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B crarbe paccMatpuBaloTcs HOBble KilaccudukaimonHbie kputepuu IgG4-cBsizaHHoro 3aboseBanust EBponeiickoit
antupeBmarudeckoit iuru (EULAR)/Amepuxanckoit koyuteruu pesmatonoros (ACR) (2019), ux ocHOBHbIE OTIU-
Yusl OT YHUBEPCaIbHBIX AMarHocTuyeckux kputepues IgG4-C3 (Umehera, 2011) u naHbl KOMMEHTapUU 110 UX MPU-
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IgG4-cBa3zannoe 3aboneBanue (IgG4-C3) — cucrem-
HOE€ WMMYHOBOCIIAJIMTEIbHOE 3aboyieBaHUe, IpoTeKarollee
¢ runepcekpeureit 1gG4 B CHIBOPOTKE W/WIM TKaHSX TOpa-
>KEHHBIX OpraHOB y OOJIbIIMHCTBA MaiueHToB [1]. TloHsTue
00 IgG4-C3 kak oTnesibHOI HO30J0TUYECKON eTUHULIE, «HO-
BOM» CUCTEeMHOM 3a00JIeBaHUY CTAJIO CKJIAIbIBaThCsl C Havyaja
2000-x rr., Korga BrepBble Obljla OOHapyXeHa TUIEPIPOAYK-
uus IgG4 y nauMeHTOB ¢ ayTOMMMYHHBIM JTUMMOIIa3MOLIM -
TapHBIM TMAHKPEAaTUTOM, a 3aTeM IpW Apyrux (uodpoBocIia-
JINTEJIbHBIX 3a00JIeBaHUN M <«IICEBIOOIYXOJISIX», HEKOTOphIE
U3 KOTOPBIX OBLIM U3BECTHBI paHee IMOA pa3HbIMU Ha3BaHM-
aMu (6o07e3Hb Mukynuua, onyxonb KroortHepa u ap.) [2, 3].
IMpu IgG4-C3 MoxeT Mmopaxarbcsl MpakKTUUECKUe JTI000U op-
raH 4YeJlloBeKa, ¢ YeM CBSI3aH MOJUMOP(PU3M KIMHUYECKUX
MPOSIBJICHUIA M TPYIHOCTU IUarHocTuku. KpoMe Toro, B Ha-
cTosiiiee BpeMsl He WACHTU(DUIIMPOBAH YHUBEPCATBHBIN IH-
arHOCTUYECKU OMoMapKep I3TOro 3abojieBaHMs, TaK Kak
runeprponyKiust 1gG4 B cBIBOPOTKE M TKaHSIX HOCUT HecIie-
HMGbUYECKUI XapaKTep M MOXET HaOJIomaThbCs MPU MHOTUX
MaToJIOrM4YeCKNX coCcTOSTHUSIX [4—6]. B 2011 r. Gbutn npemio-
XKeHBbl YHUBepcalbHble AuarHoctuyeckue kpurepum IgG4-C3
U MeTOAMYECKHE PEKOMEHIALUMU IO TMPOBENCHUI0 MaTOMOP-
¢onornueckoil AMAarHOCTMKM JaHHOro 3aboJyieBanHust [7, 8].
OmHaKo B OCHOBE 3TUX KPUTEPUEB JICXKUT BHISIBIIEHUE THUIIEPCE-
kpenun IgG4 — npu3Haka HETOCTAaTOYHO CITELIMMUIHOTO, TT0-
5TOMY €CJIY TTOAXOIUTH K MCIIOJIb30BaHUIO TAaHHBIX KPUTEPHEB
dopMasbHO, TO MHOTHE peBMaTUYECKHE 3a00JIeBaHUS 1 3JI0Ka-
YeCTBEHHBbIE HOBOOOPA30BaHMSI MOTYT OBITh OIIMOOYHO Kilac-
cudunmponansl kak 1gG4-C3. MeTonnueckue peKoMeHIaluu
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no maroMopdoiaorndeckoit muarHoctuke IgG4-C3 gapnsiercsa
BaXXHBIM JOTIOJTHEHNEM KPUTEPUEB, TTIOCKOJIBKY B HUX TTOAPO6-
HO paccMaTpPUBAIOTCST TUCTOJIOTUYECKUE TIPU3HAKK U TIOTUEP-
KMBAETCS BaXXHOCTb HE TOJBKO OOHApYXEHHWs TMOBBIIIEHHOM!
cekpeuuu IgG4 B TKaHU MOpakeHHOTO OpraHa, HO U BbIpaXeH-
HOCTU TUIepcekpenuu [8].

C HakoIUIEeHMEeM KJIMHUYECKUX JAHHBIX U C YYETOM COB-
PEMEHHBIX TPeOOBaHUH «10Ka3aTeJIbHOTO» MOIX0a K Teparuu
3a00JIeBaHUIi Ha3peia HeOOXOAMMOCTh B CUCTEeMaTU3alluu Ha-
KOIUIEHHOTo omnbiTa o auarHoctuke IgG4-C3. Jlns opraHusa-
LMY KJIMHUYECKUX MCCIIeNOBaHUI, HATIPaBIEHHBIX HA pa3pa-
0OTKY HOBBIX TOJXOAOB K TEPAMNU 3a00IeBaHUSI, HEOOXOIUMO
OBIIO CO3MaTh KJIACCU(DUKAIIMOHHBIE KPUTEPUU, KOTOPHIE TI0-
3BOJIMTM OBl TIOOUpPaTh O60Jiee OMHOPOIHBIE TPYIIIHI MAlMeH-
ToB. JlaHHasT paboTa aKTMBHO BeJlach Ha TPOTSDKEHUM OoJiee
yeM 3 JIeT Irpynmnoi MeXAyHapoIdHbIX 3KcnepToB, u B 2020 r.
ObLIM OMYOJMKOBaHbI BATUAMPOBAHHBIE K1acCU(DUKAIIMOHHbIE
kputepuun 1gG4-C3 EBpomneiickoit aHTUpEeBMaTUYECKOI JTUTH
(EULAR) u AmepukaHckoit komteruu peBmatosioroB (ACR)
[9]. ITpu pa3paboTKe KpUTEPUEB UCTIOIb30BAICS NETbOUNACKUIA
METOJ, UX BaJIUAaLUsI TpoBeAeHa Ha 2 GOJIBIINX MPOCIEKTUB-
HBIX KOTOPTax MallMeHTOB, NAaHHbIE O KOTOPBIX OBLIU Mpeno-
CTaBJIEHBl MCCIIENOBATESIMA CO BCeX KOHTHMHEHTOB. HoBwle
KPUTEPUU TPEAYCMATPUBAIOT 3 «OOIBIINX IIara»: 1) moaTBep-
XJIeHVe HATMYUS «BXOTHOTO» KPUTEPUS; 2) OTCYTCTBUE KPUTE-
pYeB UCKITIOUEHUST; 3) COOCTBEHHO KJIacCU(DUKAIIMOHHBIE KPU-
Tepuu U PUHANIBbHBIN TToACYET OaioB (Tadu. 1).

[lpu uyucne HabpaHHBIX OauioB >20 cneuupUIHOCTH
KputepueB cocTasisieT 97,8%, a 9yBCTBUTEIBHOCTD 82%. DTO
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Tabnuua 1. KnaccudmkaumonHsie kputepum 1gG4-C3 EBponeitckoit aHTupesmatinyeckoi uri (EULAR), AMepUKaHCKOiA Konnerni peBmatonoroB
(ACR) (2019) [9]

LWaru OueHka
Lliar 1. Kputepuit Bxoaa [a/Her

XapakTepHasi KMHUYecKas UK paanuonornyeckas KapTuHa nopaxeHus «TUNUYHOT0» OpraHa (T.e. NoKeNnyA04HON Xenesbl, CIOH-
HbIX XKENe3, XXeN4HbIX NyTei, No4eK, Nerknx, aopTbl, 3a6PHOLLMHHOTO NPOCTPAHCTBA, TBEPAOIH MO3rOBO 060/104KI NN LLMTOBUAHOI
Xenesbl (Mo TUNy CKNepo3upytoLLero Tupeonauta Pugens))

nnn

MOP(ONOrM4eckoe NOATBEPXKAEHNE BOCNANUTENBHOMO NpoLecca ¢ MMMAOonaa3MouMTapHoii MHGUALTPaumein B OAHOM U3 Bbille
NepevmnceHHbIX opraHax 6e3 onpefesieHHOR HO3010rMYECKO NPUHALNEXHOCTH

Lllar 2. Kputepuu ucknroyexus [a/Her
KnuHnqeckuii:
- nuxopagka (> 38° C);

— OTCYTCTBME 0OBEKTUBHOTO OTBETA HA TEPAMMIO MMIOKOKOPTMKOMAAMN (MUHUManbHas gosa 40 mr/cyt npeaHnsonona (0,6 Mr/kr)
B TeueHue 4 Hep)

Ceponorun4eckuii:

— Heo6bACHMMAsR NEKONEHNs UK TPOMOOLMTONEHMS;

— 303MHOHMNMA nepudepuyeckoit kposm (>3x10%n);

— NONOXUTENbHbIE aHTUTENA K uuTonnasme Heintpodmnos (AHLA) (ocobeHHo K npoTenHase 3 uan Muenonepokcuaase);
— NONOXUTENbHbIE aHTU-R0O/SSA n/wunu anTtn-La/SSB;

— nonoxutenbHble aHTu-ac OHK, aHtu- PHIM unu aHtu-Sm;

— Hanu4me Apyrux 60ne3Hb-cneunduyecknx aHTuten (aHtu-Jo-1, aHtu-S cl-70);

— kpuornobynunemus (1, Il v Il Tuna)

PeHTreHoNnorn4ecKni:

— KapTUHa, N0A03PUTENbHAS HA 3M10Ka4eCTBEHHOE 06Pa30BaHMe UM MHCDEKLMIO, B Cy4ae eCnu He NPOBEAEHO afieKBaTHOE A00GCE-
[0BaHWe ANS UCKMIOYeHUs JaHHOr0 COCTOSHMS,

— 6biCTpas nporpeccus;
— U3MEHEHNS ANMHHBIX TPY6UaTbIX KOCTEN, XapakTepHble Ans 6onesnn dpareiima—vectepa;
- cnneHomeranus (>14 cm)

lMaTomopgbonornyeckui:

— KNETOYHbIA MH(UABTPAT, MOAO3PUTENbHbBIA HA HANNYME 3M10KAYECTBEHHOMO 3a60M1eBaHNA (eCNi He 6bli0 NPOBEAEHO afleKBATHOMO
LOMOSHUTENbHOro 06CNef0BaHus);

— Mapkepbl MUONU6P06IaCTUHECKOI ONYyXO0nK;

— BbIP@XEHHbI HENTPOUITbHLIA UHUNLTPAT;

— HEKPOTU3MPYIOLLMIA BACKYNNT;

— BbIpP@XEHHbI HEKPO3;

— MPEUMYLLECTBEHHO rPaHYNEMaTO3HbIA TUM BOCMANEHUS;

— MMCTONOrNYECKNE NPU3HAKN MaKpodaranbHO/rMCTMOLNTAPHOTO paccTpoicTaa (akenpeccus S-100, amnepuonones)
ToATBEPXAEHHBIN ANArHO3:

— MyJIbTULEHTPUYECKOI 6011e3HN KacTnemaHa;

— BOCMANNTENbHOrO 3260/18BaHNA KULLEYHNKA, 6011e3HN KpoHa unn Hecrneundmn4eckoro s3BeHHOr0 KonuTa (eCnv NpucyTCTBYET TOMb-
KO NOpaxXeHne NaHKpeato6unmapHoi 30Hbl);

— TUpeonanTa XawmmoTo (B Cry4ae U30N1POBAHHOM0 NOPAXKEHUS LUMTOBULHON Xenesbl)

Ecnu y naumenTa ecTb KpuTepUin BX0A4a U OTCYTCTBYIOT KpUTEPUM UCKKOHEHNS, NepexoanTe B wary 3
Lliar 3. Kputepuu BKNHOYEHUs

Tuctonorus:

— HemHopmarumeHas Guoncus; 0
— BbIPXEHHbIN MMM OLNTAPHBIA UHAUALTPAT; +4
— BbIPXEHHbIN MMM OLMTAPHBIA UHAUALTPAT U 06AUTEPUPYIOLLMI (he6uT; +6

— BbIPOXEHHbIN MMM OLMTAPHBIA UHAWALTPAT U Myapornofo6HbIN (CTOPUAOPMHbIN) GrUpo3 c/6e3 06auTepupyroLLMM (PneduTom +13
VMMyHOrucToxumms:

— cooTHoLeHue 1gG4+/1gG+ = 0-40% unu He onpegenseTcs™. 0

W yucno IgG4+ knetok 0-9 B none 3peHus npu 60MbLLOM YBENUYEHUN (fanee nNpocTo n/3):

1) cooTHowweHue 19G4+/1gG+ >41%. U yncno 1gG4+ knetok 0-9 B n/3p unm He onpenensetca™; VNN 2) cootHowenme IgG4+/1gG+ = +7
0-40% wnu He onpegensieTcs™.

W 4yucno IgG4+ knetok >10 B n/3p. 4

1) cootHoLweHue 19G4+/1gG+ = 41-70% W 4ncno 1gG4+ knetok >10 B n/3p;
W 2) cooTHowenve 19G4+/19G+ >71% W 4ucno IgG4+ knetok 10-50 B n/3p.

+16
1) cootHoLweHue 19G4+/19G+ >71% W 4ucno IgG4+ kneTok >51 B n/3p
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Liaru Ouenka
YpoBeHb /gG4 B CbIBOPOTKE KPOBY:
— HOpManbHbIA UK He ccneaoBancs; 0
— > HOPMAnbHOrO, HO <2 HOPM™*; +4
—2-5 Hopm™*; +6
—>5 Hopm™** +11
CoCTOsIHUE CIIE3HBIX, OKOIOYLLHBIX, MOJYEIOCTHBIX M MOAbA3bIYHbIX CIIOHHBIX XE1e3 C JBYX CTOPOH:
— He YBEJIMYEHbI; 0
— BOBAeYeHa 1 napa xenes; +6
— BOBJEYEHO 2 1 6onee napbl xenes +14
OpraHbl rpyaHoOi KNeTku:
— He UCCNeoBaNNCh UM OTCYTCTBUE NPU3HAKOB, MEPEYUCTIEHHBIX HIKE; 0
— YTOJILLEHME TKaHel N0 xo4y 6POHXOBACKYNAPHBIX MY4KOB U YTOMLLEHWE CENTanbHOM NeBpbl; +4
— napaeepTebpanbHble MArKOTKaHHbIE 06Pa30BaHMs BAOb NO3BOHOYHNKA +10
oKenynoyHas Xenesa n XenyHble npoToKN:
— He UCCNefoBaNNCh UKW OTCYTCTBUE NPU3HAKOB, MEPEYUCTIEHHBIX HUXKE; 0
— anchdysHoe (>2/3 pa3mepoB OpraHa) yBenm4eHne NomKenyLo4HON Xenesbl (yTepsHa 40nb4atocTb); +8
— onchdoy3Hoe yBenuyenne NoAKeNya04HON Xeneabl C NOSABNEHEM OPeonia MOHMKEHHON KOHTPACTHOCTM MO TUMY Kancynbl; +11
— N0601 13 BbILLENEPEYNCTIEHHBIX BAPUAHTOB MOPXEHUS NOMKENYA04HOI Xenesbl 1 6UAnapHoro aepesa +19
Moyku:
— He UCCNeoBaNNCh UM OTCYTCTBUE NPU3HAKOB, MEPEYUCTIEHHBIX HIXKE; 0
— TUNOKOMNNEMEHTEMUS; +6
— YTOALLEHNE NOYEYHbIX IOXAHOK/MATKOTKAHHOE 06Pa30BaHue; +8
— JABYCTOPOHHWE TMMNOAEHCHBIE 04arit B KOPKOBOM Crloe +10
3a6proLumMHHOE MPOCTPAaHCTBO:!
— He UCCNeoBaNNCh UKW OTCYTCTBUE NPU3HAKOB, MEPEYUCTIEHHBIX HIXKE; 0
— AN y3HOe YTONLLEHNE CTEHKM BPIOLIHOI a0pTbl; +4

— UMPKYNAPHOE UM aHTeponaTepanbHOe MArKOTKaHHOe 06pa3oBaHne BOKPYT MHGPapPEHaNbHOr0 0TAENA a0pThl MW MOAB3AOLIHLIX  +8

apTepuit

Lar 4. Mopacyet cymmbl 6annos

Cryyai MOXeT 6bITb KnaccugnymposaH kak 1gG4-C3, ecin:
CobnioaeH KpuTepuid BXoaa;

HeT Kputepues NCKNIOYeHNS;

Yucno HabpaHHbIX 6annos >20

*OTHOCMTCA K CnyYasm, Korga Mophosor He MOXXET TOYHO NOACYNTATb YMCNO KNETOK M3-3a AeheKTOB 0KPACcKN MMMYHOTMCTOXMMUYECKOrO npenapara, 0fHAKo MOXeT 6bITb

YBEPEH, 4TO ux Yucno 6onee 10 B n/3p.

**Y4nTbIBaETCS BEPXHEE 3Ha4YeHue pedhepeHca nabopaTopuu, B KOTOPOW NPOBOAMIOCE UccnefoBaHne IgG4 cbiBOPOTKM.

IOCTAaTOYHO BBICOKHME IMOKa3aTeau, MO3BOJISIOINE, C OIHOM
CTOPOHBI, CO3MaTh TOCTATOYHO OTHOPOIHBIE TPYIIITHI TAIleH-
TOB, a C IPYTOil — MUAarHOCTUPOBATH 3a00JIeBaHNE y OOTBIIH-
CTBa MalMEHTOB, CTPANAIOIINX JAHHO MMaTOJOTHE.

Illaz 1. Kpumepuii 6xoda: naiuuue munu4noi KAunu4e-
cKoti u paduoaoeuneckoii kapmunot IgG4-C3 uau xapaxmepnoii
namomopgo.o2uneckoli KapmuHsL 6 Opeane-MuuieHu

KommeHTapuii. JlaHHBIA KpuTepuii sBjsieTcsl o0siza-
TEJIBHBIM U B €70 OTCYTCTBUE NAbHEUINIA aJITOPUTM JMATHO-
ctuku IgG4-C3 HenpumenuM. HecMoTpst Ha GoJbIlve YUCIO
BO3MOXKHBIX KJIMHMYECKUX TPOSIBJICHUI, CO BPEMEHEM CTa-
J10 oueBUAHBIM, uTo Tipn [gG4-C3 Bce ke MpenMyIiecTBEHHO
MOPAXAIOTCs OIPE/ICICHHbBIE OPraHbl: OOJIbIINE CIIOHHBIC Xe-
JIe3bl, CJIe3HbIe XXeJe3bl, MOMKeTyI0YHas XKee3a U KeJTIHbIe
MOTOKH, 3a0pIOIIMHHAs KJIeTYaTKa W KPYIHbIE COCYbl (aop-
Ta), Touku, jerkue [10—14]. [TopaxkeHue HEKOTOPBIX Opra-
HOB, HaIlpyUMep, IMUTOBUIHOM XeJie3bl, BCTpeyaeTcsl HeyacTo,
HO MOXET OBbITh Creur(PUUHBIM (CKICPO3UPYIOIINNA THPEO-
ouT Punenst) ¥ mosToMy BKJIIOYEHO B YMCIIO TUITUYHBIX MPO-
apnenuil 1gG4-C3. K xapaktepHbiM nposiBieHusiM 1gG4-C3
OTHOCSITCS YBEJIMUCHUE WM OIMYyXOJIeNOA00HOe TMOpaxeHUe
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opraHa, KpomMe: 1) XXeJTYHBIX TTPOTOKOB, TIe TMpeodamaeT cy-
KeHUe TPOTOKOB; 2) a0PThI, [JIe TUITMYHO YTOJILICHUE CTEHOK
WM aHeBPU3MATHUYECKOE paclliupeHue; 3) Jerkux, B KOTOPbIX
0OBIYHO BCTpEYAETCs YTOJIIIIEHUE OPOHXOBACKYJISIPHBIX MTyYKOB
[9]. [Matomopdonornyeckass AMArHOCTUKA (TUCTOJIOTMYECKOE
U MMMYHOTMCTOXMMUYECKOE MCCIIEIOBAaHUE OCTAeTCsl Kpaey-
roJbHbBIM KaMHeM nuarHo3a IgG4-C3. YuurteiBasg 0cOOEHHO-
cTh KIMHWYecKoi KaptuHbl 1gG4-C3, xapakrepusylomnmecs
00pa3oBaHMEM OIyXOJIETIOAOOHBIX Y3JI0B B Pa3HBIX OpraHax
MalMEeHThl YaCTO MOABEPralOTCS HEOMpPaBIAaHHBIM XUPYprude-
CKMM BMEUIATEJILCTBAM IO MTOBOJY MPEANOJIIaracMOi OIyXOJIH.
C npyroil CTOpOHBI, BCeTna ClenyeT COXPaHITh OHKOJIOTHUYE-
CKYI0O HACTOPOXEHHOCTb, OCOOEHHO YYMTHIBasi BO3MOXHOCTh
accoumanum IgG-C3 ¢ onmyxonsiMu, 0COGEHHO JTMM(OTIPOIIH-
depatuBHbME [15, 16]. OqHOI 13 BaXHBIX 3a1a4 ObLIO CO3a-
HME TaKUX KPUTEPUEB, KOTOPbIC MO3BOJISUIA Obl B TUITUYHBIX
ciyJasix moctaBuTh quarHos3 IgG4-C3 6e3 6uorncuu, o0co6eHHO
B CJIy4asix MOPaXeHUsI OPraHOB, MPOBEACHUE OUOTICMM KOTO-
PBIX COTPSIKEHO CO 3HAYMTEIbHBIM PUCKOM TSI 3I0POBbsI Ma-
ureHToB [9]. OgHako, 1Mo HalleMy MHEHUIO, BO BCEX CITyJasix
cJielyeT CTPEMHUThCSI K MOP(DOJIIOTMUECKOMY TOATBEPXKICHUIO
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nuarHo3a 1gG4-C3 ¢ nmpuMeHeHMeM MMHUMaJIbHO MHBa3UB-
HBIX BMelaTeabCeTB [11].

Illaz 2. Kpumepuu uckarouenus

HoBble xputepuu, moxanyii, eNMHCTBEHHBIE B peBMa-
TOJIOTMH, KOTOPbIE BKIIIOYAIOT «KPUTEPUHU UCKIIIOYeHNs»>. [1pu
BBISIBJIEHUU JTIIOOOTO M3 HMX TALIMEHT HE MOXET OBITh Kilac-
cudunmpoBad Kak crpagaomuii 1gG4-C3 [9]. OgHako KoM-
TJIEKC HEOOXOMMMBIX aHAJTM30B U TOTIOJTHUTEIBHBIX «BU3YaJIH-
3aIIMOHHBIX» MCCIENOBAaHUI OTpenesieTcsT JieyaluM BpauoM
B 3aBUCUMOCTM OT JIOKIM3ALIMU MOPaXEeHUsT U UMerouleics
CUMINTOMAaTHKH. B 3TOM pasmese onpenessiorcss paMKu qud-
depeHLMaNTbHOrO AMarHo3a, HaloOMHUHasi Bpauy O Haubosee
yacThIX 3a0oyieBaHusX, HanmoMuHatomux IgG4-C3. K HuM oT-
HOCSITCS 3JI0KaYeCTBEHHBIE OMyX0Ju 1 aumdbornponudepaTus-
Hble 3200JIeBaHMSI, CUCTEMHbIE BACKYJIUTHI, ACCOLIMMPOBAHHbBIE
C aHTUHEUTPODWIBHBIMUA LIMTOIUIA3MATUYECKUMH aHTUTEIA-
mu (AHILA-CB), npyrue peBmaTuueckue 3abosieBaHus (00-
ne3nsb lllerpeHa, cucteMHast KpacHasi BOTYaHKA), PEIKUE 3a-
GoneBaHUsI, TaKue Kak O60e3Hb Dpareitma—Yecrepa u npyrue
BapUaHThl THCTUOIUTO30B, MYJbTUIICHTPUISCKUIA BapuaHT
oone3nu Kacrinemana. Yacrora BbISIBIIEHUSI KPUTEPUEB UCKITIO-
YeHUs B BaJlMJALMOHHBIX KOroprax mamueHtoB ¢ IgG4-C3
He npeBbimana 2% [9].

Knunuueckue kpumepuu uckarouenus. 1gG4-C3 no cBoeit
CYTH SIBJISIETCSI JOOPOKAYECTBEHHBIM COCTOSIHUEM, IUISI KOTO-
pOro XxapakTepHO MeIJIEHHOE MPOTrpeccupoBaHUE MATONIOTUYE-
CKOTO TMpoliecca B TeUeHNE MHOTUX MECSILIEB U JaXxe JIET U XO-
po1uii «oTBeT» Ha Tepanwuio [1, 11, 17]. [TocKoIbKY OCHOBHBIM
nposBieHueM IgG4-C3 sBnsgeTcs MOSBIEHUE «ILTIOC»-TKaHU,
B KIIMHYECKOU KapTUHe 3a00JIeBaHUS B TIEPBYIO OUEpeb Tpe-
00J1a1al0T CUMIITOMBI CIABIeHUs (MTPU TTOPaXeHUW BHYTPEH-
HUX OPTaHOB) W BU3yaJIbHbIE TPU3HAKY YBEJIMUEHUST PACTIONO-
>KEHHBIX TTOBEPXHOCTHO opraHoB [11]. Haiinure BoipakeHHBIX
KOHCTUTYLIMOHAJIBHBIX CUMIITOMOB, (heOpMIbHOM JIMXOpaI-
KM, TIoxynaHusi He xapaktepHo mst 1gG4-C3 u Bcerna 10K-
HO 3aCTaBJISITh MPOBECTU JAOMOJIHUTEIbHBIC UCCIEAOBAHMS TSI
MCKJIIOYEHUS APYruX 3a00J1eBaHUi1, B IIEpBYIO ouepeab MH(EK-
LIMOHHBIX U OHKOremarojoruueckux [1, 11, 18].

Tepanusa earoxoxopmurxoudamu (I'K). Bce mposiBie-
Husa IgG4-C3, 3a UCKITIOUEHUEM TSKEJIbIX (hMOPO3HBIX U3Me-
HeHu#l (3a0prommHHOr0 GMbPO3a, CKIEPO3UPYIONIETO ME3EH-
Teputa), Xopoiro nogmarorcd tepanuu 'K [1, 9, 17, 19]. TK
CUYMTAIOTCS IIPerapaTaMy «II€PBOi TMHUM» U HAMOOJIEE PO~
KO ucnob3ytorcs s aedenus [gG4-C3, nosromy ahdhekTus-
HocTb Tepanuu ['K Obuta BHeceHa B KpuTepuu. BreipaxxeHHOe
yiaydiieHue (KIMHUYEeCKoe, OMOXMMUYECKOe, PEeHTIeHOJIO-
ruyeckoe) u/mim pemuccust Ha ¢oHe tepanuu 'K B crapro-
Boit mo3e 30—40 mr/cyr (0,6 Mr/Kr Beca) mpeAHU30I0HA (WK
ero 3KBUBajJieHTa) Habmonaercsa y 84—94% malueHTOB Yepe3
3—6 Mec. JieueHus1, a y MAlMeHTOB C ayTOMMMYHHBIM MaHKpe-
atutoM 1 tuma (AWII1) mo 100%, 3HAYMMBI KIMHUYECKUI
3¢ deKT MOXHO HaOI0AaTh yKe Yepe3 3—4 Hel. OT Havaa Te-
parmmuu [17]. OtcyrctBue 3¢ deKTh HabIomaeTcss MeHee, YeM
y 2% nanuentos ¢ IgG4-C3 [1]. K coxanenuto, tepanus 'K
COTpSIKeHa C BEICOKMM PUCKOM HEXeTaTeIbHBIX JIeKapCTBEH-
Heix peakuuit (HJIP) u peuuausos 3aboseBaHus. [loatomy
MBI pa3paboTaau KOMOWMHUPOBAHHBIE CXEMBI Tepalid HU3KH-
mu go3amu 'K n nuroctaTnkamu (UKIoGochaMuIoM) 1/ in
aHTU-B-Kj1eToOuHbIM NpenapatoM putykcumadbom (PTM) mns
neueHus IgG4-C3 [20, 21]. ITo HammM AaHHBIM, IPUMEHE-
HHUE 3TUX cxeM He ycTymnaetr B apdexkTuBHoct I'K. ¥V «Heot-
BETUMKOB» Ha aJlbTEPHATUBHYIO CXeMy Tepanmuu HeoOXxoauma
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neTaabHasl OIeHKAa KIMHWYECKO-MOPGOIOTUISCKUX W PEeH-
TreHOJOTMYECKUX JaHHBIX Ul UCKJIIOUEHHUS IPYroro 3aboJe-
BaHus. CrenyeT MOOUYEPKHYTh, YTO CIyyaud W30JIMPOBAHHOTO
cHxeHus IgG4 chIBOpOoTKY Ha (poHe Tepanuu 6e3 3HaUMMOM
KJIMHUYECKOM, J1abopaTOpHOi (OMOXMMUYECKONM: CHUKEHUIA
MeYeHOYHbIX (pepMeHTOB U OuaupyouHa npu AWII1) u peH-
TIeHOJIOTMYECKONW AVMHAMUKHU HE JOJKHBI TPAKTOBAThCS Kak
yaydimeHue [9].

Llumonenus. Ans nauneHToB ¢ IgG4-C3 He xapaKTepHBI
U3MEHEHUsI CO CTOPOHBI TepuhepruIecKoil KpOBHU, 32 UCKITIO-
yeHueM yckopeHuss COD U MOBBIIIEHUS Yucaa 203MHODUIOB
(HO He Oosee 3%10°/m) [11, 18]. JIeiikomneHust, TPOMOOIUTO-
TIeHMsI, BRIpaXKeHHAsT aHEMMsI BCETA JTOJDKHBI OBITh ITOBOIOM
IUTST UCKJTIOYEHUST IPYTOTO PeBMATHMUYECKOTO WUIM TeMaToJIOTH -
yeckoro 3abosneBanusl. [1py moBbllIeHUN YKcaa JEHKOLIUTOB,
U3MeHeHUU (opMyJIbI KPOBU HApsIAy C MOBBILIEHUEM YPOBHSI
MapkepoB BocnajieHus (C-peaktuBHoro 6eynka — CPB) Heo6-
XOJIMMO MCKJIIOYATh B MEPBYIO ouepenb MH(MEKIMOHHbIE 3200-
JIEBAaHMS U CUCTEMHBIE BACKYTUTHI.

Aymoanmumena. BrigaBieHue moo6bix ayroantuten (AT),
crienuUIHBIX U IPYTUX PEeBMATUIECKUX 3a00JIeBaHUIA SIB-
JIETCSL «KpUTEpPUEM MCKIoueHust». Ilpu atom y 22—32% ma-
1eHToB ¢ IgG4-C3 MoryT 0OHapyXMBaThCs CPEIHUE U BBICO-
KUe TUTPHl aHTUHYKIIeapHoTro dakropa (AH®) u noBsIieHUE
peBMaTougHoro dakropa (P®) [11, 18], BeISIBICHUST KOTOPHIX
(Hapsiny ¢ AT k mutoxoHmpusMm, AT K rmaakoi MyckysaTy-
pe u antudochoaunuaHbix AT), He SIBISIETCS «KPUTEPUESM»
HUCKIIoYeHus [9].

Huddepenumanbias nuarHoctuka IgG4-C3 u AHLIA-
CB, ocob6enHo rpaHyiemaro3sa ¢ monuanruutom (I'TIA), moxer
MpPeaCTaBIsITh 3HAYMTENbHbIE ciiokHOCTU. [Ipu I'TIA, nomu-
MO CXOKMX JIOKaIuiil (TTopaxkeHne opouT, MPUIATOTHBIX ITa3yx
HOCa, TBEPIO MO3TOBON OOOJOYKM) M YACTOTO TTOBBIIICHUS
ypoBHSI chiBopoTouHOoro IgG4, y Tpetu mamueHTOB B Mopa-
>KEHHBIX TKaHSX BbISABISETCS BbicoKoe uucio 1gG4+ kietok
u GubpPo3, KOTOPHIE MeCTaMH MOXET HallOMUHATh «Myapo-
BBl y30p» [8, 22]. B TO ke BpeMs y HeOOJIbLIOro Yucia ma-
nueHToB ¢ IgG4-C3 6e3 Kakux-1100 MPU3HAKOB CUCTEMHOIO
BaCKYJIUTa, B TOM Yucjie MOP(HOIOTMYECKHUX, OITUCAHO BhISIBIIE-
Hue Hu3KKnX TuTpoB AHLIA (1o HammM maHHbIM, 10 6%) [11,
23]. B HacTosiILIMii MOMEHT aKTUBHO 00CYXJIaeTcsl BOIIPOC Cy-
mectBoBaHus cyotuna I'TIA, cBA3aHHOTO ¢ MOBBIIICHHOU Ce-
kpeuueit [gG4, 1 BO3MOXHOCTb COUETaHUST ABYX 3a00IeBaHUI
y omHoro maumeHTa [22, 23]. O6GHapyXeHUEe J1abOpaTOPHBIX
MapkepoB BocnanieHus (CPB, neiikonnros), cnennpudecKux
MOPGOTOTUIECKUX TIPOSIBIIEHNH (TpaHyJieMaTO3HOE BOCIIAe-
HMe, TUTAaHTCKUE KJIETKU, HEUTpOMUIbHbIE MUKPOAOCIIEeCCHI,
HEKPOTU3UPYIOIIUI apTepuunT) MO3BOJISIET TIpoBecTH nudde-
pPeHIMaIbHbII UarHos [8,24].

AnT-R0/SSA m antm-La/SSB wame Bcero BcTpeya-
1otcst mpu cuHapome Ilerpena (CIL) u cucremHoli KpacHOM
BoimyaHke (CKB). bonesnr Mukynuua, Kiaccuyeckoe 3a00-
neBaHue crnekrpa IgG4-C3, HeKoTopoe BpeMsl paccMaTpuBa-
Jach Kak cyortur nepsuyHoro CIII, omHako mo3xke ObLTO 10Ka-
3aHO, YTO 9TO ABa OTHEJIbHBIX 3200JIeBaHMS, PA3TAYAIOIINXCS
10 KIIMHUYECKOMY T€UEHUIO, MOP(DOIOTUIECKUM TIPOSBIIEHU -
M, 3G dEKTUBHOCTH Tepanuy, 9acTOTe Pa3BUTHS OCIOXKHE-
HUi 1 TporHo3y [25—27]. O6HapyxeHue aHTH-Ro/SSA Bxonut
B Kiaccudukanmronnsle kputepun EULAR/ACR [28] u poc-
cuiickue kputepuu CII [29]. Ompenenenne antH-RO/SSA,
a Takke CIelMaJIM3UPOBaHHbBIC METOIbI BU3YaTU3alliH CITIOH-
HBIX 3kese3 (cuanorpadusi) B OOJBILIMHCTBE CJIydyaeB IMO3BOJISI-
eT npoBecTu auddepeHLManbHbIii guarHo3 mexay IgG4-C3
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u CII. HanmpuMmep, He CMOTpSI Ha CXOXECTh YJIbTPa3BYKOBOM
KapTUHBI B CIIOHHBIX kese3ax, npu I1gG4-C3 He BcTpeuyaeTcs
MapeHXMMAaTO3HOro MapoTUTa IO JaHHBIM cuanorpagum [11,
30]. I[pu aTOM MosoXkuTeNbHbIE aHTU-R0/SSA BcTpevaroTcs
y 4—7,5% mnauueHTOB ¢ «Kinaccuyeckum» IgG4-C3 6e3 mpu-
3HAKOB CHUXEHUSI CEKPETOPHOI aKTUBHOCTU XKeje3, MapeH-
XMUMAaTO3HOTO MapoTUTA U JTUMDOINMUTENNATBHBIX TTOPAXEHU I
B TKaHU CJIIOHHBIX XeJe3, xapakTepHbix mist CIHI [11, 18, 31].
HHTrepecHo, yTo B oimunu oT aHTH-Ro/SSA, antu-La/SSB
pu IgG4-C3 He o6HapyxXeHs [11, 18].

Penmeenonocuueckue npusnaxu. PeHTreHONIOrMyecKumMu
«KPUTEPUSIMU UCKITIOUEHUSI» SIBJISIIOTCS OYard, TOIO3PUTETh-
HbIe Ha 3JI0OKAYeCTBEHHYIO OITyXOJIb MM MH(MEKIIMOHHbIEe, Ha-
JIMYMe HeKpo3a, MOJOCTU B 00pa30BaHUM, IIOBBIIIICHHAST BACKY-
JIpU3alus oyara, 3K30(UTHBIN POCT, XUIKOCTb B OPIOLIHON
MOJIOCTU W/WIA MajloM Ta3y, ObICTpas PEHTIeHOJOrnyecKasi
nporpeccust (B TeyeHue 4—6 Hem), HAIMIME OCTEOCKIEPOTHU-
YecKMX M3MEHEHUN B KOCTSIX, FeHepaiu3oBaHHasl aumdbanie-
HOMaTwus, CIUIeHOMeranus 6ojiee 14 ¢cM (B OTCYTCTBUE TIPU3HA-
KOB TIOpTaJIbHOU TutiepTeH3uun) [9]. Metonsl Bu3yanuzanuu,
OCOOEHHO MYJBTUCTIMPANbHAS KOMITbIOTepHAsT ToMorpadust
(MCKT) 1 MarHUTOpe30HaHCHAsI KOMITbIOTepHAsI TOMOTpadust
(MPT), urpatoT orpoMHO€ 3Ha4€HHE€ B MOCTAHOBKE AUArHO-
3a, nipoBeneHun auddepeHimanbHoi auarHoctuku IgG4-C3
U oueHke a¢hdexkTuBHOCTH Tepanuu. [Ipencrasisercs uene-
coo0pa3HbIM OoJiee MOAPOOHO OCTAHOBUTHCSI Ha BBISIBJICHUU
JuMdaneHonaTs U KOCTHBIX moBpexaeHuit npu 1gG4-C3.

Jlumgadenonamus 9BNsSeTCS YacTOM HAxOAKOW TIpHU
IgG4-C3. Yacrora ee oOHapyXeHMsI B Hallleil KOropre Iaiu-
eHToB ¢ IgG4-C3 cocraBuia 34,6%, a y HEKOTOPBIX GOJbHBIX
nuMdaneHonaTus HOCWJIA MACCUBHBIN, TeHEpaTu30BaHHBIN
xapakTtep [11]. Takue caydan TpyaHbI 1is nuddepeHInaTbHOM
MVArHOCTUKY U TIAIIMEHTHI YaCTO HAOTIOMAIOTCS y TeMaToiora
¢ nuarHo3om 6omne3nn Kactiemana (BK) wiu 3mokadectBeH-
HOU TUM(OMEI U TTOJTyYaloT arpecCUBHOE U Maio3¢heKTUBHOE
neueHue. bK — penkoe numdonponndepatruBHoe 3aboseBa-
HMe, KOTOpPOoe KJIACCU(MDUITMPYIOT IO TMCTOJIOTUIECKOMY THITY
TopaxkeHust JTMMGbOY3JI0B Ha IIa3MOKJICTOYHBIN BapHaHT, TH-
QJTMHOBO-BACKYJISIPHBIN U cMelIaHHbli. [lanueHTs! ¢ iasmo-
KJIETOYHBIM WJIM CMEIIaHHbIM BapUAaHTOM YacTO MMEIOT CHU-
CTEeMHOE TopaxkeHue JUMGaTUYECKUX Y3JI0B U MOTYT UMETh
SKCTPAHOMYJISIPHBIE OYaru, Tak Ha3bIBAeMBbIil MYJIbTULIEHTPU-
yeckuii BapuaHT BK (MBK) [32, 33]. MBK MoxeT ObITh TPOSIB-
JIEHWeM TIapaHeoIIacCTUIECKOTO IMpo1iecca, OBbITh CBSI3aH C UH-
(exumeit BUpycoM reprieca 4eaoBeka 8 TUTIA, ayTOUMMYHHBIMU
3a00JIeBAaHUSIMU, 2 MOXET HOCUTh MANOIATUIECKUI XapaKTep
(uMDBK) — BapuaHT Haubosee CIOXHBIA [JI TUArHOCTUKU
[32]. IIpu uMBK naromopdonornyeckass KkapTuHa B Jumda-
TUYECKUX y3jax ObiBaeT HeoTanuuma oT IgG4-C3, a obHapy-
xeHue IgG4+ KineTok B TKaHU U/uiu noBbleHue 1gG4 B chl-
BOPOTKE (Y HEKOTOPBIX MAllMEHTOB C MPEBBIIIEHUEM BEPXHEU
TPAaHULIBI HOPMBI B AECSATKU Pa3) SIBIsIETCS] YAaCTOW HaXOAKOU
|33, 34]. B cBsSI3u ¢ 3TUM, COMIACHO MEXAYHApOJHOMY KOH-
ceHcycy, ouorncus aumdoysna npu IgG4-C3 He mocraToyHa
U1 MOP(OJIOTUYECKOTO TOATBEPXKACHUST AMArHO3a, W BCeT-
na TpedyeTcsl IpoBeIeHNe OMOTICUY SKCTPAHOMYISIPHBIX OYa-
roB [8, 9]. Mopdororu aAByX Benylmux MEIULIMHCKUX [IEHTPOB
Amepuku W SMOHMM TIpOBENW BaxKHOE WCCIIeNOBaHUE, 3a-
KiItoyampnieecss B 0OMeHe MOpGhOJIOrMYecKUMHU MpenapataMu
60 marmeHToB (110 30 ¢ KaXI0# CTOPOHBI) C MTPEaIoIaraeMbIMU
nuarHodamu I1gG4-C3 (no 15 nauuenTto) u uUMBK (1o 15 ma-
uneHToB). [Ipy 3TOM KIMHWYECKWE AaHHbIE, B TOM YMCJIE Ja-
GopaTopHbIe, UccaeaoBaTeIsIMU He packpbiBaiuch [35]. TIpu
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nepecMoTpe Bcex 15 ciiyyaeB, paclieHEHHBIX STTOHCKUMU MC-
cienoBaresiMu Kak UMBK, ameprkaHckue MopdoJioru npu-
IIJTM K BbIBOLY OO OTCYTCTBMU CIELMGUUECKON KapTUHBI,
XapaKTepHOM ISl JaHHOTO 3a00j1eBaHus. TakuMm o0pa3oM, au-
arHo3 UM BK nokeH 6bITh B OCHOBHOM KJIMHUYECKUIA 1 JIUILb
MOIKPEIUIAThCS pe3yJbTaTaMu MOP(OJOrMYECKOTO HCCeno-
BaHwus. [1Tpu uMbBK spkas kiuHu4eckass KapTuHa 00yCI0OBJIe-
Ha MPOSIBJIEHUSIMA CUHIPOMA «ILIATOKMHOBOTO IITOPMa», C TH-
MepIpOAyKLKEN HHTEPJIeiKHA 6 1 (paKkTOpa pocTa SHAOTEIMS
cocynos [32].

Cummempuunoe nopajiceHue oOuapusoe OAUHHBIX MpYO-
ygamoelx Kocmeil (4allle TojieHei) Mo TUIMY CKJIEPOTUYECKUX,
a MHOT/IA M OCTCOJIMTUYECKHUX OYaroB SIBJISICTCS XapaKTePHBIM
nposiBlIeHueM 06o0se3Hu Dpareiima—Yecrepa — penkoro Buaa
HeJIaHTePraHCOKJIETOYHOro ructuonurtosa [36]. IlaumeHTh
¢ Oone3nublo Dpareitma—Yecrepa u IgG4-C3 Moryt umeTthb
CXOIHbIE KIMHUKO-Ja00paTOpHbIe MPOSBICHUsI, BKJIIOYAIO-
1IMe MmopaxeHue 3a0pIOIIMHHON KJIeTYaTKU (110 TUITY 3a0pio-
IMHHOTO (ubpo3a, mepuapTpuTa), IMCEBIOTYMOP OpPOUTHI
rnasa, runepnponykuuio IgG4 [36, 37]. Iooxonsl Kk mudde-
PeHIMATLHOM TUarHOCTUKE 3THX 3a00JIeBaHUIA OBLIN OITUCAHBI
Hamu paHee [37]. [Topaxenue Kocteit mpu bOY — oguH 13 Ha-
nboJiee YaCThIX, PAHHUX U CITe(UIECKUX TPU3HAKOB 3a00J1e-
BaHUSI, IO3TOMY UMEHHO OH BHECEH B KPUTEPUH UCKITIOUCHMS
KK, nposiBisieTcs yaie Bcero 6omsamu [36, 37].

Mopghonoeuueckue npusnaxu. PekoMeHaauuu 1o mnocra-
HOBKe Mopdonoruueckoro auarHosa IgG4-C3 noapobHo u3-
noxeHbl V Deshpande ¢ coaBr. [8]. BoisiBIeHe «MOHOTUITAY-
HOCTH» THCTOJIOTUYECKOM KapTUHBI U PECTPUKLIMS ®/A-1IeTeit
Npy UMMYHOTMCTOXMMHYECKOM MCCJIENOBAaHMU TpeOyloT
WCKJTIOYEHMS 3JI0KAYeCTBEHHBIX 3a0oseBaHmii. HeTpoduib
(TpenMyILIeCTBEHHO B TKAHU JIETKMX) U THUCTHOLIUTHI MOTYT
JIUIIIb B HEOOJBIIOM KOJWYECTBE MPUCYTCTBOBATh B MH(WIIb-
tpare 1ipu 1gG4-C3. [Ipu GoIBIIOM KOJTMYECTBE TUCTUOIINTOB
BCer/a cliefyeT UCKIoYaTh rucTuonuto3. Hannuue pubpuHo-
MIHOTO HEKPOTU3UPYIOIIETO BaCKYyJIUTa, HEKPO30B, BIPAXKEH-
HOTO I'paHyJIeMaTO3HOIO BOCTIaJIeHNEe, TUTAHTCKMX MHOTOSIIEP-
HBIX KJIETOK 00BIYHO MCKJTtouatoT nuarHos IgG4-C3 [8, 9].

Jlpyeue 3aboneéanus. Hanuuue y maimenra MBK, Boc-
MaJIUTEIbHBIX 3a00eBaHuit KuiieyHuka (B3K), Bkiovas 60-
Jie3Hb KpoHa MM sI3B€HHBIN KOJUT, TUPEOMONUTA XAIIUMOTO
(B citydae eciu IIMTOBUIHBIE XKeJe3bl — eMMHCTBEHHBIN TTopa-
JKEHHBII opraH) sBsieTcs KpuTepreMm uckKitoueHust. B3K ga-
CTO aCCOLMUPYIOTCSI C ayTOMMMYHHBIM TTAHKPEATUTOM 2 THUIIA
(AUI12), B osimune ot AUII1, mpu KOTOPOM OHU HE BCTpeda-
forcs [38]. AWII2 — ocoOwlif BUI TTaHKpeaTuTa HEM3BECTHOM
3THUOJIOTUH, aCCOMMPOBAHHBIN ¢ (DOPMUPOBAHMEM TPaHYJIO-
IUTApHBIX (HEUTPODWIBHBIX) SMUTETUAIBHBIX TTOpaXKeHUN
B TTOIKETYIOYHOI Xejle3e U He CBSI3aHHBINM C TUIepCeKpel-
eit IgG4 [39].

B Hacrosiiiee Bpemsl TOJIBKO CKJIEPO3UPYIOLIMIA TH-
peounut Punmens npusHaeTcsi B KayecTBe  IPOSIBJIE-
Hus IgG4-C3. Bonipoc o ToM, gBisieTcss U (UOpPO3HBINM Ba-
pMAHT TUpPEOUIUTA XalIMMOTO OpraHocreuuIecKum
npossieHueM IgG4-C3, mmpoko obcyxmaercs [40, 41]. Tlo
HOBBIM KJIACCU(DMKAIIMOHHBIM KPUTEPUSIM OTH TTALIMEHTHI
He MOTYT OBITh K1accuuumpoBaHbl Kak 1gG4-C3.

Ilaz 3. Kaaccugpukauuonnsie kpumepuu

Kpumepuu eéxawouenus cocTosT U3 8§ TOMEHOB (THMCTOJIO-
TMYEeCKU, UMMYHOTMCTOXMMUYECKUI, CEpOJIOTUUYECKUI, CO-
CTOSIHUE OPTraHOB TOJIOBBI M ILIEU, OPTAaHOB TPYIHOM KIJIETKU,
MOKETYIOYHOM XKeJie3bl, IToYeK, 3a0pIOIIMHHON KJIETYaTKN),
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OMNKChIBAIOIIMX TUMTMYHbIE Tpu3HaKu 1gG4-C3. Kaxnblit mpu-
3HaK CTPaTU(GUIIMPOBAH IO CTENEHU BBIPAXKEHHOCTH U3MEHEe-
HMI C MPUCBOEHUEM COOTBETCTBYIOLIEro 6asa. [1pu Hammaum
HECKOJIbKMX MPU3HAKOB U3 OJHOTO TOMEHA CUMTAETCS TOJIBKO
MPU3HAK ¢ MAaKCUMaJIbHBIM OauioM [9].

Mopdgonoeuueckue domensvi. Ilpy TOCTAHOBKM OUArHO-
3a IgG4-C3 mopdonornyeckoe U MMMYHOTHMCTOXMMUYECKOE
uccienoBaHue TUMMATIYECKUX Y3JI0B, XKeTyT0IHO-KUIIIETHOTO
TpaKTa, HOCOTJIOTKU M KOXHW He ucnois3ytores 8, 9]. st kop-
PEKTHOTO TIPUMEHEHUST KPUTEPHEB HEOOX0MMMa TOTHasI OIleHKa
yucia IgG4+ knetok u cootHomenue IgG4+/IgG+ xeTok (Ta-
omuua 1). Ins otenku yncna IgG+-kiieTok peKoMeHI0BaHO UC-
nosab3oBaHue aHTuTeN K IgG i k CD138 (cuHaexkaH-1, — onuH
M3 OCHOBHBIX MapKepOB, MCIOIb3YeMbIX TIPH MPOTOYHO-IIMTO-
METPUUYECKOM aHaIM3€e MJIa3MaTUIYeCKUX KIEeTOK) [9].

Ceponoeuueckuii domen. IloBbiienue 1gG4 B chIBOpOTKE
KPOBU — MPU3HAK HE crieunuueckuil, HO BBICOKO XapaKTep-
Hbli 1151 IgG4-C3 [ 5, 6]. UeM BblllIe €T0 ypOBeHb, TeM OOJIbIIAs
criennUIHOCTh U HEeTaTUBHAs TpelncKasaTeabHash LIEHHOCTh
aroro mokasarens. Tak, mo maHHeIM KH Yu u coasrt. [42],
YYBCTBUTENLHOCTD, CHEIU(MUIHOCTD, TOJOXUTENbHAS TIPO-
THOCTUYeCKasl IIEHHOCTh W OTPUIIAaTeNIbHAsT TIPOTHOCTUYECKAast
LeHHOCTh 15T ypoBHS 1gG4 chiBopoTKu 60s1ee 1/2/3 HopM co-
crapnsiet 86/75/63, 77/94/98, 18/43/68 u 99/98,/98% cootrseT-
CTBEHHO [42]. laHHbBIe, Kacalolluecsl OrpaHUYEHUI IPU OIpe-
NeJIEHUM TaHHOTO MapKepa M 0COOEHHOCTEI ero OIpeneeH s,
MpeAcTaBIeHbl B 0030pax [6, 43].

[lopasicenue opearnog eonoswr u weu. Cpeau Bcex JOKaU-
3auuii ipu IgG4-C3 Gonbliue caroHHbIE (OKOJIOYIITHbBIE, O/ -
HIDKHEYEITIOCTHBIE, TTOAbSI3bIUHbIE) U CIEe3HBIE XeNe3bl 1Mo Ya-
CTOTEe TOpakeHMsl 3aHMMAlOT Bemymiee mecto [10, 11, 14].
VBenuueHue xene3 MOXeT ObITh aCHMMETPUIHBIM, HO B OO0JIb-
IIWHCTBE NBYCTOpOoHHee. [lopaxeHue CITIOHHBIX W CIEe3HBIX
JKeJie3 yCTaHaBIIMBaeTCsl Ha OCHOBAaHWUM OCMOTpa W/WJIU JIO-
MOJHUTENbHBIX MeTonoB Buszyanuzauuu (MCKT, MPT, no-
3UTPOHHO-3MUCCUOHHAs1 ToMorpadus) [9]. YiabrpasBykoBoe
HCCIIeNOBaHUE CIIOHHBIX U CIE3HBIX JXeJle3 — MePCIeKTUBHBIN
METOJl, OTHAKO B HACTOSIIIIee BPEMsI OH He BXOIUT B PEKOMEH-
JOBaHHBIE IS CKPMHUHTA METOJbl UCCIIEOBAHMS MAallUEHTOB
¢ npearnojaraeMbiM auardHo3om IgG4-C3.

Tlopaxcenue opeanoe epyonoii kaemku. Ilo maHHBIM
MCKT opraHoB rpyaHoOM KJIETKH TTOPaKeHUs JIETKUX U TUIeB-
pPBI, BCTpeYaroTcsl y MOJOBUHBI manueHToB ¢ 1gG4-C3 [11].
Nmenno MCKT pekomeHaoBaHa aJist 00CIeI0BaHUS allueH-
ToB ¢ IgG4-C3, TaK Kak CTaHmapTHasl peHTreHorpadust Majao
nHpopmatuBHa [9]. IgG4-cBsi3aHHBIE TOpPAXKCHUS JICTKUX
KpaitHe pa3HOOOpa3HbI, HO HAaMbO0JIee YacTO BBISIBIISIIOTCS YTOJ-
IeHNe U YIUTOTHeHUE TKaHel TI0 X0y COCYIMCTO-OpOHXATb-
HBIX TIYYKOB (TaK Ha3bIBaeMbIii OPOHXOBACKYJISIPHBIA THIT)
U cenTajJibHOE yToJjlIeHue MieBpsl [9, 44]. D Inoue u coasrt.
[14] onucanu xapakrepHoe mjs 1gG4-C3 nopaxeHue TpyaHOM
KJIeTKM B BUIE MSITKOTKAHHBIX MpoaojbHbIX (band-like) ma-
paBepTeOpajbHbIX oOpa3oBaHuii [14], 0OBIYHO OIHOCTOPOH-
Hee, PacIioaramolleecs: IPeMMyILIECTBEHHO C MPaBOil CTOPOHBI
Ha ypoBHe Th8-Th11 u 6e3 okyTbiBaHUs aopTHI [9, 14].

[lopaxcenuss nodxcenydouHoil yHcenesvl U NEHEHOUHbIX NPO-
mokog. AUTT1 — knaccuueckoe niposieieHue 1gG4-C3, ¢ koTo-
pOTO HayaJloch M3ydeHWe NAHHOTO 3aboyieBaHUS. TUTTUIHBIN
BU nomxkenynouHoit xenessl npu AWUIIL, no nanueim Y3U,
MCKT wiu MPT — nuddysHoe «cocruckooOpa3HOe» yBEIU-
YeHUe BCEU TOMKEIYTIOYHOM Xelle3bl C ToTepeil IoJbYaTo-
CTH, CO CHUKEHUEM €€ TUIOTHOCTU, 6e3 pacIllMpeHtsl IJIaBHOTO
nankpeatuyeckoro nportoka (I'TIIT) [38, 45]. dopmupoBaHue
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«TUTTOMHTEHCHBHOTO OpeoJia» IO THITYy KaIlCyJIbI BOKPYT mud-
¢y3Ho yBenuueHHoi I12K — mMaTOrHOMOHWYHBINM IPU3HAK
AMII1 [38]. [Tpu hokanbHOM/CErMEHTAPHOM yBEJIUUYEHUE MO~
XKeynouHoi xene3nl u/unu paciumpenuu I'TII Bcerna Heobxo-
IMUMO TTPOBOAUTD MU depeHIIMaTbHbBIN IUarHO3 ¢ aneHOKapLIM-
HOMOM MOMXKeTyIOUHOM Xeje3bl. CKIepO3UPYIOLINiA XOJIaHTUT
(TmopaxkeHue MPOKCUMAJIbHBIX XKETUHBIX IIPOTOKOB) HAOII0MaeT-
cst ipu AUIII1 Gonee uem B 70% ciydaeB [46]. JpyruM yacTbiM
MPU3HAKOM SIBJIIETCST YTOJIIIIEHNE CTEHOK KETYHBIX ITPOTOKOB,
KoTopoe BcTpevaeTcest B 60% ciydaes [9, 38].

Topaxcenue noyex. IlopakeHue MoYeK, YaCTO MAJTIOCHM-
NTOMHOE, Habmonaercs y 25% naunenTos ¢ IgG4-C3 [14, 47].
Boinensiior Heckoibko TUMOB IgG4-CBSI3aHHBIX TMOpaKeHUI
nouek: TyoouHTepcTuLmaabHbiii Heput (TUH), MemOpaHo3-
HbII1 HePUT, MopaKeHue MOYSUYHOM MapeHXUMbI IO TUITY M-
MOJCHCHBIX Y3JI0B (MOXET ObITh PEHTI€HOJOTMYECKUM OTpa-
xeHueM THUH), yTonieHne cTeHOK MOYEYHBIX JIOXaHOK [47].
Hecmotps Ha To uTO caMbIM YacThiM TUTIOM [g(G4-cBsI3aHHOTO
nopaxeHus nouek siBisiercsst TUH, yronieHne moyeyHbIX JIo-
XaHOK Y MHOXECTBEHHBIC TMITONEHCHBIE 00pa30BaHUsSI B KO-
KOBOM cJ1oe nouek, BoisgBisieMble Tp MCKT ¢ BHyTpUBeHHBIM
KOHTPacCTUPOBaHUEM, 00Jice CITeLIMMUIHBIC TUITHI TTOPAKEHUS
[9, 47]. YToneHue MoYeyHbIX JOXaHOK MOXKET OBITh JIBYCTO-
POHHUM, HO Yallle OMHOCTOPOHHUM, OOBIYHO 0e3 MPU3HAKOB
CTeHO3a MOYEBBIBOISIIUX IMyTeit [47]. BaxxHbIM cepoJioruye-
CKHMM MapKepoM MOYEYHOIo MOPaXKEeHUs SIBJISIETCS] TUITOKOM-
IJIEMEHTEMMUSI, KOTOpasi BcTpeyaeTcs Oosiee YeM y MOJOBUHBI
naiueHToB ¢ IgG4-cBsizanubiM TUH [47].

Tlopaxcenus 3abprowuntoeo npocmpancmea. 3a0pIOIINH-
HBIII (peTponepuToHeanbHbIil) Guopo3 (PIIP) 6bu1 onmcan
JK Ormond B Hauazne XX B. [48]. PII® onuchiBaeTcs KaK MsIT-
KOTKaHHOe 00pa3oBaHMe, pacliojararliieecss BOKpYr MHGppa-
PEHAJIBHOTO OTIIEejIa a0PThI M OKYTHIBAIOIIEE €€ CO BCEX CTOPOH
WY aHTpajiaTepabHO, MHOTA C IIEPEXOIOM Ha MTOAB3IOIIHEIC
cocynsl [9, 49]. PIT® kak peHTreHOoJIornIecKuii heHoMeH MOo-
XeT OBITh MINOTIATUYECKUM WIIM CBSI3AHHBIM CO MHOTMMU CO-
CTOSIHUSIMU: UHDEKIIUS, COIUTHBIE OMYXOJU, TUMGbOMBI, TH-
CTHOLIMTO3, TIIOCTENCTBUSl BO3ACMCTBUS HEOJAronmpusITHBIX
dakTopoB cpeabl. [To nanHbIM A Khosroshahi ¢ coaBr. [49] 60-
Jiee TIOJIOBUHBI ClTydaeB «uanonatndeckoro» PI1M cocrasnsior
nauneHThl ¢ 1gG4-C3, onHaKO COracHO HOBBIM KpUTEpUEM
npu PII®, He6oabmoro nmopsieHust 1gG4 chIBOpOTKM HEO-
CTaTOYHO IIJISI TOCTaHOBKM nuarHo3a [gG4-C3.

3akntoyenune

Pa3zpaboTrka HOBBIX KJIacCU(UKALMOHHBIX KpUTEPUEB
SIBJISIETCS BaXKHBIM 3TAroM pa3Butus yyeHus o 1gG4-C3, or-
paxaeT COBpeMEHHbIe IpeACTaBIeHUsI O 3a00jIeBaHUU, KOH-
CTaTUPYeT OOBEKTUBHBIE OrpAaHMYEHHUS IPU MCITOJb30BaHUU
umMmeromx o6uoMapkepoB (runepcekpeunn IgG4) m Heobxo-
IMMOCTh KOMIUIEKCHOTO KJIMHMYECKOIO IIOAXOHa B €ro auar-
HocTuke. Kpurepuy ObUIM CO3JAHBI B IEPBYIO OYEpEdb IS
dopMHUpPOBaHUS OTHOPONHBIX TPYMIT MAIMEHTOB JUISL TIPO-
BEICHUST KIMHUYECKUX WCCIIEIOBaHMI, HEOOXOMUMBIX [UIS
pa3paboOTKM HOBBIX MOAXOMOB K IMATHOCTMKE M Teparuu 3a-
ooneBaHus. KiaccugpukauroHHble KpUTEpUM 00JamaloT H0-
CTaTOYHO BBICOKOW YYBCTBUTEIBHOCTBIO U CIELM(BUIHOCTHIO
M OXBaThIBaIOT OCHOBHBIe TposiBiaeHus1 1gG4-C3. YuurbiBasi
penkoctb IgG4-C3, nig ynaydieHus1 JMarHOCTUKW STOM ma-
TOJIOTMM HEOOXOIUMO CO3JaHHe IKCIIEPTHBIX pedepeHc-1eH-
TPOB B cocTaBe MOP(OJIOroB, PEBMATOJOTOB, PEHTIEHOJIOIOB,
racTPO3HTEPOJIOrOB M OHKOJIOTOB.
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Ilpospaunocms uccaedosanus

Hccnedosanue He umeno cnoncopckoil noddepicku. Asmopol
Hecym NoAHYH OMEemcmeeHHOCMb 3a npedocmagaerue OKOHYA-
MenbHOl 8epcu PyKONUCU 6 nevams.
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