm
HaxO4KW: Npu aopTa/apTepusi ca JIOKanHo paswmps-
BaHe Ha MpocBeTa MM — MPU aHEBPU3MU Ha CbLUUTE,
a npu nepuaopTuT/NnepmapTepunT — CTECHABAHE Ha
npoceeTa (CTeHo3a) nopaan HaTUCK OTBBH [43, 45].

XuctonormyeH npuHoc kbM auarHosata 1gG4-
CBB moxe ga ce oyakBa camo npu PeKoHCTPYKTUB-
Ha onepauus no noBop, Ancekauns/nepgopaums Ha
aHeBpU3Ma WNU MpU KapoTuaHa eHOapTepUeKTo-
MUSI, aKo Ce YyCTaHOBM NMMAONNIa3mMoLUnTeH NHGUI-
TpaT, 3acsral, MoBeve afABEeHTMLMATA, OTKOIKOTO

mMeausaTa, npu koeto 1gG4(+) nnasmoumntun ca > 50/
3lMBY u koedunumneHTsT IgG4(+) nnasmounTtu/IgG(+)
nnasmouuntn e > 50% [43, 45, 52].

IgG4-CBb TpsibBa aa ce oTrpaHuyaBa OT Bac-
KynUTU Ha ronemmte cbAoBe (TMraHTOKNETbYEH ap-
TepuuT, apTepunTt Ha Takayasu), 6onect Ha Behget,
cvHgpom Ha Cogan, n3onupaH MHAEKLUNO3eH Wnu
HEeMHEKLMO3EH aopTUT, aTepockreposa, NMMmMqom,
capkoungosa u ap. [43, 66].

OTHocHo nedveHmneTto Ha IgG4-CBBb Oyama-Manabe
[43], 06obLLaBaiky COBCTBEHUSI CU U HA YA SINIOHCKM
aBTOpW ONK1T, CbobLLIaBa, Ye ¢ ao3a KC 0,5-0,6 mr/kr/oeH
nocTurat edpekT cnen 2-4 ceaMuumM, KOETO NO3BONsiBa
CHWXaBaHe B pamkute Ha 2 mec. [Mpu no-obLumpHo 3a-
csraHe ce pgonycka gobassHe Ha PTM [10]. 3a oueHka
Ha edeKkTa 1 3a eBeHTyarnHo pasno3HaBaHe Ha peuu-
amB ce npenopbyBat myntugetektopHa CT n PET/CT,
anocnegHara, B KONTMYECTBEH BapuaHT, 1 3a OLeHKa Ha
CbAOBOTO Bb3naneHue [43, 71].

[loBeye gaHHM Hocw cTygusaTa Ha Perugino [45].
Mpwn 6onHuTe OT MbpBKYHK IgG4 BackynuTuK, nonyya-
Bawwm KC, nobassaHeto Ha PTM Hocu Ha BcuYkK naum-
eHTM CT n MRT nogobpeHue n npekparsieaHe Ha KC
00 6 mec. [NognoxeHnTe Ha XMPYPrMYHU MHTEPBEHLNM
(ycriewwHn npu BCUYKKW) Nped- U NocTonepaTnBHO ca
nonyyasanu PTM. lNpu BTOpUYHU Backynutu (nepua-
opTUTK) NaumeHTuTe, nposenu MoHotepanus ¢ KC (n =
7), ca nocTurHany GrnaronpuaTeH KnMHUYeH 1 n3obpa-
auteneH pesyntart. Npu gpyrn 13 6onHu, pedpakTep-
HM KbM U1K NpoTMBOMnokasann 3a KC, BKIMHoYBaHETO Ha
PTM goBeno npu BCUYKM OO KIMMHUYHO nopgobpeHne un
cnupaHe Ha KC Ha 6-ust Mec., kakTo 1 nogobpeHne Ha
nsobpasutenHaTa Haxogka npu 89% ot cnyyauTe.

3AKNIOYEHUE

Ctapa makcuma rnacu: ,YoBek Bwxpa TOBa,
KOeTo 3Hae/nos3HaBa“. AKTyariHO MOTBbPXAEHME 3a
npaesotata n gaea lgG4-Cb. Crnep cb3gaBaHe Ha
KOHLenuuMsaTa 3a Hesl ,MpornexgaHeTo* 3a Hesabe-
NeXuMoTo [0 HeoTAaBHa 3abonsiBaHe MOATUMKHA
Cb3gaBaHETO Ha MoBedve OT xunsga nyonukauum,
L,cbrneganu“ ot eaMHUYHN OO ....HSIKOJTIKOCTOTUH na-
LMEHTN, KOUTO OoBefoxa A0 3aablboyeHn HayyHu
no3HaHus 3a bonecTtTa, a 3a camute 60nHKN — o no-
onaronpuaTHM nevyebHN NepcnekTUBMK.

[ocera nunceat cbobLueHus 3a Gbnrapcku 60-
nHu ot IgG4-Chb. KocBeHM gaHHM 3a CbLUEeCTBYBaHe-
TO Ha TakvBa faea nyonukaumata Ha H. Ctomnos u
CbTp. [7]. VICTMHCKOTO pasno3HaBaHe Ha ToBa MHO-
roobpasHo 3abonsiBaHe M3MCKBA OCBEOOMEHOCT 3a
HEero KakTo OT KIIMHWUYHUTE cheumanucTu, Taka u ot
Te3n Mo nartofioroaHaToMusl, obpasHa AMarHoCTMKa
N KNUHWYHaA nabopatopus. [uarHoctupaHa npean
HanpegHana TbkaHHa nbpo3sa, IgG4-Chb ce nogasa
nobpe Ha neyeHune ¢ KC n eeeHTyanHo ¢ BINAPC, ma-
Kap Ye ocTaBa NpobnembT C NoAAbpKaHe Ha edbekTa.



