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B nocnennee necsatuneTre ObuTa BhIICICHA
HOBasl Hoszojormveckas eamHuia — IgG4-cBs-
3aHHOe cucteMHoe 3abosieBanmne (IgG4-CC3).
B 3T0 moHsATHE BKIIOYEHA TpyIa IaTOJOTHIA,
WMEIOIINX JIBa CXOMHBIX Tpu3Haka. [lepBwIii —
CEPOJIOTUYECKUI: TTOBBIIIEHNE KOHIIEHTPAIUKN
ummyHoriaobynuHa G (IgG) 4-ro cybOkiacca
B CBIBOPOTKE. BTopoii — rucronoruyeckuii: pop-
MMPOBaHUE B PA3JIUYHBIX OpraHax M TKaHsIX UH-
(uasTpauuM U3 TIa3MOLIMTOB, CEKPETUPYIOIIUX
IgG4, s03uHOGUIOB, pa3BuThe HUOpPOCKIepo3a
u obnurepupytoiero dueoura [1]. 1gG4-CC3
XapaKTepU3yeTCs pa3HOOOpa3rueM KIMHUYECKUX
MPOSIBIICHUIA, YMCIIO KOTOPBIX TTOCTOSSHHO TIIO-
nmoJHsieTcs. BeTpevaroTcest Kak (opMbl ¢ OTHOI
JIOKaJIM3alueil TIopaXkeHUs, TaK U MyJIETUOpTaH-
Hble TIPOSIBJICHUSI, TPAAUIIMOHHO Ha3bIBaeMble
MHOI00YaroBbIM (prOPOCKIEPO30M.

Iist 0603HaYeHUsT TaHHOTO CHHIPOMA IO
HeJIaBHET0 BPeMEHU MCITOJIb30BaIUCh TaKKe OIl-
penenenusi, Kak «lgG4-cBsi3aHHOE CUCTEMHOE
ckieposupytoliee 3aboseBaHue», «IgG4-cBs3aH-
HOe ayTOUMMYHHOe 3abosieBaHue», «lgG4-no3u-
TUBHBIM MYJBTMOPTaHHBIN JUMboIpoaudepa-
TUBHBIN CUHAPOM», OIHAKO Ha 3acefaHnu SImoH-
cKkoro komuteTa 1o usydeHuto IgG4 6w10 paspa-
00TaHO OKOHYaTeNIbHOE Ha3BaHue — «IgG4-cBsi-
3aHHOe cucTteMHOe 3aboneBanue» (IgG4-related
systemic disease — I[gG4-RSD).

Y1o Takoe lgG4?

buonorus monekynbl

1gG4 — 310 camblif HEMHOTOUMCICHHBI U3
yeTbipex cyokiaccoB IgG. CpenHuii ypoBeHb
IgG4 B cwiBopoTke cocrtabiser 0,35—0,58 /i,
HopMaJibHble 3HaueHus — 0,1—1,35 r/a [2].

Monnekyna IgG4 umeer psn yHUKaJIbHBIX
CBOICTB 110 CPABHEHUIO C OCTAIbHBIMU CYOKJIac-

camu. Bo-miepBbIX, OHA He CITOCOOHA aKTUBUPO-
BaTh C1Q-KOMITOHEHT KOMIUIEMEHTa U 00JiafaeT
HU3KOI CBSI3BIBAIONIEI CITOCOOHOCTHIO ITO0 OTHO-
meHuo K HusKoadpoduHHBIM Fcy-pernienrtopam
(FcyRIla u FcyRIlla) u BbicokoaddUHHBIM
FcyRI [3, 4]. OTu byHKIMOHABHBIE OCOOEHHO-
CTY N03BOJIWIU puMeHsTh IgG4 B hapmaneBTH-
YeCKOM MPOMBIIIUIEHHOCTH JUISI CO3IaHMsSI MOHO-
kioHaJbHBIX aHTUTEN. R.C. Aalberse u coaBT. [5]
MPOJIMJIM CBET €llle Ha OTHO YHUKAJIbHOE CBOMCT-
Bo mousiekyn IgG4. Bbuio mokaszaHo, 4TO JUCYJIb-
(unHbIe CBS3U B LIADHUPHOM YYACTKE MOJIEKYJIbI
UMEIOT CKJIOHHOCTh K DPa3pbIBy U Da3neleHUIO
TSDKENBIX TIeTeil, B pe3yjbraTe 4ero IOJIOBUHBI
MOJIEKYJI Pa3HBIX KJIIOHOB CBSI3BIBAIOTCS MEXITY
coboit B ciydaitHoM mopsiike, opMupyst ruod-
PUIHBIE TTOTYJISIIIAN. DTO SIBJIIEHUE TOTyYnIIo Ha-
3BaHue half-antibody exchange (o6MeH moioBH-
HaMM MOJIEKYJ).

B MHOTrOYMCIIEHHBIX MCCIIEIOBAHUSIX OBIIO
yCTaHOBJIEHO, 4To Tipoaykuusi IgG4 B 3Hauu-
TEJIbHOW CTEMEeHU Peryaupyercss LUUTOKWHAMM,
KOTOpbIe CHHTe3upyloTcs T-xemmepamMu 2-1o
knacca (Th2) — untepaeiikunom (MUJ1)4, NJI10,
WJI13, mpuyeM B TEpPEeKIIOYCHUM TPOAYKIINKA
I1a3MaTudeckumMu kKietkamu ¢ IgM nHa IgG4
u IgE ygacTBYIOT OOHM U T€ 3Ke LIMTOKUHEI [6, 7].
B cBeTe aTOTO BCE BpeMsi pacCMaTpUBAETCS B -
sSHUE CTeMMUIeCKNX alJIepreHoB U (aKTopoB
cpenbl Ha BbIpaboTKy IgG4.

dTtuonorua v natoreHes

D1Hosorus 3abojieBaHUs Ha TaHHBIA MO-
MEHT HesiCHA. BblIo BBISIBJIEHO HECKOJIBKO Mpe-
pacnonaralumx reHetndyeckux dakropon. Cpe-
o Hux cyorunst  HLA  DRBI1*0405
u DQB1*0401 [8]. Takxe moka3zaHa CBsSI3b C He-
KOTOPBIMU MOJIMMOPGU3MAMU T€HOB, KOIUPYIO-
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mux CTLA4, dakrop Hekposa omyxonu o (PHO«a), FCRL3
u TLR4 [9—11].

Cpeau MoTeHIIMATBHBIX ayTOAHTUTEHOB pacCMaTpUBAIOT-
cs1 Kapboanruzpasa I1, makrodeppuH, mia3MUHOTEH-CBSI3bIBA-
foINii OeJIOK, TPUTICUHOTEH, TTAHKPeaTUIeCKUi CeKPETOPHBIN
MHIUOUTOP TpUIicuHoreHa [ 12—16]. OmHako 3TH TaHHBIE OTHO-
CITCS B OCHOBHOM K ayTOMMMYHHOMY mnaHkpeatuty. B 2010 .
M. Yamamoto u coaBt. [17] mpoBenu uccienoBaHUe B Ipyrire
o6osibHBIX ¢ [gG4-cBA3aHHBIMU 3a00JI€BaHUSIMU (ayTOMMMYH-
HBIl TIAaHKPEeaTUT, CUAJI0ANEHMT, TYOYJI0-MHTEPCTULIMATbHBII
HedpuT). M3 chIBOPOTKM OBIIN BbIACIEHBI UMMYHHBIE KOMILIE-
KCHI ¥ pa3/ieJicHbl Ha aHTUTEJIO U aHTUTeH. B pa3ynsraTe criek-
TPaJbHOTO aHaaM3a ObLI BBISIBJIEH OOLIMI O€JIOK ¢ MOJIEKYJISIp-
Hoit Maccoii 13,1 x[la y Bcex OONBHBIX; B KOHTPOJBHOM IPyIITe
OH OTCYTCTBOBaJ. MHTEepeceH TOT (paKT, YTO HU OTHO U3 BBISIB-
JIEHHBIX aHTUTeNl He oTHOocwIoch K IgG4. [loka He M3BECTHO,
Y4YacTBYeT JIU 3Ta MOJIEKYJIa HEMOCPEICTBEHHO B [MaTOreHe3e 3a-
00JIeBaHMI WJTU SIBJISIETCST MapKepOM TIpoliecca.

HenaBHue vccnenoBanus nokasanu, uyro npu IlgG4-CC3
npeobnagaet Th2-uMmyHHbI oTBeT. [Tocne T-KieTouHoi cTu-
MYJISILMM MOHOHYKJIeapHble KJIeTKU 00JbHbIX 1gG4-CC3 cuH-
Te3upyloT uuTokuHbl Th2-cnektpa — WJ14, NJI5, U113, U110
[18—22]. Ipu uccnenoBanuu PHK 3amMopokeHHbIX TKaHei 1a-
mueHToB ¢ IgG4-CC3 (momxkenymouHast xkeye3a, KeIIHbIH ITy-
3bIpb, CJIOHHBIE U CJIC3HBIC XKeJIe3bl) C UCIIOJIb30BaHUEM T10JIH -
MepasHoii 1ermHoil peakuuu ([1LIP) BbIsBIEHO 3HAYMTETHLHOE
npeBbiteHne nHnekcoB U4/ unrepdepon y (MDy), N5/ U Dy
(B 18,7 paza) u U113/ Dy (B 18,7—45,8 paza) 1o cpaBHEHUIO
¢ OOJIbHBIMU JPYTUMU ayTOUMMYHHBIMU 3a00JieBaHUusIMU [23].

Taxxke B Heckonbkux uccienoBaHusix npu IgG4-CC3
OBLIO BBISIBJICHO 3HAYUTEJbHOE yBeTUYeHHMe Yrcia T-peryisi-
TopHbIX Ki1eTok CD4+CD25+FoxP3+ u cuHTe3upyeMbIX MU
uutokuHoB WJI10 u tpaHchopmupyolero daktopa pocta f3
(TOPB), kak npu [MLIP-uccnenoBaHnu, Tak 1 UMMYHOTUCTO-
xumuyecku [23—25].

OCHOBHBIMHU THCTOIATOJOTMUYECKUMM XapaKTepUCTUKA-
mu 1gG4-CC3 asastorest undunsrpamusa 1gG4-skcnpeccupy-
FOIIMMU TIa3MaTUIeCKUMU KJIeTKaMU 1 (hopMUpoBaHKe (huob-
po3a. IlaToreHeTHYeCKH 3TOT MEXaHU3M MOXKHO IPEICTaBUTh
caenytonum obpasom. MJ110, BeipabateiBaembrii Th2-nmumdo-
mutamu 1 CD4+CD25+FoxP3+ T-peryisaTopHbIMU KjeTKa-
MU, CIIOCOOEH CTUMYJIMPOBaTh B-KJIeTKM K CO3peBaHUIO
B IIa3MOIUTHI, cekpetupyomue 1gG4. TOPP, cunresnpye-
Mblii Makpodaramu U T-peryJsiTOpHbIMU KJI€TKaMU, BbI3bIBACT
obOpazoBaHue (pubpo3za myreM CTUMYJISILUUM MUOGUOpoOIa-
croB. UJ14, UJI5, UJ113 yyacTBYIOT B MUTpaLIUM U aKTUBALIMKU
203MHOMUIOB U TepeKitoueHun cuHte3a mexay I1gG4 u IgE.
Mmnorue mammeHTtsl ¢ I1gG4-CC3 uMmeroT mpeapacnoioXeH-

HOCTb K aJUIepruu, MpuMepHo y 20% perucTpupyroTcs ajuiep-
ruyeckue 3a0osieBaHusl (aTOMUYECKUI AepMaTuT, OPOHXUANb-
Hasl acTMa, JieKapcTBeHHas1 ayuteprust) [19, 26—28]. Dro npexn-
ToJIaraeT BO3MOXKHOCTD YIaCTHUSI XPOHUUECKUX AJTIEPTUUECKIX
peaxIInii B matoreHes3e, OTHAKO KOHKPETHBI aJulepreH Ha JaH-
HbIf MOMEHT He yCTaHOBJIeH (puc. 1).

fucTtonatonorus

Tucronornueckasi KapTuHa XapakKTepU3yeTcsl MOJUKIIO-
HaJbHOM MHUIBTpaueil, cocrosueil u3 T- u B-nmumdonu-
TOB, IJIa3MOLIMTOB U 303uHOG(GUI0B. Cpeau T-KieTok npeod-
nanaroT CD8-nosutuBHBIE. OTIMYUTENBHON OCOOEHHOCTHIO
I1gG4-CC3 aBnsieTcst BoicoKoe conepxxanue IgG4-akcnpeccu-
PYIOIIMX 3pebIX IUIa3MaTUYeCKUX KIIETOK. [IMarHOCTUYeCKHN
3HAYMMBIM CUUTaeTCs Hammuue 6ojiee 10 TaKMX KJIETOK B ITOJIe
3penus [29—31]. HemaBHee mccienoBanue Memorial Sloan-
Kettering mokasasno, uyro npu obHapyxkeHuu oosiee 50 IgG4-
MO3UTUBHBIX KJICTOK B MOJIE€ 3pEHUSI IIPU ayTOMMMYHHOM ITaH-
KpeaTuTe 4YyBCTBUTEIBLHOCTH cocTaBisieT 84%, a crienmduda-
Hocth — 100% [32]. YacTo hhopMUPYIOTCS 3apOIBILIEBhIE IIEH-
Tpbl U3 B-1uM@pOLIMTOB, 0COOEHHO B CIIOHHBIX U CJIE3HbIX XKe-
ne3ax. B cinyyae 6onesHu MuKynuya BCTpedyaeTcsl pa3BUTHE
MALT-tkanu. [1pu aTom popmupoBaHue TMMGOINUTETUATb-
HBIX TIOpaKeHWI He XapaKTepHO. B 3THX 3apo/bIIIeBbIX 1IEHT-
pax Takke B 00JIbIIIOM KonuecTBe conepxkarcsa IgG4-cexkpern-
pyolye ra3MaTuIecKue KIeTKH.

BakHoli XapaKTepuCTUKOI SIBJIIETCS TIPUCYTCTBUE MUO-
$u6PO6IACTOB M TaK Ha3bIBACMOTO LIMPKYJISIPHOTO (hrbpo3a,
COCTOSIIIETO M3 KOPOTKUX, U3BUTHIX BOJIOKOH KoJjutareHa IV -
na. [TogoOHBII TUIT (UOpOIUIa3uM HAOIIOAAETCSI TIPU HEKOTO-
pbix omyxouisix (bubposHasi rUCTUOLIMTOMA, Heillpoduopoma,
nepmaTtopudbpocapkoma U T. 1.). HeobxoauMo 3aMeTUTh, YTO
COOTHOIIIEHWE BbIpaXXeHHOCTH (rbpo3a u JuM@oIIa3mMoLm-
TapHOTrO MH(UIbTpaTa CUJIbHO BapbupyeT U 3aBUCUT, OUEBUI-
HO, OT (hOPMBI U CTAINM 3a00JI€BaHMSI.

XapakTepHa 203MHOMDUIMS, MPUYEM 3a4acTylo OYeHb
BBIpaXkKeHHasi, B TO BpeMsI KaK OOHapy>KeHHMe OOJIBIIOro YKrciia
HEeNTpO(PUIOB TOJIKHO BHI3BIBATH COMHEHME B 1rarHo3e. [1pa-
KT4ecku npu Bcex opmax IgG4-CC3 obHapyxuBaeTcsl 00-
JmTepupytomuit haeout [33, 34].

Juarno3 IgG4-CC3 noykeH mpennoJiaraTbCsl Mpu Jio-
60M MaronaTuIeckoM (hbuOPO3UPYIOIIEM TIPOIECCe U B CIydae
JIIOGOTO «BOCTIAJIUTEILHOTO TICEBIOTYMOpa», TTOHSITHS, OXBa-
THIBAIOIIIETO MHOXECTBO penapaTuBHbIX, MHGEKIIMOHHBIX
u Heorutactuueckux rnpoieccoB. [Ipu IgG4-CC3 nogoOHbI
cyocTpar HanboJjiee yacto (opMUPYETCsl B OpOUTAX, CIIFOHHBIX
JKese3ax, TeYeH! M TOKETYI0YHON kee3e, 3a0pIoIMHHOM
MPOCTPAHCTRBE.

| Th |

| T-perynsatopHble knetkn CD4+CD25+FoxP3+

Makpocparu |

\/

||
N

| LutokuHel UN4, N5, W13, U110 |

TOPR

Y

| [Tnasmartnyeckune KneTku | | JlumongHas nHGUNLTpaLms | | JozuHocunus IgE | | ®ubpobnactbl |
Y Y
lgG4 =\IQGE03/: ®uopo3

Pue. 1. Matorexes 1gG4-CC3
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Ta6nuua 1 3abonesaHus, Bxopswme B 1gG4-CC3
Jlokanu3auus 3abonesanne
MomKenyaoyHas xenesa AN

[eyeHb 1 XenyHble NnpoToKNK
3a6pIOLLMHHOE NPOCTPAHCTBO

CKneposunpyroLLnin XonaHruT
3a6pIoLUMHHBIA (hMbpOCKepo3
(60nesHb OpmoHza)
CknepoaupyoLnii cnanoafeHut
(onyxonb KioTTHepa)

CrIOHHbIE Xenesbl

CpepmocTeHue MepuacTuHanbHbIil GnMbpocKepos
CnesHble 1 CIIOHHbBIE XKenesbl BM

Op6buTa Ckneposupytowuii NTO

Moyku 1gG4-TybynonHTEPCTULNANbHBIA HE(pUT
Jlumdpatuyeckue yanol CkneposupyroLnit numdageHuT
Jlerkue 1gG4-nHTepCTMLMAnbHAs MHEBMOHUS

[pocrara
LLlnToBMAHAS Xene3a

CKnepo3upyroLLnii npocTaTuT
Tupeonant Pugens

Puc. 2. AyTonmMmyHHbIN nankpeatt. MPT 6pOLIHONM NOMOCTY C KOH-
TPACTHbIM ycuneHnem. CTpesikoil nokaszaHo 06pa3oBaHie B rofloBke
NOKeNyLo4YHON Xeneabl (faHHble OIBY «HUWP» PAMH)

Ta6nuua 2 Nuarnoctuyeckue kputepum HISORt
ansa AN 1-ro Tuna (knuHuka Meio)

Mpusnak Kputepuit
Tuctonorus JlumchonnasmoumTapHas UHGULTPALMS

¢ h16p0o30M U/Unu 6ONbLLOE KOMYECTBO

(>10 B none 3peHus) 1gG4+ nnasmouuToB
MeTogp! Ondbpy3Ho yBENnYeHHas NogKeNya04Has xenesa
BU3yanu3aumm C 3a[1ePXKKOI HAKOMNEHUs KOHTpacTa
nopKenyA04HON 11 HEPaBHOMEPHO CY>KEHHbIM, MPEPbIBUCTBIM
Kenesbl TMAaBHbIM MAHKPEATU4ECKM NPOTOKOM.

(KT, MPT, 9PX) OvaroBoe 06pa3oBaHue/yBennyexme
NoKEeNyA04HO Xenesbl; 04arosas CTPUKTypa
NpoTOKa; aTpodons NOMAKeNyA04HON Xenesbl,

KanbLudrkaumus uan naHkpeatut
Mosbiwwenne yposHs 1gG4 ceisopotku >1,35 r/n

CTPUKTYPbI BHYTPU- 11 BHEMEYEHOYHbIX XKENYHbIX
NOTOKOB, BOBNEYEHNE CIIIOHHbIX XKENe3 1 0pouT,
3a6PHOLLINHHBIA hrbpo3, hubpo3 cpefocTeHuns

OtBet BbIpaXeHHbIi NO3UTUBHBIA OTBET
Ha Tepanuio MK Ha cucTemHyto Tepanmio K.

Ceponorus

BoBsneueHune
LIpyrux opraHos

lpumeyanue. [JOCTOBEPHbIA ANArHO3: rpynna A — TUNNYHARA TUCTONOrNYECKas Kap-
TWHa; rpynna B — ny4eBble MeTOAbI + NOBbILIEHNE ypOoBHs IgG4 cbiBOPOTKM; rpynna
C — TMNUYHAR KNMHUYECKas KapTWUHA + NOBbILIEHWE YPOBHSA IgG4 CbIBOPOTKY + OT-

BeT Ha Tepanuio K.
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Knuuuyeckue nposasneHus

OnucaHo JOBOJBHO MHOTO KJIMHUYECKUX BapUaHTOB
1gG4-CC3, u mx yuciao momosiHseTcsa. B HacTosiee Bpems
K HUM OTHECEHBI ayTOMMMYHHBIM maHkpeatut (AUIIT), ckie-
PO3UPYIONINIT XOJIAHTUT, XPOHUYECKU I CKIIEPO3UPYIONINIA cra-
noaneHut (XCC, omyxonbp KiottHepa), 6onesnb Mukymnmua
(BM), ckneposupytoiuii ncesgorymop opout (I1TO), 3a6pro-
IMAHHBIA ¥ MeIMacTUHAIBHBIN (GUOPOCKIEpPO3, TUPEOUTUT
Pupens, cxkneposupyoimuii aumbaneHUT U T. A. (Tada. 1).
Panblire cBsI3b MEXITy 9TUMHM 3a00JI€BAaHUSIMU He Oblla OYeBUII-
HOIi, OIHAKO OOHAapyXXEeHHBbIE NMPU HUX MOBBILIEHNE CHIBOPO-
TouHoro IgG4 u uHbunbsrpauus tkaHeir IgG4-cekperupyro-
LIMMU TIJIa3MOLIMTaMU ¢ pa3BuTHeM (rOpo3a 1 cKiaeposa mo3-
BOJIVJIY BBIIEIUTh HOBBIM KIMHUYECKUI CUHAPOM U CTAIU €ro
OCHOBHBIMU JUATHOCTUYECKUMU KPUTEepUsIiMU. JlnarHoctude-
CKU 3HAYMMBIM SIBJIsIETCS TIOBBIIIeHUe ypoBHS [gG4 chIBOpOT-
ku >1,35 r/n u coorHomeHue IgG4/IgG-cekpeTnpyronmx
M1a3MOLUMTOB B TKaHu >30%, ompenensieMoe B 5 MOJSIX 3pe-
Hus. IgG4-CC3 B OCHOBHOM CTpaJaloT Jiulia CPeTHEro Bo3pac-
Ta, yalle MyXYMHBI. BcTpewarorest Kak cirydan ¢ eMUHWUYHON
JIOKaJTM3aleil MopaxkeHusI, TaK ¥ MHOTOOYaroBble (DOPMBI.
HenasHo oGHapykeHO, 4TO OKOJIO 1/3 MalMeHTOB UMEIOT pa3-
JIMYHBIE CUMITOMBI CYXOCTH TJ1a3 U PTa, apTPajITvuu, MOBBILIEH-
Hylo COD, runepramMmarioOyJMHEMUIO, HEBLICOKUE TUTPBI
peBMaTouaHoro (akropa (P®), aHTMHYKJI€ApHBIX aHTUTE]
(AHA) [35].

AymoummynHblil nanKpeamum

CUHOHUMBI: CKJICPO3UPYIOIINI TTaHKpeaTUT (ITaHKpea-
TOXOJIAHTUT), TICEBIOTYMOPO3HbBIM ITaHKPEATUT, TEPBUYHBIMI
BOCHAJINTEIbHBIN TAHKPEATUT, TUM(POTUTa3MOLIUTAPHBINA CKJTe-
posupytomuii mankpeatut. AWIT BrnepBble ObLT oIucaH
K. Yoshida 1 coaBt. B 1995 1. [36] Kak 3a6oJieBaHNE, BBI3BIBAIO-
ee CyXXeHHe BUPCYHTOBa MPOTOKA, «COCHMCKOOOPa3HOe» YBe-
JIMYEHUE TOKETYIOUYHON Kesie3bl, XOPOoIlIo OTBeyaollee Ha
Tepanuio rmokokoptukoraamu (I'K). [TosnHee Obl1a ycTaHOB-
JIeHa accollyalMsl C TIOBBIIIEHUWEM YPOBHSI CHIBOPOTOYHOTO
1gG4, onucaHa TUMTMYHAS TUCTOJIOTMYECKass KapTUHA TJ1a3MO-
nuTapHoil nHGuabTpaunu IgG4-cekpeTupyoImMMI KIeTKaMKi
¢ pa3BuTueM GUOPOCKIIepo3a U O0IUTEPUPYIOIIETO (haeouTa.
o aroro AWUII cBs3bIBaIM ¢ cMaN0aIeHUTOM U TaKpUOaIeHU -
ToM Tipu Oone3nu lllerpeHa, TIEPBUYHBIM CKJIEPO3UPYIOLIUM
XOJJAHTUTOM M 60sie3HbI0 OpMOH/Ia, HO B JajIbHEMIIIeM 3TU HO-
30JIOTUU CTaJId pacCMaTPMBaTh KaK MHOTOOYAroBOe IOpake-
Hue B pamkax IgG4-CC3.

OO0HapyXeHa accollMaliMsl ¢ aHTUTeIaM1 K KapOoaHTU/I-
pase I, nakTodeppuHy, MIa3MUHOIeH-CBI3bIBAIOIIEMY OCJIKY,
TpuricuHoreHy. B HacTostiiee Bpemsi Bbiaessitor apa tuna AUII:
AWII 1-ro u 2-ro tuna (IgG4-HeaccouunpoBanubiit). AUTT
1-ro TMIa YacTo MpOTeKaeT OECCUMIITOMHO (10 HECKOJbKHUX
JIeT), MaHU(ECTUPYET ¢ pa3BUTHSI MEXaHUIECKOM KeaTyxu. Jla-
0OpaTOPHO OIPENENSIIOTCS IMOBBIIICHUE YPOBHSI aMUJIa3bl
n COD, rurnepraMmario0yTMHeMusI, TIOBBILICHNE COMEPXKaAHUS
IgG4. Ipu xommeiotepHoii Tomorpadun (KT) u sHmockomm-
yeckoil perporpanHoil xosanruonankpeatorpabuu (DPXIII)
BBISIBJISTIOTCST YBEJIMUEHUE M OTEK 3KeJie3bl, TaparaHKpeaTnde-
CcKoOe BocTaJieHHe, TICEBIOTYMOp, Cy>KeHHe MPOTOKOB, MHOTIA
pa3BUBaeTCsl caxapHbIi AMa0eT, PK30KpUHHAs HeIOoCTaTou-
HOCTb. TakMM MalyeHTaM OOBbIYHO YCTaHABIMBAETCSI TMArHO3
paka MOXKeJyIOYHOU Kesie3bl U TMPOBOIATCS paauKalbHbIC
onepauun. JuarHoctuka AWIT cTpoutcs Ha BBISBICHUU TU-
MUYHOIN TMCTOJOTUYECKOM KapTUHBI, JAaHHBIX METOJOB BU3ya-
mm3aunu (puc. 2), moBbieHu” ypoBHs 1gG4 cbIBOPpOTKM, Ha-
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Puc. 3. boneaHb Mukynuda. MPT ronosbl ¢ KOHTPACTHbIM yCUneHneM (a, 6). CTpenkamu nokasaHbl yBem-
YEHHbIE CIIOHHbIE U Crie3Hble Xenesbl (BaHHble PIBY «HUNP» PAMH)

JIMIUU SKCTpATTaHKPeaTUIeCKUX TIPOSIBJICHUI M OTBETE Ha Te-
panuio ['K. B knuHuke Melio pa3paboTaHbl KpUTEPUU TUATHO-
ctuku AUII 1-ro tuna (ta6a. 2) [37—53].

lgG4-accoummpoBaHHbIN

CKNEepo3npyLWMiA XONaHTUT

Panbmie IgG4-accoumupoBaHHBIN CKIEPO3UPYIOLIUI
xonaHruT (IgG4-ACX) cuutaicss opMoii MEpBUYHOTO CKJIe-
posupyotiero xonanrura (I1ICX), HecMOTpsT HA TO UTO Cylle-
cTBYIOT uX yeTkue pasmuams. s IgG4-ACX xapakTepHO OT-
CYTCTBUE AHTMHENUTPOMUIBHBIX ITUTOIIAa3MATUIECKUX AHTU-
Tes, moBbIieHne ypoBHs 1gG4 chBOpoTKH, XomaHTHOTpadu-
YecKre TPU3HAKU CETMEHTApPHBIX CTPUKTYP, CTPUKTYP IWC-
TaJIbHOW TPeTH OOIIEero JXKeTYHOTO TMPOTOKa, TOraa Kak Ipu
TICX BcTpeyaroTcst J€HTOBUAHBIE, YETKOOOpPA3HbIE CTPUKTY-
pbl. BeipaxkeHHOCTb (hrOPO3HBIX U3MeHeHU I HuXe npu [gG4-
ACX, npucytcTtByeT uHbuabTpanus IgG4-skcnpeccupyromm-
MU KJieTkaMu. Takxke BCTpeyaeTcsl yacTtasl acColuualus ¢ apy-
rumu IgG4-cBa3anHHbiMu 3a00jeBaHusiMU. [1o JaHHBIM KiIu-
Huku Meiio, [gG4-ACX 6071€10T B OCHOBHOM MY>KYMHBI B BO3-
pacte 50—60 jner. 3aboseBaHue AEOIOTUPYET C MEXaHUYECKOM
xenTyxu y 77% GombHbBIX, Y 51% BoBieKaeTcsl MaHKpeaTuye-
CKUIT XeTYHBII MPOTOK, Y 49% — NpoKCUMabHEIC BHETeue-
HOYHbIC U BHYTPUIIEUEHOUYHbIC IPOTOKU. Y 92% oTMeueHa ac-
cormanus ¢ AUTI. Pazpaboransl kputepun HISORt mst [gG4-

ACX. o nanaBIM JTUTEpaTyphI, TiposiBiieHust [gG4-ACX oueHb
XOpOI1I0 OTBevaroT Ha Tepanuto ['K, BIIOTh 10 MOJIHOTO UcYe3-
HOBEHMSI CTPUKTYP KEITIHBIX TPOTOKOB [53—61].

Ilopaxncenue caronnvix xnceaez u opoum npu IgG4-cesazan-
HbIX CUCIEMHBIX 3604€8AHUSX

TTopaxkeHue ciOHHBIX kene3 u opout npu IgG4-CC3
npencraBieHo Tpemss Hozojorusmu: bBM, XCC (omyxonb
KrortHepa) u ckieposupyrommii [1TO.

bonesnv Mukyauua

BbM — cucremHoe 3abojieBaHME, XapaKTepU3ylolleecs
TeHEepaTU30BaHHBIM YBEJIMUYEHUEM BCEX TPYIIT CITIOHHBIX
M CJIE3HBIX Xeyle3 0e3 HapylleHWs uX (YHKIWHM BCIENCTBUE
MacCCUBHOM JTMM(OIIIa3MOLUTapHOI MHGWIBTpauuu [62, 63]
(puc. 3). 3abosieBaHue BrepBble omnucaHo Johann von
Mikulicz-Radecki B 1888 1. [64]. B 1953 . W.S. Morgan
u B. Castleman [65] BeIABMHYJIM THUIIOTE3Y O TOM, 4YTO bM sB-
nseTcst ogHoi u3 ¢opm 6oae3Hu llerpena (BI). OHu nmoka-
3aJIM, YTO OOIIMMM YepTaMU IBYX 3a00JIeBaHUIA SIBJISIIOTCS Jie-
reHepalys allHyCOB IO/ IeiiCTBUEeM MH(MWIBTPAIIM MOHOHY-
KJIeapHBIMU KJIeTKaMU, (OpMUPOBaHME JTUMGBOITUTEINAITb-
HBIX MIOPAXKEHUI, CTEHO3 MPOTOKOB ¥ KMCTOBUIHOE pacIInpe-
HUe nepudeprnIecKuX MpoTokoB. OIHAKO MTO3IHEE YCTaHOBJIE-
HO, YTO B OMMCAHHO TPYIITie MHOTHE TAIlMEHThI UMEJTH JINIIb

Ta6nuua 3 Pasnnynsa mexay bM n BLU

Mpu3snak BM bLU
Pacnpenenexue no nony M:X = 3:2 MK =1:9
YBenuyeHne xenes Croiikoe Peunansunpytowee unm cToikoe
Cyxoi KepaTOKOHbIOHKTUBUT Het Tununyen

CyxocTb pTa HeT unu ymepeHHas TunnyHa
lMapeHx1mMaTo3HbIn NapoTuT Het Bcerpa
VImmyHonorus /Horga Huskne TUTpbI Bcerga PO, AHO,

aHTUHYKneapHoro gaktopa (AH®), PO
[MoBbileH

YpoBeHb 1gG4
uctonorus

JlumcponnasmoumTapHas MHUNLTpaLms,
MHOro |gG4+ KneTok, hoNMKynonofo6HbIe

aHTuTena Kk SSA/Ro n SSB/La
Hopma

JlumdpongHas nHcunsTpaums, 1gG4-,
AMMEO3NNUTENNANbHOE NOPAXEHNE

CTPYKTYpbl, MALT-TKaHb
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yBEJUYEHNE OTHENbHBIX Xele3. JlampHeilne uccienoBaHus
rmoKaszaJii  HECOCTOSTEeIbHOCTH  Teopum  W.S. Morgan
u B. Castleman, ObITH BBISIBIIEHBI YeTKIE KIIMHUYECKHE, CEPO-
Jiorndyeckre u Mopdonorndeckue pasmnuus Mexay bM u B
(ta6s. 3). B mocnenHue roasl 0OHapYKEeHO MOBHIIIEHNE YPOB-
Hs IgG4 B ceiBopoTKe Tiprt BM 11 oHa OblTa OTHEeCeHa B TPYIIITY
IgG4-CC3. BM 06071€10T B OCHOBHOM XKEHIIMHBI CPETHETO BO3-
pacta. HabGmiogaercss MacCMBHOE, CHMMMETPUYHOE, CTONKOe
YBEJMYEHME BCEX IPYIIT CIIOHHBIX (OKOJOYIIHBIX, TOAYETIOCT-
HbIX, MOABSI3bIYHBIX, MaJIbIX) U CJIE€3HBIX XeJIe3 MATKO2IacTh-
YeCcKoi KOHCUCTeHUMU. Hukorna He pa3BUBArOTCS CyXOil Ke-
PaTOKOHBIOHKTUBUT U MAPEHXMMAaTO3HbII mapoTut. He xapak-
tepHo Hanmuure P® u AHA, torma xak Beicokue ypoBHu IgG
u IgG4 peructpupytorcs. UHTepecHa rucTojorndeckast KapTu-
Ha BM. [IpucyrcTByeT TUMmuHast TMMGOTUTa3MOIIUTapHAS NH-
dunsTpanus ¢ 6ompM KomdectBoM IgG4+ kieTok, xapak-
TepHO oOpa3zoBaHue (ouinkynoB u MALT-TkaHu, HO JiuMdo-
SMUTETNATbHBIC TTIOpaXXeHusT He ¢hopMupytoTcs. B otmuune ot
npyrux 3abosieBanuii, Bxoasiux B IgG4-CC3, npu BM Huko-
raa He opmupyercst pudpos. nst neueHusi BM B ocHOBHOM
npuMensioress 'K, TlepcriektuBHO# siBsieTcs: aHTU-B-Kkie-
touyHast Tepanus. B.W. BacuiabeB u coaBT. [66] ommcanu yc-
TMEIIHBII OMBIT TPpUMEHeHUs putykcumada (PTM) y mauueHT-
ku ¢ BM, pesuctenTHoit K Tepanuu ['K 1 mornxumMuoTtepamnuu.

B Hacrosiiiee Bpemsi CyIIeCTBYIOT HEKOTOPbIE CIIOPHBIE
MOMEHTBI, Kacalolluecss KPUTepUeB IMOCTAHOBKHU AMAarHO3a
BM. Mmnorue aBropbl omnuchkBaioT IgG4-acconmupoBaHHBIE
CUAJIOAICHUTHI U TaKPUOAJCHUTHI, HE NMEIOIUe TeHepan30-
BaHHOTO XapaKTepa IMopakeHusl, UHOT/Ia ¢ HaimareM hpubpo3a,
HasbiBast ux BM. 1o ux kputepusiM, 11T TOCTAHOBKY TUAarHO-
3a BM HeobxonMMo NMEeTh CTOMKOE YBETUYEHNE KaK MUHUMYM
NBYX OOJIBLIMX CIIOHHBIX WJIM CJI€3HBIX KeJle3, MOBBILIEHNE
ypoBHs IgG4 u orcyrcTBue Takux 3abosieBaHmii, Kak BIII,
numdoma, capkounos U T. 1. Takue hopMbl He CIeayeT KJIacCu-
¢umpoBath Kak BM, oHM JOJKHBI OBITh BbIIEJEHbI B OTAE/b-
Hyto rpynny IgG4-cBa3aHHBIX TTOPaKEHUI CIIOHHBIX U CJIe3-
HBIX Xeie3 [35, 64, 65, 67—72].

Xponuueckuii CKAepo3upyouull cualoadeHum

XXC (omyxonp KioTrTHepa) — 210 XpoHUYECKOe BOCTIA-
JIUTeNIbHOE 3aboJieBaHME ITOMUYETIOCTHBIX CIIOHHBIX 3Keje3
(TTYCIK), xapakTepusyouieecs porpecCupyonmm rmepuayK-

Puc. 4. Ckneposupytowuii NMTO. VmmyHoructoxumus. Okpawumeanue Ha IgG n 1gG4-akcnpeccupyrowne

TaJbHBIM (hOpPO30oM, (popMHrpoBaHUEM JTUMMOUTHBIX (O~
KYJI0B, pacIIMpeHeM IMPOTOKOB ¢ MAaCCUBHOM TUM@OILIa3MO-
uUTapHOil MHOMIBTpauueii, arpodueil anHycoB. 3aboseBa-
HMe BriepBbie onrcaHo B 1896 1. HemerikuM Bpauom H. Kii ttner
[73], xOoTOpBIi OIMKCal TPYIITy MAlMEHTOB ¢ OMHOCTOPOHHUM
yBeauueHueMm [MYCK, kaMeHUCTO# IMJIOTHOCTH, C TUCTOJIOTU-
YEeCKMMHU MPU3HAKAMM CKJIEPO3UPYIOLIEro CUaloaleHUTa.
XCC siBisieTcsl MaCKOI 3JI0Ka4eCTBEHHBIX HOBOOOpPa30BaHUIA,
TakkKe 3a4acTylo MPOTEKAIIIMX C MAaCCUBHBIM 0€300JIe3HEH-
HBIM OJHOCTOPOHHMM YBEJIMYEHUEM XKele3bl KaMEHHUCTOM
TUIOTHOCTH.

PaccmaTpuBanacs cBsizp XCC ¢ cuanoanTrasom, HO OHa
He OblTa monTBepxXaeHa. HemaBHo Oblia 0OHapy»KeHa accolu-
amst XCC c¢ IgG4. B nepunykranbHoM MHOWIBTpaTe O0JIBHBIX
BBISIBJISIETCST OOJIBIIIOE YKCIIO 3PEJIBIX MJIa3MOILUTOB, SKCIIPEC-
cupyrommx 1gG4.

[Mpu XCC xapakrep mopaxeHus MOXET OBbITh KaK OTHO-
CTOPOHHUM, TaK W CHUMMETPUYHBIM. BOJICIOT B OCHOBHOM
MYXXUMHBI CpEIHEro Bo3pacTta. 3ayacTyro 3a00jeBaHUe Hauyu-
HaeTCsl OCTPO, C BBICOKOW JIMXOPaAKOW M J1aOOpaTOpHBIMU
npusHakaMu BocraneHusi. XCC Heobxoaumo auddepeHLm-
poBatb ¢ BM, BIII, tuMdomaMu CIIOHHBIX XeJie3, CApKOWI0-
30M, AL-amunonno3om, GuUOPOTUCTUOLIMTAPHBIMU OITYXOJISI -
MU 1 HeortutazMamu [74—81]. XCC cuuraeTcst penkum 3adoJe-
BaHMEM, OJTHAKO 3TOT (DaKT MOXKET OBITh 00YCIIOBJICH CIOKHO-
CTSIMU JTUArHOCTUKHU, BeIb HA JaHHBIM MOMEHT €IMHCTBEH-
HBIM criocoboM TtorydeHust Tkanu [TYCXK aBisieTcs ee ynane-
HHUE — OCTaTOYHO CJIOKHAsl M OfacHas omepanus. B cBs3u
C 3TUM aKTYaJIbHOU TIPENCTABIISIETCS 3a1a4a MoTydeH!s TKaH!
TTYCK MaiouHBa3MBHBIMU METOAAMM, UTO MO3BOJIUT IMPOBO-
IUTh Oojiee paHHIO IMAarHocTUKY. B Hacrosiee Bpems
BPI'BY «<HUKNP» PAMH coBmectHo c MI'MCY um. H.A. Ce-
MallKoO pa3paboTaHa TEeXHMKA MHIM3UOHHOW OMOICUMN
MY CXK, noxasbiBaloliiasi XOpoIlIiue OTAaJEHHbIE Pe3yJbTaThl.
B TeyeHue 6 Mec HM y OMHOIO M3 5 MALMEHTOB, ITOABEPIHYTHIX
JMAaHHOMY BMEIIATEIbCTBY, HE pa3BUJINCh OCJIOXKHEHUs (CBMIIL,
KKCTa, MHQUIIUPOBAHUE).

Ckaeposupyrouuii ncegdomymop opoum

Ckuneposupytomuii [ITO — 3T0 TpeThe MO YacTOTe
BCTPEYaeMOCTU HOBOOOpa3oBaHUWE OpPOUT — Tocie JuMdo-
nposndepaTUBHLIX 3a00JIEBAHUI ¥ SHIOKPUHHOI 0(pTaabMOo-

byl

KneTku. BugHbl nons gpubposa, 601bL10e KoNn4ecTso |gG4+ nnasmaTmyeckmx KneTok (NokasaHbl CTpenka-
MK), numdonnasmouuTapHas uHunsTpauns (GaHHele ®reY «HUP» PAMH)
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natuu. TepmuH «[1TO» TpaguLIMOHHO yHOTPEOIsIETCS, YTOOB
OTTPAaHUYUTH TAHHOE COCTOSTHUE OT UCTUHHBIX OITyXO0JIeii, od-
TaJIbMOJIOTUIECKUX TIPOSIBICHUI CUCTEMHBIX Y 9HIOKPUHHBIX
3a0oeBaHuii. B mpoliecc MOTYT BOBIEKAThCsI JIIOOBIE YacTu
OpOUTBI: CJIE3HBIE XKEJE3bl, [1a30/1BUTaTe/IbHbIE MbIIIILIbI, PET-
poOyibbapHas KjieTJyaTka, CKiepa, 3puTelibHbli HepB. BeTpe-
YaloTCs U30JUPOBAHHbBIE MACCHI B MOJOCTU OpOUTHI. CUMIITO-
MaMU MOopaxeHUs: OpouUT SIBJISIIOTCS 00Jib, TapaopOUTATbHbBII
OTeK, NMaJbMpyeMoe oO0pa3oBaHWE B OOJIACTUM BEK, CYXOCTh
a3, orpaHMYeHue MOABMXHOCTU IJIa3HOTO $s1I0J10Ka, 3K30(]-
TaJbM, AUIUIONUS, MTO3, CHUXKEHUE OCTPOTHI 3peHus. [uar-
HOCTHUKA CTPOUTCS Ha OMOIICUY 00pa30BaHUsI, 32 UCKITIOUEHU -
€M TeX CJIyyaeB, KOT/Ia BOBJIEUEHBI IJTA30ABUTATEIbHBIE MbIIII-
1bl. CylIecTByeT 5 OCHOBHBIX IMATOTUCTOJIOTUIECKUX KapTUH
TITO: xmaccuaecKuit, CKICpO3UPYIOIINiA, BACKYJIUTHBIN, Tpa-
HYJIEMaTO3HBIN ¥ 203MHOGWIBHBIN. Cpenu HUX CKIIEPO3UpPY-
it [1TO otHocutes k IgG4-accouMMpPOBaHHBIM COCTOSI-
HUSM, TaK KaK JEMOHCTPUPYET TUIIMYHYIO TMCTOJOTMYECKYIO
kaptunHy IgG4+ numdonnazmouuTapHoro HHOUIbBTpaTa
¢ npeobjialaHueM W TOBBILIEHUEM ChIBOPOTOYHOI'O YPOBHS
I1gG4 (puc. 4). Ha panHux cragusix ckiaeposupytouumii [TTO
opOuUT Xopollo oTBeyaeT Ha Tepanuio 'K u murocrarukamu,
MO3TOMY OCOOEHHO BaXKHO MPOM3BOAUTH OMOIICUIO 00pa3oBa-
HUS C TIOCTENYIOUUM TUCTOJOTUYECKUM U MMMYHOTHUCTOXU-
MUWYECKUM UCCIIEIOBAHNEM OMOTITATOB IO BOBMOXHOCTHU B Ca-
MoM nebtote 3abosieBaHus, ocie BeimonHeHus: KT/MPT ro-
JI0BBI [62—93].

JNlevyenne

IMonxonsr xk Tepanuu IgG4-CC3 HenocTaToyHO paspa-
6ortaHbl. He mpoBeneHO HM OIHOTO KPYITHOTO PaHIOMU3UPO-
BaHHOTO KOHTPOJMPYeMOro wuccienoBanus. OTmucaHHbIe
TPYMIbl MAaLMEHTOB HEJOCTAaTOYHO JIOJITO MPOCIEXKEHBI, YTO
3aTPYyAHSIET TIOHUMAaHUe MPOrHO3a 3a00JIeBaHUsI, BbISIBICHUE
YacTOThI U TPEIUKTOPOB 00OCTPEHUSI MTOC/IE OTMEHBI TePAINUH.
C npyroil CTOpOHBI, MCKIIOUYUTEIbHO aKTyajlbHa IpobjeMa
CBOEBPEMEHHON AMATHOCTUKY ITOI MaTOJOTUH, TaK Kak dasza
BOCITaJIeHUsI TIEPEXOIUT B pa3BUTHE HeoOpaTumoro dhubdposa
W HapylmieHuss (GyHKIIUU TOPaXeHHBIX OPraHOB, 3a4acTyio
6eccumnToMHO. TakuM 00pa3oM, y 9TOI TPYMIIBI MAIlUEHTOB
CYIIIECTBYET HEOOJBIIOE «OKHO BO3MOXHOCTE» IS YCTIeI-
HOIi Teparuu TPy YCJIOBUY TTPaBUIILHOM Y paHHEH TTOCTAHOB-
KU IMarHO3a.

B Hacrosiiiee BpeMmst TpernapaTtaMy BbIOOpa JIeUEHMS
1gG4-CC3 gasnsroress K. T. Kamisawa u coaBT. [94] ObL10
MPOBEIEHO MHOTOLIEHTPOBOE PETPOCIIEKTUBHOE MCCIIeOBaHE
apdexkruBHocTr aeyeHus: bonbHbix AUIT I'K. TTokazaHa a¢-
(ekTuBHOCTD nToanepxxuBatomx 103 'K (2,5—10 mr/cyT), Ko-
Topble obecrieunBain coxpaHeHue addexra B 98% Hab0/1€e-
HMI1 110 cpaBHEHMUIO ¢ 74% B cilydae MPUMEHEHUsT OJTHOTO KYp-
ca 6e3 MOCIeAYIONINX IMOAICPKUBAIONINX 103. ITOHCKUMY aB-
TopaMu pa3paboTaHbl TMOKazaHus K mpumeHenuio ['K mpu
IgG4-CC3. OHM BKJIIOYAIOT MEXaHUYECKYIO XKENTyXy, 0OJib
B JKMBOTE M CITMHE, dKCTpallaHKpeaTHnIecKre MpOosIBJICHUS (BO-
BJIeUCHME CIIIOHHBIX U CJIE3HBIX XKeJie3, TIeUeH!, 3a0pIOIIMHHO-
rO MPOCTPAHCTBA U T. [1.).

BDpdexTol Tepanuu 'K mposiisiioTest HopMaiuzaluei jga-
OopaTopHbIX Moka3sareneii, ypoBHs1 1gG4 CHIBOPOTKU U PEHTTe-
HoJIorMYecKuX nposipieHuii. OnHako, mo gaHHbeIM T. Kamisawa
U COABT., TOJILKO Y 63% MalMeHTOB yIaioch 1OCTUYb HOPMATb-
Horo ypoBHsi 1gG4, npuuem y 10% u3 Hux Hab0aa710Ch 060-
crpenue nocje orMeHbl ['K. JlaHHBIX 00 OTAaIeHHBIX pe3yib-
TaTax Tepanuu npakTtuiecku HeT. [Ipu Takmx 3abojieBaHUSIX,
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KaK peTpornepuTOHeaNbHbIN (UOPO3, XapaKTepU3yIOIINXCS
BBICOKOI1 cTemeHblo (ubporiazum, 3¢dekr 'K Becbma He-
OOJIBbIION.

B maHHBIII MOMEHT CYIIECTBYeT ABa pexuma MpuMeHe-
Hus 'K npu IgG4-CC3. epBblii pa3paboTaH SMOHCKUMU UC-
cienoBaresisiMu. [1allMeHTHI MOJTyYaloT HAYaIbHYIO 03y Tpeji-
HM30JIOHA TTepopasibHO 13 pacyeta 0,6 MI/KT B CYTKU B TeUCHUE
2—4 Hen, najee 103y B TeUeHUE 3 MEC CHIXKAIOT 10 TOJIEPKH -
Barouieil (5 Mr/cyt), KOTOpylo MalMeHT MoJyvyaeT B CpPOK 10
3 net. I[Ipu Takoii cxeMe 000CTPEHUS 3aPETMCTPUPOBAHBI Y 25%
OosbHBIX. BTOpOii pexxum paspaboraH B kimHuke Meiio. [la-
LIMEHT noJjyvaeT 40 Mr IpeIHU30I0Ha B CYTKHM, dajiee CHUXKe-
HHUE TI0 5 MI/Hel 10 TMOJHOK oTMeHHI (Kype 11 Hem). B atom
ciiyyae OOOCTpEeHUSI 3apeTMCTpUpoBaHbl Gojee yem y 50%
OOJIBHBIX B Ipeaesiax 3 Mec rmocie otMeHbl ['K.

NmmyHocymipeccuBHas Teparnusi TpUMEHSIETCsST Y 00b-
HBIX, pe3ucTeHTHBIX K ['K. JlaHHbIe TUTEepaTypbl OCHOBBIBAIOT-
Cs1 Ha €IMHUYHBIX OMMCAHUSX CTydaeB. B OCHOBHOM MCOJIB3Y-
IOTCSI METOTPEKCaT, a3aTUOIPUH, MUKO(eHojgata MOdeTu,
6-mepkanTormypuH [95—107].

IlepcrieKTUBHBIM METOAOM JIEYEHUSI TMPEeACTaBISIETCS
aHTu-B-knerounas repanusi PTM. Hecmotpst Ha To uto IgG4-
KJIETKU B MHOUIbTpATE SIBIASIOTCS 3peIbIMU TUIa3MOLUTaMU
u He 3kcrnpeccupyoT CD20, addexkt PTM moxeTt ObITh 00Yy-
CJIOBJIEH HapyuieHueMm auddepeHunpoBkn B-nmumdbonuton
B IgG4-mmazmaTudeckre KIETKU. DTO MONTBEPXKAAETCS TEM
dakrom, uto mocie npumenenusi PTM mpoucxonuT cHuxe-
HUe KOHIIEHTpalnu cbiBopoTouHoro IgG4, mpuueMm OwicTpee,
YyeM BcexX OCTalIbHBIX cyOkiaccoB u obuiero IgG4. [MoaHoe uc-
ye3HoBeHUe IgG4-11a3MOLUMTOB B MH(MWIBTPATEe MTPOUCXOAUT
B TeuyeHue 2 Hen. Ha maHHBIM MOMEHT B JIMTEepaType OIMcaH
eIMHCTBeHHbI onblT npuMmeHeHus PTM npu IgG4-CC3
A. Khosroshahi u coaBt. [108]. Tepanusi PTM nposeaeHa
4 6onbHbIM ¢ [gG4-AC ¢ MHOIOOYaroBbIM XapakKTepoM ropa-
>KeHUsI, pe3UCTeHTHBIM K npuMeHeHuio 'K u nurocratukos.
Kypc npoBomwiicst o cxeme 1000 Mr BHYTPMBEHHO IBa Kbl
¢ uHTepBaJioM 14 mHeil. Y Bcex OONBHBIX TIOJTYYeH BBIPAKEH-
HBI TIOJMOXUTENbHBIN 2(PGhEeKT B BUIE CHUXEHUS YPOBHS
IgG4 1o HOpManbHBIX 3HAYEHUI (YPOBEHb OCTATBHBIX CYO-
ximaccoB IgG He cHUXaJCsT) U B psifie CITydaeB MOJTHOTO MCUe3-
HOBEHUST KJIMHUYECKUX CUMIITOMOB B TeueHue 1 mec. B pe-
3yJIBTaTe JICYSHUS] BCE MALIMEHTHl CMOTJN TIOJHOCTBIO OTMe-
HuTh nipueM ['K.

Bbopre3omMub — 370 MHIMOUTOP MPOTEOCOM, MPUMEHSIE-
MBIl B OCHOBHOM JJISl JIEYEHUS] MHOXECTBEHHON MMETOMBbI
n AL-amunounno3sa. LIMTOTOKCMYHOCTh B OTHOLLIEHUU TIa3Ma-
TUYECKUX KJIETOK SIBJISIETCS €r0 OCHOBHOIM XapaKTepUCTUKOU
1 MOXeT oOycioBnuBaTh 3ddekTuBHOCTL Tpu [gG4-CC3
[109]. B nuteparype onucaH OOWH CIydail YCTIEITHOTO TIpUMe-
HeHus 6opTe3omuba y 601bpHOTO ¢ (prubpo3om Jerkux u [1TO
[110].

3aknwyenune

1gG4-CC3 — 310 My’AbTUAMCUUIUIMHAPHAS Tpobsiema,
B KOTOPOIi HE pellieHbl MHOTHE BOIPOCHI MaTOreHe3a, TUarHo-
CTUKM, NIpOrHo3a U jeyeHus. Ee pelreHue TpeOyeT ydyacTust
MHOXEeCTBa CMelMaIiCTOB, HAMIPABJIEHHOIO MPEeX/e BCEro Ha
pa3paboTKy aJrOpUTMOB paHHEW NUAarHOCTUKW U pallMOHaslb-
HOW Teparnuu, B TOM YUCJIe C IPUMEHEHUEM HOBBIX MPErnapaToB
(PTM, 6opte3omub u T. 1.). HeoOxommmo cozmaHue GOJbIITNX
KOTOPT C Pa3HBIMU JIOKATU3ALUSAMU TOpakeHUus (MTOMUMO
AMUI]) 1 ATeNTbHBIM TIEPUOAOM HAOMIONCHUS IS TIPOBE/e-
HUST UCCIIEIOBAHUIA ¢ OOJBIIEH CTEMEeHbBIO T0Ka3aTeTbHOCTH.
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