H. @. Copoxka

NUMMYHOI'JIOBYJIMH G4-CBA3AHHOE 3ABOJIEBAHUE:
KIIMHNYECKUE NPOABJIEHUSA, TUAT'HOCTUKA, JEYEHUE

Bpau MOXeT moCTaBUTh MPaBUJIBHBIN AUArHo3 OOJE3HU TOJIBKO B TOM Cilydae,
€CJId OH 3HAaeT 3Ty mnatojoruio. UyTe Oobllie MecATH JIET Ha3aJl MOSBUIACH HOBas
HO30JIOTHYeCKass ¢Gopma — «uMMyHorinoOyimuH (G4-cBs3aHHOe 3a00JIeBaHUE)
(19G4-C3). D10 MMMyHOOTIOCPEIOBaHHOE (PUOPO3HO-BOCTIAMTEIBLHOE 3a00JICBaHHE,
XapaKTepU3yrolieecs: BO3HUKHOBEHHEM OITyXO0JIENOJOOHBIX 0YaroB B pa3iu4HbIX Op-
raHax C YHHUKaJIbHOW THCTOJIOTMYECKOW KapTHHOM W ToBbIMIeHHEeM YypoBHs [gG4
B CBIBOPOTKE Y OOJIBIIMHCTBA NAllMEHTOB. BO3MOXHO Kak 0OHOBPEMEHHOE, TaK U IO0-
CJIeIOBATEILHOE BOBJICUCHHE TIPAKTHIECKH JTI000T0 opraHa. Y manueHnToB ¢ 1gG4-C3
HaOmonaercss Aud@Py3HOe WM OYAroBO€ YBEIMYECHUE OPTaHOB WM Y3EIKOBBIC/
YTOJIIEHHbIE TIOPaXEeHUs ¢ O0MIbHON nHpUIbTpanue 1gG4-mo3uTHBHBIMHA TJIA3MO-
uutaMu 1 pudpozoM. OnyxoneBuAHbIE 00pa30BaHUS M 3HAYUTEIHHO MOBBIIIECHHAS
KOHIIEHTpaIusi cbiIBOpoTouHOro 1gG4 sBnsitoTcst HanboJee YaCThIMU KIMHUYECKUMU
MPOSIBJICHUSAMU 3TOT0 3a0oeBanus [1, 2].

1gG4-C3 mokeT BeTpeuaThesl IOUTH BO BCEX OpraHax Tela, OJHAaKO 3TO 3a0o0Je-
BaHUE NMPEUMYILIECTBEHHO MOPAKAET MOKETYI0UHYIO JKeJe3y, OPOUTHI CIE3HBIX XKeJe3,
KPYIHBIE CIIFOHHBIE JK€JIE3bl, IIUTOBUAHYIO JKeJle3y, KEeTUEBbIBOAIINE ITyTH, JETKHE,
MOYKH, 3a0pIOIMIMHHOE POCTPAHCTBO, JuMbaTrnueckue y3ibl. Tombpko y 10-20 % ma-
IIMEHTOB HaOmrogacTcs mopaxkeHue omHoro oprana [3]. 1gG4-C3, ocoOeHHO Takue
MIPOSIBJICHUSI, KaK ayTOMMMYHHBIN MMaHKpEaTUT, 3a0pIOMWHHBIN QuOpo3, TyOyI0nH-
TepCTULIMATIBHBIA HEPPUT, Yallle BCTPEUAIOTCS CPEId MY KUHUH CPEIHEro U CTapIIero
Bo3pacta. CTerneHp TsHKeCcTH 3a00JIeBaHUSI OJIMHAKOBBI Y MY>KUUH M JKCHIIIVH.

KnvHnueckre CUMITOMBI BapbUPYIOT B 3aBUCHMOCTH OT OpraHa, B KOTOPOM
PacoJIOKEeHbl TOPAKEHUS, YTO 3aTPYAHSAET MOUCK KPUTEPUEB, OXBATHIBAOIINX BCEX
nanueHToB ¢ 1gG4-C3. B nenom 1gG4-C3 — 370 Gosiee pacrpocTpaHeHHAs MaTOJIO-
r'vsi, 4eM MHOTHE Jpyrue 3a0ojeBaHus, KOTOpBIE JIeYaT pPEeBMATOJIOTH, K MpPHUMEpY,
BCTpEUaeTcs yallle, 4yeM cUcTeMHbIi ckiepo3 win AHIIA-acconurpoBaHHbIE BacKy-
muThl. Ha ceromgusmamii neHs 3a001€BaeMOCTh dTOM 00/e3HBI0 B SITIOHWH OlleHHWBa-
etcs mpuMepHo B 1 ciyuqait va 100 000 [4].

Hcrtopus uszyuenus 1gG4-cBsizannoro 3a6oneBanus. Vcropus 1gG4-C3 kak
CaMOCTOSITENIbHOM HO30J0TMM Hadasach ToJdbko B 2001 r. XXI B. ¢ ycTaHOBIICHUS
CBSI3U CKJIEPO3UPYIOLIET0 AyTOMMMYHHOTO TaHKpeaTuTa ¢ runepcekpenuen [gG4 [5].
ITonarue o cucTteMHOCTH 3a00JIEBaHMS HAYAJIO CKiIaabiBaThbest TobKO ¢ 2003 r., korma
OBLITM OMMCAHBI BHETIAHKPEATUUECKHUE TTOPAKEHUS TIPU ayTOMMMYHHOM TaHKpeaTHUTe.
[Tocne Toro, kak mpu 3TOM 3a00JieBaHUU OBUIO OOHAPY)KEHO TMOBBIIIEHHWE B KPOBU
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ypoBHs 1gG4, mopakenune pa3HbIX OpraHoB ctanu cBsa3biBath ¢ 1gG4. I[losBuiiock
MHO>KECTBO Ha3BaHWI OJHOIO M TOTO e: «3abojeBanue, cBszaHHoe ¢ 1gG4», «cu-
cTeMHoe 3a0oiieBanue, cBsizaHHoe ¢ [gG4», «IgG4-cunapomy, «IgG4-accounupoBan-
HOe 3a00JieBaHUE», «CKIIepo3upyrolas 0oJie3Hb, cBa3aHHas ¢ 1gG4», «cucremHoe
CKIIepo3upytoiee 3aboneBanue, cBsa3anHoe ¢ 1gG4», «ayrTonMMyHHOE 3a00JIeBaHKE,
cBszanHoe ¢ 1gG4y, «IgG4-monoxxutenbHbId MONMOPTaHHbIN TUMQOIpoIrdepaTrB-
HBII CUHApPOMY», «0one3Hb rumnep-IgG4», «CucTeMHBIN IIa3MalUTapHbIi CHHIPOM,
cBa3aHHbIN ¢ 1gG4», «CUCTEMHBIN CKIEPO3UPYIONIUN CUHIIPOM, CBA3aHHBbIN ¢ 1gG4»,
«MyJIbTHGOKATBHBIA (PUOPOCKIEPO3», «MYJIbTU(HOKATHHBIN HAHOMATHYCCKUN (Puo-
POCKIIEpO3».

Coget mexayHapoanbix skcreptoB B 2011 r. B boctone (CIIIA) npunsn npen-
JI0’)KEHHOE SITOHCKUMU ucclienoBarenaMu HazBaHue «IgG4-cBs3anHoe 3a001€BaHKE)
(IgG4-related disease) n mpu3Ball 0TKA3aThbCs OT JIPYTMX TEPMUHOB M MCTOPHUYCCKH
CJIOKUBIIMXCS Ha3BaHWil. Ha3pIiBaTh HE «acCOLMMPOBAHHOE», & UMEHHO «CBSI3aHHOE
c 1gG4 3aboneBanue» [6]. B 3Ty HOBYIO HO30JIOTHYECKYIO €AMHHUITY BOIILIA MHOTHE
CUHJIPOMBI, PAHEE CUMUTABUIMECS CAMOCTOSITEJIbHBIMA M HUJIMONATHYECKUMH, KAK-TO
BOCIIAJINTEINIbHBIE TICEBIOOMYXOIU, CUHIApOoM Mukynnda, omnyxoib KrooTTHepa, TH-
peounut Punens, 6one3us OpMoHIa, MeTUACTUHATBHBIN (PrOpO3.

Kaunnuyeckue nposiBiaenusi. Pazsutne 1gG4-C3 gacto compoBoXXmaeTcs 3Ha-
YUTEILHOM TOoTepelt Beca Ha 20 u 6oJiee KMIOrpaMMOB, HO 0€3 JTUXOPaIKHU.

Buyrpuuepennbie nmopasxkenus. [lopaxxeHne LEHTpaJIbHOW HEPBHOW CHCTEMBI
npu [gG4-C3 BcTpedaeTcs OTHOCUTENBHO PEAKO, IPU 3TOM HamboJiee 4acTbIMU MPO-
SBJICHUSIMU SIBJISIFOTCSL TUTIO(MU3UT U TUNIEPTPOPHUUECKUil MaxuMeHUHTUT. Pexe peru-
CTPUPYIOTCSL BOCHIAIMTENIbHASL TICEBAOOIYXO0JIb, HEUPONATUS U MEPUHEBPATIBLHOE 3a-
OooneBanue, cBsazanHoe ¢ IgG4. B nureparype omucaHbl MOpaMXEHUST MO3TOBBIX
000y104eK (MMUTAIMST MEHUHTHOMBI), JKETyIO0YKOB, THMO(H3a, 4epermHO-MO3TOBBIX
HEPBOB U MapEHXUMBbI TOJIOBHOTO MO3Ta.

[Ipu nopakeHHH KaBEpPHO3HOTO CMHYCA BO3MOKHBI Mapajiny YepernHbIX HEPBOB,
peTpoopOuTanbHas 00Jib, HAPYIICHUS 3PEHUS (IAUIIONHUS WM CHUXKEHUE OCTPOTHI
3pEeHMs) U Mapainy SKCTpaoKyIapHbIX MbIl. [gG4-C3 B cpenHeil yepenHoil sSIMKe,
HAMETE MO3)KE€UKa W 33JHEM YEpPENHOMN IMKE MOXeT BbI3bIBaTh napanuy VI-XII yge-
pPEMHBIX HEPBOB W/WJIM MO3KEUKOBYIO0 aTakcuio. [{uddysHoe mopaxeHue TBepaoi
MO3TOBOM 000JOYKH COMPOBOXKIACTCS T€HEPATU30BAHHBIMA CHUMITOMAMH, TaKUMH
KaK XpOHUYECKHE TOJOBHBIE 00JIM, CYJIOPOTH U KOTHUTUBHBIC HapyiieHus. [Ipu Bu-
3yanu3aluuu runo@usuT, cBa3aHHblid ¢ [gG4, MOXKET MPOSIBISATHCS YTOIIIEHUEM HOXK-
KU runodusa, yBeamdyeHrem runodmusa [7].

IMopa:kenus riaa3. 3a0oeBaHNEe MOXKET MOPAKATh Pa3HbIC TJIA3HBIC TKAHU, Ta-
KM€ KakK CJIe3Hasl Kelie3a, SKCTPAOKYyJIIpHbIE MBIIIIBI, OpOUTalIbHAS KUPOBasi KIIET-
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yaTKa U TPOUHUYHBIA HEpB. OCHOBHBIMH KIMHUYECKUMH MPOSBICHUSIMU SIBJISIIOTCS
XPOHMYECKUN 0€300J1e3HEHHBIN OTEK OpPOUTHI WU OJHOOOKOM OpOMTHI M MPOITO3,
KOTOPBI MOXET COMpPOBOXKIAaTh nepudepuyeckas aumdbaneHonaTus. 3abojeBaHue
OpOUTHI YACTO OCJOXKHAETCS SK30(TaTIbMOM H3-3a BOBJICUEHUS IKCTPAOKYJISPHBIX
MBI WM HATHYUSI OpOUTAIBHON TICEBI00NYXO0aM. OOBIYHO HapyIIEHUE 3PEHUSI He-
3aMETHO, HO B TSDKEJIBIX CIy4asiX OHO MOXET MPUBECTH K MoTepe (HYHKIIUU TOpaKeH-
HBIX TKaHEH U OPraHOB U MOBJIMATH HAa OBCEAHEBHYIO KU3Hb MallMeHTOB. Yaile Bce-
ro pa3BUBACTCS XPOHUYECKUH CKICPO3UPYIOIIHUNA JAKPHUOAIEHUT, YTO MPOSBISETCA
XPOHUYECKUM 0€300JIe3HEHHBIM OTEKOM MJIM MponTo3oM opoutsl. Koraa 3aaeicTso-
BaHbI IKCTPAOKYJISIPHBIE MBIIIIIBI, Y TAIMEHTOB MOTYT HAOIIOAAThCSl OTPaHUYCHHbBIC
IBYDKEHUS TJ1a3, JUIUIONUS WIM Kocoryasue. B ciydae, Korjaa nopaXXeHHbI y4acToK
PacoJIOKEH BOKPYT 3pUTEJILHOIO HEPBA M CAABIMBAET €0, 3pEHUE MAllMeHTa PE3KO
YXYIIIAETCs U3-3a MOBPEXKACHUS 3pUTEIILHOTO HEpBa [ 8].

Ilopa:keHue KPyNHBIX CJAIOHHBIX KeJie3. [lopaxeHue CIFOHHBIX JKENe3 MOXKET
MPOSIBIISITHCS OOJIBIIUM YBEIMYEHUEM CIIOHHBIX KE€J€3 WM CKIEPO3UPYIOIIUM CHa-
noaneHuToM. Cre3Has )Kelie3a, OKOJIOYIIHAs XKeje3a U MOJHMKHEUEIIOCTHAS JKelle3a
OOBIYHO MOPAXKAIOTCS BMECTE B pa3iIMYHbIX coueTaHusXx. CoueraHue yBEIUYEHUs
CJIE3HBIX, OKOJIOYIIHBIX M MOJHMKHEUETIOCTHBIX JKeJle3 paHee Ha3blBaJIOCh «0o0Jie3-
HbIO MuKynyay.

Haunbonee yacto B ne0roTe 3a00JieBaHMS MOPAXKAIOTCA TMOAHMKHEUEITIOCTHAS
CJIFOHHAs Kelie3a U OKOJIOHOCOBBIE Ma3yxu. YacTo OJHOBPEMEHHO BBISBIISIETCS T€HE-
panu3oBaHHas JuMdaneHonatus. jisi KOppEeKTHONW MOCTAHOBKU JIMAarHo3a HEO0O0XO-
JMMO TIPOBOJUTH MAJIOMHBA3UBHYIO MHIU3NOHHYIO OMOIICHIO CIIOHHBIX K€Je3 C Mo-
CIIEIYIOIKUM MOP(OJIOTHYECKUM UM HMMYHOMOP(OJOTHYECKUM HCCIIEOBAHUEM.
Oo6napyxenue 6omnee 40 % miazMaTHYECKUX KIETOK, cekpeTupytomux 1gG4, B Tkanu
CITFOHHOM JKeJIe3bl — BaXKHBIN ITOKa3aTesb s TOCTaHOBKH Jquarnosa 1gG4-C3.

Iopa:xkenuss mmuToBHAHON kese3bl. [lpu IgG4-ceia3anHoM 3a0oneBaHUU
BCTpEYaroTCs JABE (POPMBI MOPAKEHUS IIMTOBHUIHOM >KeJIe3bl — TUPEOUIUT Pupesns
1 (pUOPO3HBINA BapUaHT TUPEOUIUTa XammumoTo [9].

B nons3y 1gG4-C3 npu nopakeHur IIMTOBUAHOM KeJae3bl MOTYT YKa3bIBaTh
YBEIMYECHHUE IUTOBUIHON KEJE3bl, TUIIO3XOTCHHbIE YYACTKH LIUTOBUIHOU KEJE3bI
IIpU yJbTPa3BYKOBOM MCCIIEIOBAaHNH, IOBBIIIEHHBIA ypoBeHb [gG4 B CBIBOpOTKE
KpPOBH, TUCTOIATOJIOTHYECKUE JaHHBIE, BOBJIIEYEHUE B MATOJIOTMYECKUN MTPOLIECC APY-
I'MX OpPraHoB.

Tupeougut Punenss — penkoe, MeJIEHHO MPOTPECCUPYIOIIEE BOCTIAIUTEIHLHOE
3a00JIeBaHKE IIUTOBUIHOM KeJe3bl, IPU KOTOPOM OJIHA WJIK 00€ JOJU YBETUYUBAOTCS
Y 3aMEUIAl0TCA COECIWHUTEIBHON TKaHBIO, YTO COIPOBOXKIAETCS KOMIIPECCHEN CO-
CEIHUX CTPYKTYyp meu. PuOpo3upoBaHue YacTO PaclpOCTPAHSIETCs 3a MPeeibl Kal-
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CyJIbl IIMTOBUAHOM KeJe3bl U MOopakaeT cocenHrue opraHbl. OObIYHO 300 TBEPIIBIA,
«KaMEHHMCTOM IJIOTHOCTU» U CIasH C OKPYKaIOIIKMMHU TKaHsAMH. [lanuentoB Gecno-
KOSIT OJIBIILIKA, OCHUILIOCTh I'0JIOCA, 3aTPyJHEHUE AbIXaHUA U ioTaHus. [[ns Oonb-
[IMHCTBA IALMEHTOB C TUpEOMIUTOM Punens xapakrepeH sytupeos. Hapymienue
(GYHKIIUM IIUTOBUIHOM KeJe3bl MPOUCXOANUT U3-3a OOIIUPHOTO 3aMEIICHUS KEJe3H-
CTOM TKaHHW HE(PYHKIIMOHHUPYIOUIEH COEAMHUTENBHONW TKaHbIO, YTO MPOSBIISIETCS pas3-
BUTHEM THUIIOTUPEO3a C MOBBILICHHBIMU TUTPAMHU AHTUTEN K THUPEOTJIOOYIHHY U TH-
peonepokcuase.

Kpome tupeonauta Punens, B cnekrpe 1gG4-C3 paccmarpuBaercs ¢hpubpo3upy-
IOIIUI ayTOUMMYHHBIM TUPEOUIUT (TUpeonauT XamumoTo). OH yaie BeTpedaeTcs
Yy MOJIOJIBIX MY’KYUH CO 3HAYUTEIBHO MOBBILIEHHBIM YPOBHEM aHTUTEN K THPEOTJIO-
Oynuny u Tupeonepokcuaase. [Ipu Y3U BoIsBIsAE€TCS MOHMKEHHAS 3XOT€HHOCTh TKa-
HHU IIUTOBUIHOM K€JIe3bl. Y MAMEHTOB C TUPEOUAUTOM XalIMMOTO BBICOKMH PHUCK
pPa3BUTHS THIIOTUPEO3a, MOKET Pa3BUBATHCA 3HAUMTEIBHOE YBEIMYECHHE IIUTOBHUI-
HOU JKE€JIE3bI, YTO YACTO CIYKHUT MOKA3aHUEM K TUpeou1dKToMud [10].

Ilopa:keHus1 Jerkux m miaeBpbl. KilMHUYECKHE CUMITOMBI IIPU MOPAXKEHUSAX
JIETKUX HECHEeIU(PUYHBI U MOTYT BKJIIOYATh OJBILIKY, CYXOH Kalleib, 001b B TPy,
CUHJIPOM OpOHXHaJIbHOM 0OCTpyKIMH. bojee ueM y MojoBHHBI MAaLMEHTOB MOpaKe-
HUSA JIETKUX MPOTEKAIOT O€CCUMIITOMHO U BBISBIISIIOTCS TOJIBKO MPU BU3yaJIU3aLUU.

[Topaxenne nerkux Bcrpedaercs y 10-30 % namumentos ¢ [gG4-C3. Ono moxer
MPOSIBJISITBCS YETHIPbMSI KIIMHUYECKUMU JIETOYHBIMU CUHAPOMAaMU: BOCHAIUTENIbHAS
MICEBJIOOIYXOJIb JIETKUX, 3a00JIEBAHMSI LIEHTPAIbHBIX JIbIXaTEJIbHBIX MYyTEH, UHTEp-
CTULMAJIbHAsl THEBMOHHUH M IUIEBPUT. XapaKTEPHbIE PEHTTEHOJIOTMYECKUE TPOSIBIIE-
HUS B JIETKUX BKJIFOYAIOT y3€JIKH, IOMYTHEHUE T10 TUITY «MATOBOI'O CTEKJIa», albBEO-
JSIpHBIE U WHTEPCTUIMAJIbHbIE 3a00JIEBaHUSA U YTOJIIEHHE OpPOHXOBACKYJISPHOTO
IIy4YKa, y3JI0BaTOE YTOJILEHUE IIJIEBPHI.

[Ipu komnbIOTEpHON TOMOrpaduu TpyIHON KIETKU BBISBISIOT BHYTPUTPYIHYIO
Y MEAMACTUHAIbHYIO JTUM(DaIeHONATHIO, YTONIIEHUE EPUOPOHXOBACKYISIPHOTO HH-
TEPCTUIUS C CYOIIeBpaIbHON W/WIIM EpUOPOHXOBACKYJISIPHON KOHCOIMIALUEH WU
0e3 Hee, Y3eJIKH U IJIEBpalbHbIC yTOMIeHus u/uin odpazoBanus [11]. [lopakenus
IJIEBPBI MOTYT BO3HHMKATh KaK OTIAEIbHO, TAK U MPU HAJUYHUH MMOPAKEHHUN IMApEHXU-
MBI JIETKHX.

Crennuyeckoro 1MarHoCTUYECKOro TeCTa Ha MOPaKEHUE TPYTHOM KIIETKU MPH
IgG4-C3 ne cyuiecTByeT. B nquarHocTuke CylieCTBEHHYIO MOMOIIb OKa3bIBAIOT pe-
3yJbTaThl OMOINICUU MOPAKEHHOI'O y4acTKa Jerkux (moiaukiaoHanbHbii [gG4-mumdo-
MJIa3MOLUTAPHBIA MHOUIBTPAT, CTOPUMOPMHBIA (UOPO3 WM OOJIUTEPUPYIOIIUNA
(bnebut) 1 noBkIMIeHHBIN YpoBeHb [gG4 B CHIBOPOTKE.
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IMopa:xkenue cpenocrenus: nmpu 1gG4-C3 Bcrpeuaercs penko. [Ipu 3Tom MoxeT
POUCXOJIUTh CIABJICHUE KU3HEHHO BaXXHBIX CTPYKTYP CPEIOCTEHUS, YTO MPUBOJIUT
K TUCOYHKIIMU OpraHoB. PaHee momo0HyI0 MaToJIOrHIo KiaccuuimpoBaiu kak Gpuo-
PO3UPYIOIINIA METUACTUHUT.

Bo3moxHa nepuBackyssipHas HHQUIbTpays U HHOUIBTPALUs CTEHKH COCYI0B
KpymHOro kanuOpa. Yarie mopaxaroTcsi aJBEHTHIINI COCYAOB U MEepUaAABCHTULINATb-
HbIE TKaHU, MPOLIECC MOXKET 3aTparuBaTh a0pTy, JETOYHbIE ApTEPUU, MOJB3OLIHbIE
apTepuu WM MOAB3101IHbIE BeHbl. CoCyncTas CTEHKa, BOBJIIEYEHHAs B TATOJIOIHYE-
ckuii ipouiece nipu 1gG4-C3, ckiioHHa K 00pa30BaHUIO aHEBPU3M, & UHOTJA U K pac-
cinoeHuo Wi nepdopanuu. [lpu xommeloTepHoil ToMorpaduu BUAHO YTOJILIEHHE
CTEHKH aO0pPThl MJIM HWHOTO COCYyJa, YTO COOTBETCTBYET BOCHAJIECHHUIO, MPEUMYIIE-
CTBEHHO JIOKAJIM30BAHHOMY B aJBeHTULMU. [lopakeHne cocyq0B MOKET UMHUTHUPO-
BaTh MEPBUYHBIC BACKYJIUTHI KPYIMHBIX COCYJIOB, TAKME KaK TMTAaHTOKJIECTOYHBIN apTe-
pUUT W Hecneuu(PpUUecKuil aopToapTepuuT. XOTS KIWMHUYECKHE NPU3HAKA STHUX
BacKyauTOB TIpH 1gG4-C3 00BIYHO OTCYTCTBYIOT.

IHopaxkeHue MOIKeTYAOUHOM xKejie3bl — OJHO U3 YAaCThIX U SAPKUX KIMHHAYE-
ckux nposinenuit 1gG4-C3. Ha pomto ayroummyHHoro mankpearura npu [gG4-C3
npuxoautcst 2 % U3 BceX MAlMEHTOB C XPOHUYECKUM IMaHKpeaTuToM. [laHkpeaTur,
cBa3aHHbIi ¢ [gG4, 0003HaYalOT KaK Ay TOUMMYHHBIN TAHKPEATUT TUMa 1.

D10 3a007€BaHUE XapaKTEPU3YETCs JIETKUMHU a0JIOMUHAIBHBIMU CUMIITTOMAaMH,
O0OBIYHO 0€3 OCTPBIX MPUCTYINOB MAHKPEATUTA, NHOT/Ia CIIyYalHBbIM MOSBJICHUEM Me-
XaHUYECKOM JKEJITyXH, MOBBIIIEHUEM KOHLEHTPALMU FaMMarjioOyJIMHOB B CBIBOPOTKE
kpoBH, IgG n/umu IgG4, nuddy3HbIM, CETMEHTApHBIM WJIM 04aroBbIM YBEJIUYEHUEM
MOJKETYA0OYHON JKeNie3bl C KarcyJlonoJ00HBIM O0O0JKOM HHU3KOM IUIOTHOCTH Ha
M300pKEHHUSIX KOMIBIOTEPHON TOMOrpaguu WM MarHUTHO-PE30HAHCHOW TOMOTpa-
¢un (KT/MPT), rucronatosiorudecku OOWIBHOW HMH(PMIbTpaluei JuMdonutamu,
1gG4-nmo3uTHBHBIMH TIIa3MOIIUTaMHU, (GUOPo30M 1 obuTepupyromuM (iedutom [3].

VY nauueHToB ¢ ayTOUMMYHHBIM [TAHKPEATUTOM YacTO OAHOBPEMEHHO Ha0Ir0a-
eTcsl rpyaHas JuMQpaaeHONaThs, TOPAKEHUE KETUHBIX MTPOTOKOB, PEKE BCTPEUACTCS
YBEJIMYEHHUE CJIE3HBIX U CIIOHHBIX XKele3, peTponepuToHealbHbli pudpo3. mMeHnHo
HaJIM4KE TUX BBIIICTIEPEYUCICHHBIX IKCTPATAaHKPEATHICCKUX TTOPAKEHUN TOMOTAeT
B JINarHOCTHKE MaHKpeaTuTa, cBs3anHoro ¢ 1gG4.

B 20-75 % ciydaeB uCXOJ0M UIUTENBHO TEKYIErO0 ayTOMMMYHHOTO MaHKpea-
TUTa TUNA | SBIsSIeTCs pa3BUTUE CaXxapHOro Auabdera.

IHopaxenusi meyeHnn M xeJYHbIX myreil. [lopaxenune neuenn npu IgG4-C3
MEHEE XapaKTEepHO. DTO MOKET MPOSIBIATHCS MCEBAOOMYXO0JIbIO IEYEHN U XOJIAHTHU-
TOM. JIpyrve rucTonaToIoriueckKue N3MEHEHUSI CO CTOPOHBI IEYUEHU MOKHO OTHECTH
K pPEaKTHBHBIM HM3MEHEHUsM, 00ycioBieHHBbIM [g(G4-CBSI3aHHBIM XOJAHTUTOM WIIH
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ayTOMMMYHHBIM MMaHKpeaTuTOM. HenmpocTo pa3inyuTh NEPBUYHOE MOPAKEHUE MEeUe-
Hu nipu [gG4-C3, Bmouast [gG4-ayTOMMMYHHBIN XOMaHTUT, U PEaKTUBHBIE OOCTPYK-
THUBHbBIC U3MEHEHUS B IEYEHH, 00YCIOBICHHBIE ayTOUMMYHHBIM MTAHKPEATUTOM.

Onucan 1 ayTOMMMYHHBIHN renaTuT, cBa3aHHbi 1G4, ¢ Bo3pacTaHueM Kosnye-
ctBa 1g(G4-m0N0KUTENBHBIX MJIA3MATHYECKUX KJIETOK. [g(G4-ayTOMMMYHHBII T€aTuT
XapaKTEpU3yeTCsl TMOBBIIEHHBIMH KOHILIEHTpaUUsMHU cbiBOpoTouHOoro IgG4 u wun-
bunpTpamueit [gG4-skenpeccupyomux mia3MaTHIeCKUX KIETOK B MeYeHU. broxu-
MUYECKHE HCCIIEOBAaHUS KPOBU B OOJBIIMHCTBE CIYy4YacB HE MO3BOJIAIOT PA3IHUYNThH
IgG4-ayroummyHHbIi renatut u [gG4-HeaccouMupoBaHHBIM ayTOMMMYHHBIA Temna-
TUT. B nenom xknmHndeckas 3HauuMoctb [gG4-cBS3aHHOTO0 ayTOMMMYHHOTO TelaTUuTa
IIOKa OCTAETCS] HESICHOM M 3aCIIy>KMBAET JAJIBHEUIIIETO U3yYEHUS.

Jpyrum TunoM nedeHouHsIX npossiaeHur 1gG4-C3 aBnsercs BoCHaNUTENbHAS
MICEBJIOOMYXO0JIb TeyeHu. [IceBgoonmyxonu mnedeHu MOApa3AeNsioTCs Ha JiBa THIIA:
¢ubporucTuonMTapHas U auM@poIIa3MoUTapHas, MOCIEAHSS SBIIAECTCS IEYEHOY-
HbIM nposiBiienneM [gG4-C3 [12].

Haubonee pacnpocTpaHEHHBIM BHE IMaHKPEATHUYECKOIO IPOSBIICHUS AyTOUM-
MyHHOro mankpeatuta tuna 1 (IgG4-cBsi3aHHOTO) SBISETCS CKJIEPO3UPYIOMIMI XO-
JIAHTUT, KOTOpbIi BeTpeuaercss y 70 % Takux namuentoB. Ho 6e3 ayroMMMyHHOTO
[TAHKPEATUTA TUIA | CKIIEPO3UPYIOIINAN XOIAHTUT BCTPEYAETCS PEIKO.

OTnuryre OT NEPBUYHOTO CKIIEPO3UPYIOIIETO XOJaHTUTa OCHOBAHO Ha PE3yJbTa-
Tax Ouoncum TKaHu (JuMdoruiazMoruTapHas uHpuibTpamus 1gG4+, unaTepcruiu-
anbHbI (Hubpo3 w/mnm obnurepupyromuid ¢GieduT), TOBBIIIIEHHOM ypoBHe 1gG4
B CBIBOPOTKE KPOBH M XAPAaKTEPHOM OTBETE HA TIIFOKOKOPTHUKOUABI. JlMarHOCTUKE
MOMOTaeT HaIM4ue KInHundeckux npossiennit 1gG4-C3 B npyrux opranax [13].

Iopa:xkenue nmouvek. [louxku npu [gG4-C3 nopaxkarotcs Mo TUIMY TyOyJIOUHTEP-
CTULIMATIBHOTO HedpuTa. ['UCTONOrMYeCcKre NaHHbIe BKIIIOYAIOT JUM(OIUIa3MOIUTap-
HYI0 MHQWIBTpALMIO MOYEYHOI0 UHTEPCTULIUS U Hanuuue Guodposa. [Ipu nMmyHoru-
CTOXMMHYECKOM HCCIIEIOBAaHUU HaxoIAT yBenudeHue uncia 1gG4-monoKuTenbHbIX
r1a3MaTHueckuXx kietok [14]. TyOynouHTepCcTUIMaIbHBIN HeQPUT Yallle pa3BUBACTCS
y myxuuH (70-80 %) moxwunoro Bo3pacra (cpemaauii Bo3pact 65 yier). Y OOIbIINH-
CTBa U3 HUX MMEIOTCS MPU3HAKK BOBJIEUECHHUS APYIMX OPraHOB (IOKEITyA0YHAs XKe-
Jie3a, CIFOHHBIE, CJIE3HbIE XKEJIE3bl U Ap.)

3a0pIOMIMHHBIA WM PeTPONEePUTOHEANbHBIH (PUOP03 — o1HO U3 Hambosee
gacTo Bcrpevaromuxcs nposiaeHuit [gG4-C3 (ot 10 mo 30 %). Panee stoT ¢hpudpo3
cuuTan «uauonatuyeckumy». C 3a0prolMHHBIM (UOPO30M MOKET OBbITh CBS3aH
1 a0PTUT OPIOIIHOTO OT/AeNa aopThl [15].

OCHOBHBIMH CHMIITOMaMH PETPONEPUTOHEATHLHOTO (PuOpo3a SBISIOTCS 0OJb
B KUBOTE WJIM MOSICHUIIE, OTEK HMKHUX KOHEYHOCTEH, CUMIITOMBI IMOPAXKEHHSI HUXK-
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HUX MOYEBBIBOJAIIMX IyTE€H, MOTEPsS MAcChl Teila. XPOHUYECKUE BOCHAIUTEIbHBIE
1 GUOpPO3HBIE UBMEHEHUS PACTIPOCTPAHSIOTCS OT a0PThl M CTEHOK IMOJB3I0IITHON ap-
TEPUU K PETHOHAIBHBIM CTPYKTYpaM, TAKUM KaK MOUYETOUYHHUKHU, YTO MOXKET MPHUBO-
IUTh K OOCTPYKTUBHOW ypONaTUU M OCTPOM moyeyHou HejoctaroyHocTu. [Ipeobia-
JAeT OJJHOCTOPOHHEE MMOPAKECHHE.

Ha KT OpromHoil monocTu peTponeTUTOHEaIbHbIN (prOpo3 BBIMISAUT KaK OJI-
HOpPOJHAsl NepuaopTalbHasi U OKOJOIMOAB3IOIIHAS Macca, KOTOpas MOXKET CHaBJIu-
BaTh COCEJHHME CTPYKTYphI W/WJIHM BTATUBATh MOYETOYHUKH KHYTpU. JTa TKaHb OTEU-
Ha ¥ TUIEPKIIETOYHA.

Jlumpanenonarus Bcrpevaercs npumepHo y 40 % maimeHToB BMECTE C Jpy-
TMMU KJIMHAYECKUMH WIH JJA0OPATOPHBIMU MPOSIBICHUSMU 3a00J1€BaHUs, HO MOXKET
OBITh HAYAJILHON WJIM €IWHCTBEHHOM MaHH(ecTauueid. OOBIYHO BOBJIEKAIOTCS MHO-
’KECTBEHHbIE TPYNIbl JUM(PATUYECKUX Y3JI0B; HanOoJiee 4acTO MEIWACTUHAIIbHBIE,
MHTpaabJIOMUHAIbHBIE W TOAMBILICYHBIC. YBEIMYECHHE JTUM(ATUYECKUX Y3JI0B,
O0OBIYHO BBISIBIISIEMOE OECCUMITOMHO, HE00X0auMO AuddepeHIIpoBaTh OT 3JI0Kayve-
CTBEHHOTO HOBOOOpa30BaHMsI, TUM(GOM HJIM MHOroouyaroBoil Oonesnu Kactiemana
[16]. OcobenHo yacto JuMQpaaCHONATUS BCTPEUYACTCS y MAIMEHTOB C ayTOMMMYH-
HbIM nTaHkpeaTuToM (80 %).

IHopa:keHus1 KOKM BCTPEYAIOTCA HEYACTO U MPOTEKAIOT B BUAE MCEBAOIUM(DO-
MBI KOXH, TaIyJl, OJidiIeK 1 y3eakoB. [lopakeHns oObIYHO MOSBIAIOTCS Ha BOJIOCH-
CTOM 4aCTH TOJIOBBI, JIUIIE, 1€ U YIIHOW pakOBUHE. MaKyJibl U OyJUIbI BCTPEUAOTCS
Kpaii"e penko [17].

Jlaboparopubie nannble. B o6miem ananuse kpoBu marueHToB ¢ 1gG4-C3
o0br4HO BbIsBIIAETCS Bbicokass COD. XapakTepHa IuCCOIUAIUS MEXIY BBICOKOU
COD, HO oTHOCUTENBHO HU3KUM ypoBHEM CPBb.

Bricoko3naunmMbiM nabopatopHbiM nipuzHakoMm 1gG4-C3 sBnsieTcs MOBBIIIICHUE
ceiBopoTOUHOTO ypoBHs IgG4 6onee 1,35 mr/an. U3BectHsl 4 noaknacca IgG: IgGl
(70 %) > 1gG2 (20 %) > 1gG3 (6 %) > 1gG4 (4 %). UmmyHormo0ymua G4 mpencraB-
asieT co00M HaMMEHBIINN MOAKIACC UMMYHOTJIOOYJIMHOB U COCTaBIIsIET 0KOJI0 5 % OT
obuiero konuyecta IgG. D10 0cOOBIE UMMYHOTTIOOYJIMH, KOTOPBI OOBIYHO CUMTA-
€TCsl HEBOCTIAJIUTENIbHBIM U3-3a €r0 HECTIOCOOHOCTH aKTUBUPOBATH IyTh KOMILJIEMEH-
Ta U TeHEePUPOBATh UMMYHHBIC KOMIUIEKCHL. K cokanmeHuto, K JaHHOMY MpPU3HAKY
10G4-C3 HeoOX0aMMO OTHOCHUTBCS KpailHE OCTOPOKHO M B3BEHICHHO: OH HECTICIH-
(dbryeH, MOKET BCTPEYAThCS NIPH JIPYTUX PEBMATHYECCKUX, HHPEKIIMOHHBIX U OIMYyXO-
JIEBbIX 3a00JI€BaHUAX, MOXKET OBITh OTPUIIATENILHBIM Ja)Ke MPU aKTUBHOM 3a00eBa-
Huu y 30 % manueHToB, MEJICHHO pearupyeTt Ha ¢poHe ycrnenrHoi tepanuu [18].

ITo pesynpraram meraananusa 2016 r. yTBepKaaeTcs, YTO TOJIbKO MOBBIILICHHS
ypoBHs [gG4 B CBIBOPOTKE KPOBH HEAOCTATOYHO JJIsl YCTaHOBJIEHUS nuarHo3a 1gG4-
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cBsi3aHHOTO 3a0oneBanus. [IpenensHoe 3HaueHue ceiBopoToyHOro 1gG4 B auamasone
ot 1,35 1o 1,44 mr/a obnagaet 4yBCTBUTEILHOCTHIO 87 % 1 crienupuyHOCThIO 83 %.
[IpeanourutensHee OMOIICHS BOBICYEHHOTO OpraHa, Korjaa 3To Bo3MoxHo [19]. [gG4 —
Mapkep 3a00JeBaHus, a HEe MaTOJOTnYecKuil (hakTop, U MOBBILICHHBIN ypoBeHb [gG4
B CBIBOPOTKE KPOBH SIBJISIETCS CIEACTBHEM 3a00JI€BaHUs, a HE €70 HCTOUHUKOM.

Baxxupim naboparopubiM npusHakoM [gG4-C3 MokeT ObITh TUIIOKOMILIEMEHTE-
MUs1, IPOSBISIONIAsICS CHIKEHUEM YypoBHeW koMiuieMeHTa C3 wim C4 HuKe HMKHUX
IIPEAEIIOB HOPMBI, UTO HAIIOMUHAET YPOBHH KOMIUJIEMEHTA, HA0JII0OJaeMbl€ y TTAllUEH-
TOB C CUCTEMHOM KpacHOU BOJIMAHKOW WJIM CMEIIaHHOW KpuornoOynuHemuen. CHuU-
KEHHBIN ypoBeHb KoMIieMeHTa BcTpeuaercs y 25-30 % manuenTtos ¢ 19G4-C3 [20].
Mexanusm runokomrmuieMentemun mpu 1gG4-C3 ocrtaercst HesicHbIM, Tak Kak 1gG4
caM IUIOXO CBSA3BIBAET KOMILIEMEHT. M3BECTHO JIHIIIb, UTO MALMEHTHI C TUITOKOMILIE-
MEHTEMHUEW MMEIT Oosiee TSAKENOe TeueHHEe 3a00JIeBaHMsI, YEM NALMEHThl C HOp-
MaJIbHBIM YPOBHEM KOMIUIEMEHTA [21].

HescubiM ocTaeTcst u pU3HOIOrHYecKoe 3HaYeHUE MOBbIIeHHs YpoBHs IgE mnn
»03uHO(UIOB, Habmogaemoe npuMmepHo y 40 % mauuenrtos. IgE vacro 3ametHo mo-
BBIIICH, 0OCOOECHHO y MAIMEHTOB C Y03MHO(PWINEN U aTONueH, Tor/ia Kak ypoBHU IgA
u [gM HOpMalIbHBIE WIIH MOBBILLIEHBI YMEPEHHO.

19G4-C3 sBasieTcss BaXKHOW NMPHYMHOMN TMOTMKIOHAIBHON THUIIEpTaMMarioOyinu-
HemuH. [IoBbIIEHHBI ypOBEHBb CHIBOPOTOUHOrO [1g(G4 wacto compoBoKIaercs yBe-
muyenreM IgG1, 4To BeI3bIBAET MOJUKIOHAIBHYIO TUIIEpraMMariooyimHemuto [22].

[Tarmments ¢ [gG4-C3 00bIYHO MMEIOT TAKXKE TMOBBINIEHHBIA YPOBEHb XEJIep-
Hbix T-xnerok Il Tuma (kmetok Th2), a Takke MOBBIICHHYIO KCIpeccuio Th2-acco-
IUMPOBAHHBIX ITATOKWHOB, Kak nntepierkun (MJ1)-4, NJI-5 u NJI-10 [23].

WNuTtepec mpencTaBisiioT pe3yibTaThl MCCIACAOBAHHS KIMHUYECKUX M Jlabopa-
TopHBIX ocobeHHocTer 1gG4-C3 Ha GONBIIMX KOTOpTax MAIMEHTOB STOHCKON U aMe-
pukaHckou nomyssiuuit [20, 24]. B Tabn. 1 npeacraBieHsl pe3ysbTaThl 3TUX UCCIIE-
JTIOBAHUM.

Ecnu otnenpHble MOKa3aTend WIM 4YacTOTa MOPAXKEHUs OTHENIbHBIX OpPraHoB
y MALMEHTOB SAMIOHCKOW U aMEPUKAHCKOW MOMYJISIIUA B OCHOBHOM COBIIAJIAK0T, TO WH-
TepeceH (PaKT 3HAUMUTETHHBIX pa30ekeK B MOPAKEHUIX IPyrux opraHoB. K mpumepy,
4acTOTa MOPAKCHUS CIIOHHBIX M CJIE3HBIX JKele3, OpOouThl, TUM(OY3710B, KaK U TO-
BBILIIEHUE YPOBHS ChIBOpoTOUHOTO 1g(G4 pasznuuanuck npumepHo B 2 pa3a. HesicHo,
3TO JIEUCTBUTENIBHO OOBbEKTUBHAS PEATbHOCTh B PA3HBIX CTPAHAX WM K€ PE3yJIbTaThl
CTAaTUCTUKU 3aBUCENU OT Mpoduiisi J1e4eOHbIX OTIEICHUN B KIMHHUKAX, TJI€ KOHIIEH-
TPUPOBAIIMCH MALMEHTHI C ONPEICIEHHBIMU OPAXKEHUSIMUA OPTaHOB.
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Tabnuya 1
KianHuveckue XapakTepUCTUKH NALMEHTOB U3 ABYX 00JbIIUX OMY0JIHMKOBAHHBIX KOTOPT

IMoka3aTe/id B MpoIeHTAX Japan (n =334) | Boston (n =125)

Bo3spact npu nocraHoBke Auaraosa 63,8 net 55,2
My»x4uuH 61,4 60,8
CpenHee KOIHUYECTBO MOPAKEHHBIX OPTaHOB (JIUATIa30H) 3,2 (1-11) 2,3 (1-7)
[ToBbIienue ypoBHs ceiBopoTounoro 1gG4 >95 51
CIIFOHHBIE JKEJIE3BI 72,3 44.8
CnesHble xene3nl/opouTa 57,1 22,4
Jlumdoyzier 56,5 27,2
Jlerkue 234 17,6
[MomxkenynouHas xemne3a 25,5 19,2
ITouxkn 23,7 12,0
Perponepuroneansubrii pudpos/aopra 24,9 18,4/11,2

JuarnocTuka. He cyiecTByeT yHMBEpCaIbHOIO aHAIM3a WM METOAA JJi JHa-
rHoctuku 1gG4-C3. Bo Bcex ciydasx TpeOyeTcs TiiaTeIbHOe COMOCTABICHNE KITMHUYe-
CKOM, IMMYHOJIOTUYECKOU, PEHTTEHOJIOTUYECKON 1 THCTOJIOTHYECKON KapTHUHEI [25].

3on0ThiM cTangaptToM auarHoctuku 1gG4-C3 saBnsitoTcst gaHHble Ouoncuu. ['u-
CTOIATOJIOTUYECKAsi KAPTHHA B BOBJIEUYEHHBIX OpraHax JOJKHAa COOTBETCTBOBATH CJie-
OYIOIIUM  KPUTEPUSM: HAJIWYUE IUIOTHBIX JUMQOIUIa3MaTUYECKUX HHPUIBTPATOB
¢ npeobnaganueM 1gG4-noI0KUTEIBHBIX TUIa3MAaTUHYECKUX KJIETOK B TTOPAKEHHOM TKa-
HU; criupaieBUaHbIN Guopo3 (storiform fibrosis); oGnuTepupyromnuii GpieOUT; 303UHO-
¢bunbHas nHGUIbTpanus; cootHomenue [gG4+ knerku/IgG + knetku > 40 % [26].

Knuauyeckre cMMNTOMBI BapbUPYIOT B 3aBUCUMOCTH OT TTOPAXEHHOTO OpraHa
WJIM OPTraHOB C Pa3BUTHUEM Yy HEKOTOPBIX MAllMEHTOB CEPhE3HBIX OCJIOXKHEHMM. B ma-
TOJIOTHYECKUH TIPOLECC MPAKTUYECKH MOXKET ObITh BOBJIEUEH JII000I OpraH.

CeronHsi CyleCTBEHHYIO MOMOIIb B JHArHOCTUKE OKa3bIBAIOT KiaccU(pUKaIlU-
oHHble Kputepuu 1gG4-cBs3anHOr0 3a00neBanus, npeaaoxkeHusie B 2019 r. Amepu-
KaHCKUM KOJUIeIDKEM peBMaTtosioruu U EBponeiickoit nuroit mo 6opbrde ¢ peBMaTu3-
MoMm (ACR/EULAR) [27]. B kpurepusix ACR/EULAR mnpenycmoTpeHa mornaroBas
JMArHOCTHKA U MPEIYyCMOTPEHA CUCTEMa HAYUCIICHUS OalIoB.

[ar 1. Hanuuue kpuTepusi BKIIOUEHUS: YUUTHIBAIOTCS XapaKTepHbIC KIMHUYE-
CKH€ WJIM PEHTTEHOJIOTMYECKUE TMPU3HAKU TMOPAKEHHs CIIOHHBIX, CIE3HBIX JKEJe3,
JIETKUX, TMOYEK, PETPONEPUTOHEATLHOTO IPOCTPAHCTBA, IIIMTOBUIHOM Kelle3bl, TBEP-
JI0M MO3TOBOM O0OJIOUKHU WM JTUMGOTUIa3MOIIMTAPHBIN WHOUIETPAT HESICHON ITHO-
JIOTWH, BHISIBIICHHBIN B YKa3aHHBIX OpTraHax.

[Iar 2. OTcyTcTBUE CHEIUATBHBIX KPUTEPUEB UCKITIOUCHUS.

Har 3. Ouenka pe3yapTaToB HccienoBanus ypoBHsa [gG4, naHHBIX UMMYHOTH-
CTOXMMHUHU, XapPAKTEPUCTUKA YBEIUYEHHBIX CJIE3HBIX M OOJBIIMX CIIOHHBIX >KEJE3,
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IPYIHOMN KJIETKU U TPYAHON a0pThl, MOMXKEITYA0YHON JKee3bl U OUIMapHOTO TPAKTa,
MOY€EK, 3a0PIOIIMHHOTO MPOCTPAHCTBA.

W, HakoHe1, mar 4 — oOlIeHKa MOJTY4YEHHbBIX JaHHBIX B Oajiax.

Cymma OamioB < 20 yka3blBaeT Ha TO, YTO HAIlMEHT HE JAOJDKEH OBITh KIIACCHU-
¢bunuposan kak umeromuii [gG4-C3; u, HaobopoT, cymma 0amnoB > 20 yka3bIBaeT HA
TO, YTO MAIMEHT JIOJDKEH OBITh KitaccuuiupoBan kak nmerommii [gG4-C3.

B tabn. 2 u 3 npexncrasnensl knaccupukanronusie kputepun 1gG4-cB3aHHOTO
3aboneBanns (ACR/EULAR, 2019).

Tabauya 2
Knaccnpurxanuonnoie kpurepun (ACR/EULAR, 2019) u kpuTepun uCKI0YeHHUS
1gG4-cBsi3aHHOr0 3200/1€BAHUSA

Kpurepun IMoka3zarenu
Knuanueckue Jluxopanka
HACKITIOUEHUS Pe3ucTeHTHOCTH K cTEepouiaM

JleiikonieHHsI WA TPOMOOIIMTOTICHUS
[Tepudepuueckas r03unopunus (> 3000 B 1 MM3)

Ceposoruueckue PR3 mwu MPO-ANCA mnonoKuTenbHbIe

HUCKJIFOUEHHUS AnTH-RO num -La nmonoxxureabHbIe

DKCTparupyemsi€ sJIepHbIC AHTUTEIIA MTOJIOKUTEIHHBIC

KpuorinoOynunsl

Crneuuduueckue aHTHTENA, ACCOLIMUPOBAHHBIE C IPYTUMU 3a00IeBaHUSIMHI

Paguonornyeckue | beICTpoe pEHTT€HOIOTNYECKOE IIPOrPECCUPOBAHUE

UCKIIIOUECHUS MaccuBHOe nopaskeHre KOCTHOTO Mo3ra (Takue Kak 0oJie3Hb Dpareitma—
UYecTtepa)

[Tono3pennie Ha UHPEKIMOHHBIN WK OIMYXOJEBBINA MPOLECCHI

Mopdonornueckue | [IpenmymiecTBeHHO TpaHyIeMaTO3HOE BOCHIAJICHNE
UCKITIOUEHHUS HexpoTusupyromuii BacKyiIuT

3nokauecTBeHHas! MHPUIbTpAIHs

[TpeoGnananue rucTHOLUTAPHOW UHPUIBTPALIUH
[Tpeobnananue HeUTpODUIBHON HHUIBTPALUU
MynpsTunentpuyeckas 6onesns Kactiemana
[Tpeobnaganue Hekpo3a

Bocnanurenpaas ICEBAOOITYXO0JIb

Tabauya 3
Kaaccnpukanuonnsie kpurepun (ACR/EULAR, 2019), kpuTepun BKJIIOYEHUS
U oueHka B 0ayiax IgG4-cBsizanHoro 3adoeBaHus

Kpurepun XapakrepucTuka Basbl
Yposens 1gG4 Hopwmanbabrii 0
Belme HOpMBI, HO He BbIIIE 2 BEPXHUX T'PAHUL] HOPMBI 3,7
Ot 2 110 5 BepXHUX IpaHULl HOPMBI 6,1
Beimie 5 BepXHUX TpaHUI] HOPMBI 10,8
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Oxonuanue maba. 3

Kpurepun XapakTepucTuKa basnbl
HNmmyHorucroxumus | HemrdopmarusHast Guorcus 0
[TnoTHBINH TUMbOTIa3MOITUTAPHBIA HHPWIBTPAT 3,7
JInmormazmonurapHas HHGUIbTpAIHS + 00U TEPUPYIOIIHIA
haedut 6,1
JInmornnazmonutapHas HHGUIbTPAIHS + CIIHUPATICBUIHBIHI
¢ubpo3 13,3
YBenuyenue Bogneuena ogHa rpymmna xemne3 59
CJIE3HBIX M OonbIuX | BoBieueHsl 1Be 1 OoJiee rpymibl Kees3 13,8
CJIFOHHBIX JKeJe3
['pynHas kinerka [1epnOpOHXOBACKYIISIPHOE M MIEPETOPOAOYHOE YTOIIICHUE 3,8
U Tpy/IHas a0pTa [TapaBepTeOpanbHas oA00Hass OaHIaXKy MATKasl TKaHb B TPY/I-
HOH KJIETKE 9,8
[Momxenynounas HuddysHnoe yBenmueHmne MoKey1I09HON jKee3sl (yTpaTa
Keesa u Ommap- JIOJTLYATOCTH ) 8,0
HBI TPAKT HuddysHoe yBenmueHue MoKeTyI09HON JKeIe3bl C Karcyo-
0T00HBIM 000 TKOM 10,5
BoBrnedenune noukeny104HoM Kene3bl 1 OUIMapHOTO TPaKTa 18,7
[Touka I'unokoMIieMeHTEMUS 6,8
YTOJIIEeHHE TOYSUHBIX JIOXAaHOK U/HIIN TTAPSHXUMBI 8,1
3abprommHHOE Juddy3Hoe yronmeHne CTeHKH a0JJOMUHATBHON YacTH aOPTHI 4,1
IPOCTPAHCTBO VYToNmeHne MATKIX TKaHeH TI0 OKPY>KHOCTH HJIH TIepeHeaTe-
pabHOE BOKPYT HH(PPAPEHAITBHOTO OT/IENa a0PTHI HITH MO/~
B3JIOIIHBIX apTepuit 7,8

Knaccudukanmonnsie kpurepuu 1gG4-C3 ACR/EULAR He oGsi3aTenbHO Tpe-
OyroT Omorcuu Wi MOBBIIIEHHOTO ypoBHS 1G4 B chIBOpOTKE, HO (POKYCHUPYIOTCS Ha
IIOJIHOM KapTHHE KIMHUYECKHUX, CEPOJIOTMUECKUX, PEHTI€HOJOTHYECKUX U MTAaTOJIOT U~
YECKUX IMPHU3HAKOB B JAuarHoctuyeckoMm mporecce [27]. Coueranne oOHapyKeHUs
MOBBIIIEHHOTO YpoBH: 1gG4 ¢ KIIMHUYECKUMU MPOSIBICHUSMU, pe3ybTaTaMu BU3ya-
JU3aluu ¥ OMOTICHM OpraHa JiejaeT 3TOT OMOMapKep BHICOKOYYBCTBUTEIbHBIM TOKa-
3areneM aiia auarHoctuku [gG4-C3. Ypouu IgG4 B cbIBOpOTKE MOTYT OBITH B Ipe-
Jieax HOPMbI Ha HAa4YaJIbHOM CTaauu 3a00J€BaHUsA, Y HEKOTOPHIX MAIMEHTOB MOTYT
MOBBIIIATECS MOCTeneHHO. CieaoBaTeNbHO, MalMeHTsl ¢ nogo3penueM Ha [gG4-C3
JOJDKHBI IOBTOPHO MPOXOJUTh CKPUHUHT Ha YpoBHU [g(G4 B CBIBOPOTKE JIJIs1 OKOHYa-
TEJIBHOTO JMArHo3a.

CeromHst BBIIETSIOT YeThIpe KinHndYeckux denoruna [gG4-C3:

— U 1 — maHKpearorenaToOuInapHoe 3a00JIeBaHUE;

— TUN 2 — PETPONEPUTOHEANbHBIN (UOPO3 U/ UM A0PTHUT;

— TUN 3 — MOPa’KEHUE TOJIOBBI U 1IEH;

— TUI 4 — KJIACCUYECKUU CUHAPOM MI/IKy.III/I‘Ia C CUCTCMHBIM IMOPAKCHHECM.
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OcHOBHBIE XapakTepHble TUIBI (maTTepHbl) nopaxenuit npu [gG4-C3 BeTpeya-
I0OTCA CO CJEAyIoled YacTOTOM: C MaHKPeaTOTrenaToOMIMAPHBIMU TOPAXKEHUSIMU
okoJ10 31 % marueHToB, ¢ peTporepUTOHEAbHBIM (PHOPO30M/TIOpaKEHUEM a0PTHl —
24 %, ¢ mopaxkeHreM B 00JIaCTH roJIOBBI U ien — 24 %, no tumy cu"apoma Muky-
JU4a ¢ CHCTEMHBIMU TTPOSIBICHUSIMU — 22 % manueHToB [28].

3a nmocnennue 5 et mbl Habmoaanu 8 nanueHtoB ¢ 1gG4-C3. Cpean Hux ObLIO
3 ManueHToB ¢ MopakeHUueM OpOuT (TuI 3), OJUH MALMEHT C AyTOUMMYHHBIM MTaHKpe-
aTuToM (Tun 1), OJMH NAUEHT C MOPAXKEHUEM NIEUYEHU M >KEITYHBIX NPOTOKOB (THII 1),
OJIMH TAIMEeHT C MOPaKEHUEM CPEIOCTEHUs U aopThl (THUIl 2) U OJUH MAIUEHT C Tpe-
UMYIIECTBEHHBIM MOPAKEHUEM JIMM(PATUYECKUX Y3JI0B U CIIOHHBIX KeJie3 (Tull 4).

[Tpu nocranoBke auarHosa [gG4-C3 HeoOxoaumo nposectu aubhepeHITnaATbHY IO
JIMAarHOCTUKY CO CJIEAYIOIIMMU 3a00JIeBaHUAMM: OpOHXUAJIbHAS acTMa, 3a00JieBaHUs
COCIMHUTEIHLHON TKAHU C MOPaXEHUEM I'PYJHON KJIETKH, BACKYJIUTHI C MOPaKEHUEM
rpynHoi kietku (Hanpumep, AHIIA-Backynur), capkounio3, 3710Ka4E€CTBEHHBIE OITY-
XOJIM, METACTAa3bl OIMyXOJiel, MyIbTULIEHTpHUecKas Oone3Hb Kactiemana, ructTuonu-
T03 (Oone3np Pozam—Jlopdmana, Gonesnp DpareiiMma—Yectepa), undekuu (BUpYC
Onmreitna—bapp, TyOepkyne3, rucTomiazMos), JuMpomMa U NEePUTYMOPATILHBIN HH-
bunpTpaT, rUNep303MHOPUIBHBIN CUHAPOM, TYOYIIO-UHTEPCTUIIMAIBHBIN HEDPUT.

Jleuenue. /o Hacrosmero BpeMenu noaxoael k jgeuenuto 1gG4-C3 ocrarorcs
HEJI0OCTAaTOYHO pa3paboraHHbIMU. He omnpeneneHo mMecTto 0a3MCHBIX MPOTUBOBOCIHA-
JUTENBHBIX CPEJICTB, MPUHITUIIBI TIOJIEPKUBAIOIIEH TepaIuH.

«30n0TbM cTangapTom» JgedeHus [gG4-C3 Ha ceroHsIHNAN 1eHb NO-TIPEKHEMY
OCTAIOTCS TIIIOKOKOPTUKOCTEPOUIHBIE TOPMOHBI B CPEIHEN JO3UPOBKE. DTO TepaIus
MepBOM JIMHUU. BOJTBIIMHCTBO CIIEIHAIIMUCTOB PEKOMEHIYIOT HAUYMHATh JICUEHUE TITI0-
KOKOPTUKOWJAMU C Ha3HaueHUus MpeaHu3oyiona B go3e 0,6 Mr/kr macce Tena. B 3a-
BUCHUMOCTH OT AKTUBHOCTH WJIM TSOKECTH 3a0oJieBaHHs (CHMITOMBI, ypoBHU [gG4
B CHIBOPOTKE U JIaHHBIC BU3yaJIM3allMK) TPUEM TIIFOKOKOPTUKOUIOB B HaYaJIbHOM J10-
3¢ 3040 Mr mpemHU30JI0Ha BHYTPh MOXET MPOJOIIKATHCS OT 2 10 4 Heaenb. [lpu
Pa3BUTUU KIIMHUYECKOTO YJIYUIICHHUS 03y MPEIHU30JIOHA CHIDKAIOT 3a 3—6 MecsieB
710 5 MTI/CYT ¥ MPOAOJDKAIOT TPUEM Mpernapara B 03¢ 2,5-5 MI/CyT Ha MPOTSHKCHUH
3 neT A npoPMIIaKTHKA 000CTpEHUH.

CymiecTByeT W anbTEpHATUBHAS CXEMa JICYEHHUs, KOTJla MpUEeM MPEIHU30JI0HA
HAYMHAIOT C 10361 40 MI/CYT M MPOAOKAIOT 4 HeAenu. 3aTeM 103y mpernapaTa CHU-
YKAKOT MO S5 MT' B HEJIEIIIO HA MIPOTSHKEHUU 7 HEAENb 10 IMOJIHOM OTMEHBI.

OTtcyTcTBHE OTBETA HA COOTBETCTBYIOILIYIO 03y TNIFOKOKOPTUKOUAHOW TEpaUu
(mpeanu3os0H B 03¢ 0,6 MI/Kr/feHb B TeueHue 4 Helelb) CYMTACTC KPUTEPUEM HC-
KJIFOYEHUs JJ1s1 mocTaHOBKU AuarHosa [gG4-C3 [27].
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K coxanenuto, y MHOTMX NAllMEHTOB, MNOJY4YaBUIUX CTEPOUJbI, IPU UX OTMEHE
HACTyMaeT 00OCTpeHUEe 3a00JIeBaHMs: B TeUeHHUE NEepBbIX 6 MecsueB — y 32 %, B Te-
yenue | roga —y 56 %, B Teuenue 3 et — y 92 % mnamueHToB [29].

B nocnennue rosibl Bce yalie UCMoJib3yloT aHTU-B-KIeTouHy0 Tepanuio puTyK-
cumaboM, HampaBlIeHHYIO Ha UCTOIIeHHE B-kineTok. 910 BBICOKO3()PEKTUBHBIN Me-
ton neuenus 1gG4-C3, moarBepkaaroniuii BAXKHOCTh B-KJIeTOK B maTO(PU3HOIOTHU
3aboneBanus. Kpome aktuBupoBaHHBIX B-KileToK cBOM BKJIaa B 00pa3oBaHUE BOCHA-
JUTENBHBIX MACC, COCTOSIIUX W3 UMMYHHBIX KJIETOK U (pmOpO3HON TKaHW, BO3HHUKA-
fouux npu 1gG4-C3, BHOcsAT Makpodarn M2, nomynsius sdgdexropasix CD4+T-
KJIETOK NaMATU ¢ uToTokcuueckort pynkiuent (CD4+ CTL), dbubpobnacTsl.

Putrykcumab MoKeT MPUMEHSATHCS B BUJIE€ MOHOTEpANuu, oH 3PpEeKTUBEH B CIy-
qasix CTEPOUJOPE3UCTCHTHOCTH W HE BBI3BIBAECT TaKOe OOJBIIOE YUCIO MOOOYHBIX
3¢ eKToB, Kak KOPTUKOCTepOouaHbIe TOpMOHKI [30]. Putykcumad — e€IMHCTBEHHBIN
npernapar, KOTOPbI MOXKHO HCIIOJIb30BaTh JJIi MHIAYKIHUH PEMUCCHU 0€3 KOMOMHa-
LAY C Tepanuen kopTukocreponaamu [31].

[TatiuenTam, aJi8 KOTOPBIX PUTYKCMMA0 HE JOCTYINEH, HA3HA4YaloT WIM a3aTHO-
npuH (2 mr/kr/cyt) uiam mukodenonata modetuia (10 2,5 r/cyT) — BTOpasi IUHUS Te-
panuu. OgHako 3Q¢GeKT 3TUX MpenapaToB OLIEHEH HEIOCTATOYHO.

JI1s1 IpOTrHO3UPOBaHUsI pUCKa 00OCTPEHUs 3a00JIEBaHUSI KPOME OLICHKHU KIIMHU-
YEeCKUX IMPOSBIECHUIN UCCIENYIOT YPOBEHb Psiia 1a00paTOPHBIX MOKa3aTesiel: YPOBEHb
ceiBopoTouHoro IgG4 (> 1,35 r/n), uupkymupyromux mmiazmooiactoB (> 900/mi),
ceiBopoTouHoro IgE (> 125 ME/min), C3 (< 0,80 r/n1) u C4 (< 0,1 r/n), mupKyaupyro-
X s03uHopuiioB (> 0,5 /i) [32].

3akimouenue. |gG4-cszanHoe 3a0oyieBaHUME — CETOJMHS HOBas mpobiema
B KIIMHUYECKOW MeIMIIMHE. JTa mpobdiieMa KacaeTcsi TepareBTOB, XUPYProB, peBMa-
TOJIOTOB, OHKOJIOTOB, CTOMATOJIOTOB, OKYJIMCTOB, SHJIOKPUHOJIOTOB, HE(POIOroB,
Bpaueil Ipyrux CrenraibHOCTeN. BpauaMm pasHbIX cennaibHOCTEW BaXKHO MTOMHUTH
o cymectBoBanuu 1gG4-cBs3aHHOTO 3a00I€BaHMS.

OO0mMMM XapakTEpUCTUKAMU JIJISl pa3JIMYHBIX 00pa30BaHUi, COCTABISAIOIINX 3a-
OoneBanue, cBsizanHoe ¢ 1gG4, SBIAIOTCS HAJIUYHME OIMYXOJEBUIHBIX O0pa3oBaHUMN
B MTOPAKEHHBIX OpraHax, CHEIU(UYECKHe THUCTOMATOJIOTHUYECKHE XapaKTEPUCTUKH,
MOBBIIEHHBIN YpoBeHb [g(G4 B CHIBOPOTKE KPOBH, a TaKKE XOPOIIUA OTBET HA Jieue-
HUE TITIOKOKOPTUKOUIAMH.

BricTphIl porpecc Kak B KIMHUYECKUX, TaK U B (yHAAMEHTAJIBHBIX HCCIIE0-
BaHUAX 00Jyieruni auarHoctuky u yedenue [gG4-C3. O1o noOpokauecTBEHHOE BOC-
najuTeNbHOe 3a00JIeBaHUE HE TaKOe PeaKoe, Kak oxuaanoch. Bmecte ¢ Tem [gG4-C3
MOXET CEPhE3HO TMOBIUATHh HAa KAUeCTBO KU3HU TMAIMEHTOB WIW J1a)K€ MOXET OBIThH
OTACHBIM JIJIs1 )KM3HU, KOT/Ia TOPaKaeT HEKOTOPhIE )KU3HEHHO BaKHbIE Opranbl. J{ua-
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THOCTHUKY, JIGYEHHE U Tocienyomee HaOmonenue namueHtoB ¢ [gG4-C3 caemyer
HIPOBOJUTHh C MEXAUCUUIUIMHAPHBIM TOJXOJ0M II0JI PYKOBOJCTBOM pEBMaTOJOra.
Peruauser 1gG4-C3 He peIKOCTb.
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H. ®. Copoka, E. B. Heawikog

BECCUMIITOMHASA N'MITIEPYPUKEMHUA Y HTAHUEHTOB
C XPOHUYECKOM MINIEMMNYECKOM BOJIE3HBIO CEP/IIIA

['unepypukeMus SBISETCS aKTyadbHON MPOOJIEMON COBPEMEHHOCTH M IO pa3-
JIMYHBIM OLIEHKaM BcTpedaeTca y 9-25 % Hacenenus B nenom [1]. ['unepypukemust
OOBIYHO oOmpezensieTcsl Kak KOHIeHTpauus ModeBo kuciotel (MK) B cbiBOpoTke
kpoBH Bbilie 420 mxmonb/n (7 mr/nn) [2]. Takod mopor KOHIEHTpALMK MOYEBOM
KHCJIOTHI B IJIJa3Me KPOBU BBIOpaH HE CIy4yalHO, TaK KaK MPH €ro NpeBbIIEHUU PUCK
kpuctaunzauuid MK B CBIBOPOTKE 3HAYUTEIBLHO BO3PACTAET.
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