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BBepgeHue

3aboneBaHus TeYeHN AJTUTENbHOE BpeMsi ObUIM U OCTAIOTCS aKTyaJbHOW
¥l COLIMAJIbHO 3HAYMMO# MPO6IeMON 37[paBOOXpaHeHHs TPAKTHYeCKH BO BCeX
crpaHax mupa. ITo oneHkam BceMupHOH OpraHu3anuy 37paBOOXpaHeHHsd,
B 2019 r. 3a60seBaHUs MeYEHH CTaMM NPUYMHON NPUMEPHO 2 MJIH CMepTeil.
B o6eii ctpykType cMepTHOCTH Lppo3 nedeHu (LIIT) u pak meyeHu B HACTOSA-
Ilee BpeMs 3aHMMAIOT COOTBETCTBeHHO 11-10 U 24-10 NO3ULIUN.

Tperbe necarunerrie XXI B. XapaKTepu3yeTcs yIpOXaOIIKUM POCTOM 4YuUCia
HeMHQEKIIMOHHbIX 3a60JIeBaHIIA TeI€HU, KOTOPbIe CTaTX 3HAYUMOW PUYUHOM
He0bJIaronpUATHBIX MCXOJ0B. B M3MeHUBINENCs B OCTIe/IHee BpeMsl CTPYKType
renaToJ0rn4ecKoi MaTONOTUM ClleflyeT OTMETUTh IPUOPUTET HealKOrONbHOU
xupoBoii 6ose3nu nedyeHn (HAXKBII), TekapCTBEHHOTO TIOBPEX/IEHUS MIeYeHN
(JITIIT), ankorosbHO# Gone3nu mnedeHu (ABIT) u rematonestioasipHON Kapliu-
Hombl (TLK). BakHyto posib IPHOGPETAl0T ayTOMMMYHHbIE, TeHeTUIeCKH Jie-
TepPMUHUPOBAHHBIE 60JIe3HU MedeHH, BeprdUKalis KOTOPBIX CTajla JOCTYIHOM
B CBAI3U C BHEAPEHNVEM B KIMHUYECKYIO NIPAKTUKY COBPEMEHHBIX AMAarHOCTUYe-
CKUX TeCTOB. He TepsIOT CBOei aKTyaJbHOCTH U 60JIe3HHU Ne4eHU OepeMeHHBbIX.

Cpeny NPUYMH CMEPTH OT HeMH(pEKIMOHHBIX Oosie3Hel medeHUu ocoboe
BHUMaHMe 3acayxuBaer HAJKBIT; 3a60eBaeMOCTh ¥ CMEPTHOCTH NAL[IEHTOB
C JaHHOM NAaTOJIOTHeld HOCUT IPOTPeCcCUpYIOLINi XapaKTep U3-3a HaJUu4us KO-
MOPOUIHBIX CepliedHO-COCYAUCTBIX, OHKONIOTUYeCKUX 3aboJeBaHUM, caxap-
Horo guabeta 2-ro tuna (C[I 2-ro tuma). HemocpencTBeHHBIMY NPUYMHAMU
cmeptu ipu HAXKBII cTaHOBATCA cepziedHO-cocyAucThle 3aboneBanus (CC3),
LTI, THK, 3710Ka4ecTBeHHbIe OMyXOJIM KUAIIeYHUKA, MOJIOYHOH Xesle3bl, I0YeK,
a Taxxe ocnoxHenus CJI 2-ro tumna. B Hactosmee Bpemsa I'LIK, B ToM uncie
B ucxoge HAJKBII, ctana nfATOi MO pacnpoOCTPAaHEHHOCTU MPUYMHOM paka
B MUpe U 3aHAMaeT TpeTbe MeCTO N0 MPUYMHAM OHKOJIOTUYECKOM CMePTHOCTH;
exerofiHo peructpupyetcs 854 Toic. HOBbIX ciay4ae I'TIK u 810 Twic. cMepTei.

B GOJIBIIMHCTBE CTPAaH MUPA COXPAHSIOTCS BBICOKYE TTOKA3aTeld CMepPTHO-
cTy OT Gose3Hell NeYeHH, CBSI3aHHBIX C aJIKOTOJIeM, C MOC/IeAYIoMUM dataib-
HbIM MCXOJIOM OT OcJio;kHeHu I1IT.

ABII 1 HAXKBII B HacTosIee BpeMst OCTAaIOTCsI HanboJiee 4acThIMU TT0Ka3a-
HUSIMU K TPaHCIIJIAHTALlUY [IeYeHN.

HecMoTps Ha JOCTUTHYTBIE YCIIEXU B AMArHOCTHUKE U JIEYEHUU NALMEHTOB
¢ 60J1e3HAMM [Ie9eHN HEBUPYCHON 3THOJIOTUH, TIO-TIPEXHEMY 00CYKIAI0TC Me-
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TOZBI TepPANHUH, YTO AUKTyeT HeOOXOAMMOCTb KOHIIEHTPALIMY BHUMAHKS Ha BbI-
paGoTke BbICOKO3()(EKTUBHOM CTpaTernu JieKapCTBEHHOW Tepamuu Ha (OHe
MepONpUATHiA 00IIero xapakTepa, CBI3aHHBIX ¢ MOAUQUKAIIMeN CTUIIA KU3HU
¥ XapaKTepa MUTaHUs MaleHTOB.

Bce u3105KeHHOE MOCITYKUIO OCHOBAaHMEM /ISl HAalIMCAHHS JAHHOTO PYKO-
BOJICTBA, B KOTOPOM HAIIlIU OTPa)keH!s IOC/IefIHNe AOCTYKEeHUsT MeUIUHCKOH
HayK{ ¥ KIMHUYeCKOH MPAKTUKK B IUArHOCTHKe U JieueHUH OoJie3Hell redeHr
HEeBUPYCHOU 3TUOOTUU.

H.B. Ko3snosa,
M.A Ocaduyx



| rnasa 8

NmmyHOrno6ynuH-G4-
acCcouMNpPOBAHHAA 60N1€3Hb.
NmmyHOrno6ynuH-G4-
ACCOLMUPOBAHHDBIN XONAHIUT

OnpeodeneHue

IgG4-acconuupoBannas 60se3ub (IgG4-AB) — MMMyHO3aBUCHMAsi CUCTEM-
Hasl NaToJIOTUsA, KOTOpas xapakTepusyeTcs AudPy3HOH UM 04aroBoi Bocmnamm-
TeJIbHOU MHUIbTPaKel MOpaXXeHHbIX OPraHOB U TKaHel I[J1a3MaTHiecKuMU
KJIeTKaMH, 3Kcrpeccupyomumu IgG4, ¢ mocnenyonym pa3BuTieM o6IuTepy-
pytouiero ¢pebura u pubPOCKIEPO3a COOTBETCTBYIOMMX OPIaHOB U CONPOBO-
JJlaeTcs NOBbIILIeHrneM cofiepskanus 1gG4 B cbIBOPOTKe KpPoBU. [1, 2]

IgG4-accounnpoBaHHblil ckaepo3upyromuii xonaHrut (IgG4-ACX) —
ocob6as ¢popma CKIepO3UPYIOLIEro XOJaHIUTa, XapaKTePU3YOIasacs IMOBbI-
IeHHeM CbIBOPOTOYHOTO ypoBHA [gG4, nndunbrpanueit IgG4-103UTHBHBIMU
IJIa3MaTU4eCKUMU KJIeTKaMU CTeHOK JKeJTYHbIX IIPOTOKOB B COYeTaHUU C PpU-
OpOTHYeCKUMU M3MEHEeHHSMH B HUX, a TaKXKe IOJIOXHUTENbHbIM OTBETOM
Ha Tepanuto I'K [12].

3nudemuonoausa

IgG4-acconnupoBaHHoe 3abosieBaHKe ObLIO BBIZIENEHO B KadeCTBe CaMo-
CTOATENBHOM HO30M0THYecKoi GpopmMbl B 2003 T., KOTZia y Mal[MeHTOB C ayTo-
VUMMYHHBIM TaHKpeaTuToM (AWII) 1-ro Tuma GbUTM OOHApPY)XeHbl TPU3HAKH
CHUCTEMHOTO [Opa)KeHus, B YaCTHOCTU C BOBJIedeHHEM JKeTYHbIX IyTel, CIII0H-
HBIX JeJe3, 3abpIoIIMHHOro mpocTpancTBa. B 2012 r. Obla mpejioxKeHa mep-
Basi MeX/[yHapoZHasi HOMeHKJIaTypa 3abosieBanus. TeM He MeHee KJlacCUYecKue
nposinenust IgG4-accolMupoBaHHOTO 3a00IeBaHMUs, B YaCTHOCTU TIOPaXKeHe
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rernaToOUINAPHOI CHCTEMBI B COYETaHUM C PETPOIIePUTOHEeaTbHBIM GUOPO30M
Y TUPeOUANTOM Puzens (XapakTepu3yOMUMCS paclpocTpaHeHHBIM Gpubpo3om
1 4aCTO NMOpaXXalolyM, IOMUMO IUTOBUIHOM XeJle3bl, OKpyKarollye CTPYKTy-
pbl), ObLIN OnucaHs! ele B 60-X rofiax MpoOLUIOro BeKa.

IgG4-Ab yaie pa3BuBaeTcd B CpeZjHEM U MIOKWIOM Bo3pacte. Pacripoctpa-
HEHHOCTb JAaHHOW MAaTOJIOTMM OTMEYaeTCs BbIIIEe CPeAN MY)XUYMH, 4eM Cpeau
KEHIIVH, XOTS YaCTOTa Pa3IMYHbIX KIMHUYECKUX POPM MOXeT BapbUPOBAThH
B 3aBMCUMOCTH OT BO3pacTa U moja. Tak, y MyX4MH Yalle BCTpeyaroTcs ayTo-
VMMYHHBIN TAaHKPeaTUT 1-To THIa, PeTpOoNepUTOHeaTbHbII GrOPO3 U TyOyII0-
MHTEepCTULAbHBINA HeQPUT, Y )KEHIINH — CHAJI0aJleHUT, JaKpUOaZileHUuT U TU-
pEeoUIMT.

Cornacno uccnenosanuio 2011 r., IOCBAIIEHHOMY ayTOMMMYHHOMY ITaHKpe-
artuty (apyromy Bapuanty IgG4-AB), ero pacmpocTpaHeHHOCTb U 3aboJieBae-
MOCTb cOCTaBuIN 4,6 U 1,4 cnydas Ha 100 000 HaceneHUs COOTBETCTBEHHO [14].

Y 39% nanueHToB 6611 MarHocTHpoBaH IgG4-ACX ¢ pacpocTpaHEHHOCThIO
u 3a6oneBaemocTbio 1,8 1 0,5 ciydas Ha 100 000 HacesneHHsI COOTBETCTBEHHO.
3aboneBaHre 0ObIYHO HAGMONANOCH B Bo3pacTe crapie 50 JeT, GOJBIINHCTBO
MalueHToB — MyX4uuHbL Y 60% 6ombHbIx [gG4-ACX couetasncsi ¢ AUII, yacTo
ZMaTHOCTUPYeMbIM IepBbIM. CKYTHOCTb CTATUCTUYECKUX JAHHBIX ABJAETCA Of-
HOIl U3 HAaCyIHbIX pobyiem usydenus: [gG4-AB, B yactHocTu 1gG4-ACX, uTO
TpebyeT NpOBeeHus JaJbHeHIINX uccaenoBanui [17].

®akmopbl pucka, namozeHe3

Dtuonorus IgG4-ACX ocraeTcsi HeM3BeCTHOH, IIPeANONaraeMblM fABJISAET-
cq ayTOMMMYHHBIN reHe3. Benyiieii Teopueiil natoreHesa IgG4-ACX cuura-
ercsi abeppaHTHOe B3aUMOZEHCTBHE MeXZIy BPOXJEHHbIM MUMMyHHTETOM, T-
Y B-KJIeTOUHBIM UMMYHUTETOM [6].

IeneTnyeckas NpefpacloNOXeHHOCTh UrpaeT BaXXKHYI0 POJb B Pa3BU-
tuu IgG4-ACX 1. Ceporunst HLA DRB1*0405 u DQB1*0401 yame BcTpe-
qatoTcs npu 1gG4-ACX B ANOHCKOU MOMYNALUY, YeM B JPYTUX 3THUYECKUX
rpynnax. beino o6HapyxeHo, uto HLA-DRB1*0301-DQB1*0201 yame 65IBa-
eT y naureHToB ¢ IgG4-ACX u IgG4-AUII. lannorunst HLA-B*07 u DRB1*15
TaKxe vame BcrpedaioTcs npu 1gG4-SC. C BO3HMKHOBeHHEM Wi OoJee
BBICOKOU aKTUBHOCTbIO IgG4-ACX cBfi3aHbl HATH OJHOHYKJIEOTUJHBIX IO-
TMMOPOU3MOB: LUTOTOKCUYECKUH T-1MMQOLUTapHO-aCCONUNPOBAHHBIN
6enok 4 (CTLA4), ®HO, Fc-peuentopononobusiii 3 (FCRL3), Tpuncun 1
(PRSS1) 1 MyKOBUCIU/IO3HBIM PETYIATOP TPaHCMeMOPAHHOM MPOBOAMMOCTH
(CFTR) [6].

ITaTorene3s IgG4-Ab usy4eH HefoctaTouHO. IIpeanonaraot, uro IgG4 urpaer
0co06YI0 poJib B Pa3BUTUM TOJIEPAHTHOCTH K ajljiepreHaM U B OTBETHOM PeaKIuu
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Ha HEKOTOpble MHPEKIMOHHBIe areHThl, ONHAKO ero GU3M0IOTHYecKoe 3HaueH e
710 KOHIIa He onpezesneHo. IgG4-anTuTena He ABIAIOTCA MAaTOTeHHBIMU, CKOpee,
PeryIupyloT peaklyIo OpraHu3Ma Ha Apyrue epBUYHbIe Ipolieccsl |3, 8].

[Ipu 3TOM BO BCEX MOBPEX/EHHBIX TKAHAX MOXHO OOHApPYXHUTh CXOJHbIE
TUCTOJIOTHYECKYe, CePOIOTHYecKye U KIMHIYecKre TPU3HaKY.

B Teuennu IgG4-AB MOXXHO BBIZIEUTh ZiBe $a3bl — BocHajeHue U Gpropos.
B BocnanuTenbHOH Qase MpOUCXOAUT KIIOHAIbHAS 3KCIIAHCUSA MTaTOTeHHBIX B-
U T-KJIeToK, KOTOpble HAKAaIUIMBAIOTCA B TKAHAX U CEKPETUPYIOT pa3jd4HbIe
[IUTOKWHBI, XeMOKHUHBI, GaKTOPbI pocTa U PpepMeHTHI, O/ieP)KUBAOIIe BOC-
najieHue ¥ crnocoOcTByIomue pa3sutHio ¢pubposa. Ha Bropom srame numo-
[UTapHble MHOMIBTPATHI 3aMENAI0TCS OTIOXKEHUAMHU COeIUHUTENbHON TKa-
HY, YTO B KOHEYHOM CyeTe NPUBOAUT K HApyIIeHHI0 GYHKLHUU IOPaKeHHOTO
opraHa. OTBeTCTBeHHbIMU 3a co3peBaHue B-kinetok 1gG4-cexperupyromue
IJIa3MaTU4yecKre KJIeTKY CYMTAIoT T-xenmnepsl, Boiendawomue UJI-4. B Bocna-
JIEHHBIX TKaHAX IIa3MaTUYeCKUe KJIETKU BbI3bIBAIOT aKTuBanuo CD4- u CDS§-
IIUTOTOKCUYeCKUX T-KJIeTOK, TMOBpexzaroliee AeliCTBUe KOTOPHIX CBA3aHO
C BbiZIeJIeHHeM Pa3JIMuHbIX HUTOJIUTUYECKUX U GUOPOTEHHBIX MOJIEKYJI, TAKUX
Kak nepdopuH, TpaHchopMupymui Gakrop pocra B, uarepdepos y, UJI-1
u WNJI-6. Kpome TOrO, myia3MaTuyecKkue KJIeTKH Y4aCTBYIOT B aKTUBANuu Qu-
6po61acTOB ¥ OTJIOXKEHUH BHEKJIETOYHOro MaTpukca [10, 11].

Knaccucpukayus

Koa no MKB-10

D 89.8 Ipyrue yTouHeHHbIe HAapyIIeHNsI C BOBJe4eHeM UMMYHHOIO MeXa-
HM3Ma, He KJIacCUUIUPOBaHHbIE B IPYTHX PyOpPUKaX.

Koa no MKB-11

4B4Z Bone3Hu UMMYHHOW CUCTeMbl, HeyTOYHEHHBIE.

KnuHuyeckasa kapmuHa

ITpn IgG4-Ab 3auacTyo JUarHOCTUPYIOT MyJILTUOPraHHOE NIOpa)keHue, ero
oTMedaroT y 60-90% nanueHTos [5, 7, 12].

IgG4-AB MOXeT MMHUTHPOBATh AyTOMMMYHHBbIe 6GOJe3HH (CHCTEMHYIO
KpacHyl0 BOMYaHKy, cuHzapoM IllerpeHa, rpaHynemaro3 Berenepa), xapax-
TEePU30BaThCs OBICTPON MOTepeil MacChl Tesa, B psjie Cly4aeB MOXeT IpOTe-
KaTh 6eccuMnTOMHO. Ony6IMKOBaHbI ONMCAHUS KJIMHUYECKUX CIIy4YaeB, KOraa
DY PETPOCIIEKTUBHOM OILleHKe COCTOSIHUS [JINTENbHO HaOJII0/laeMbIX Maly-
eHToB ¢ [ICX, He NoJy4yaBIIMX a/leKBaTHOU Tepanuy, BoiABnsAeTcsa 1gG4-ACX.
Yacrora IgG4-ACX cpeznu IgG4-AB coctaBnser 25-26% [4, 9].

IgG4-AB xapakTepusyetcsi AMGOY3HBIM WK JIOKAJBHBIM (04aroBbIM, HO-
IyASPHBIM) [TOpakeHUeM CaMbIX Pa3HbIX OPTaHOB, BO3HUKAIOIIUX CUHXPOHHO
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(0ZHOMOMEHTHO) WJIM MeTaXpOHHO (TIOCJIeZ0BaTeNbHO, C Pa3HBIMU BpeMeH-
HbIMU MHTepBanamu). CoBpeMeHHbIe TpencTaBnenus 06 [gG4-AB BKIIOYAOT
nousATre 06 IgG4-acconyanyy, CUCTEMHOCTH MOPAKeHUs U OOIIHOCTH MOP-
¢donornu (mumdormnnazmornrapHas MHGMIbTpaLusa U GuUbPo3). YBenuueHue
TMQaTHYeCcKuX y3/I0B CYUTAETCS JOCTATOYHO YACTBHIM IPOSABIIEHHEM, CUM-
ITOMBI OPOHXMAJbHON acTMbl U aJlJIEpPTUU BCTPedaroTcs nmpumepHo B 40%
Clly4aes.

ITopaxxeHue renatobunuapHou cucreMsl npu IgG4-AB sBnsercss MaHUeCT-
HBIM IIPOSIBJIEHWEM U 4allle BCero BBIPAXXaeTcs B Buje ayrouMmyHHoro 1gG4-
aCCOLMMPOBAaHHOIO TAHKpeaTuTa.

IgG4-ACX HaxoAMTCsi Ha BTOPOM MeCTe MO KOJUYEeCTBY HaOJIO/eHUIA.
IgG4-accouunpoBaHHbBIN renaTuT BcTpedaetcs pefko. Yactora IgG4-ACX cpe-
mm IgG4-Ab cocraBnset 25-26%. Bonee 90% narnmentos ¢ IgG4-ACX crpaga-
10T AWII 1-ro Tvna, y OCTaJbHBIX OTMEYaeTCs U30JMPOBAHHBIN XOJNAHIUT.

Knuuuueckas xaptuHa IgG4-ACX xapakrepusyeTcs BBICOKOW 4YacTo-
TOH JKENTYXH, YMeHbIIEHHeM MacChl TeJla U MepHOAUYecKoi 6OJbI0 B JKHBO-
Te 6Ge3 ompesiesieHHON JoKanu3auuy. TUIWYHBIMEU Xanob6aMu y MaleHTOB
¢ IgG4-ACX sBSIOTCS MOXKeTeH e KOXKHOTO OKPOBA U CIU3KMCTHIX 060JI0YeK,
ToTeps1 Macchl Tejla, OLIyIieHue AUCcKoMpopTa B IpaBoM nozpebepbe, B TOM
qycsie 60JIb HOIOIIETO XapakTepa, KOXHbIN 3yA. Hepenko pa3BuBaetcs moxrme-
YeHOYHas JKeaTyxa (M3-3a Cy)KeHHs CKJIepO3MPOBAHHBIX XKeTYHbIX IIPOTOKOB)
C XapaKTepHbIMHU JUIS Hee KJIMHUKO-Tab0paTOPHBIMY NPU3HAKAMU.

JluazHocmuka

MuarHo3 1gG4-ACX OCHOBBIBaeTCS1 HA KOMOWHAIIMY KJIMHUYECKUX MPOSIB-
JIeHWi, TabOPaTOPHBIX, B TOM YHCJIe CepOJIOTMYeCcKUX, MaPKepOB, JaHHBIX MH-
CTPYMeHTalbHOU AnarHoctukd — MPT, sHAOCKONMYeCcKOW peTporpasHoi Xo-
nanruonaskpearorpa¢un, KT, pe3ynpTaToB rMCTONOTMYIECKOTO HUCCIIe[0BAHMUS.
OKOHYaTeNbHbIN MAaTHO3 yZAeTcsl MOCTABUTh MOCJE BBINONHEHUS OUOICHU
NleyeH! WM OTlepaTHBHOTO BMeIIATeNbCTBa, IO3TOMY «30JI0ThIM CTaHAapPTOM»
AUArHOCTHKY CYUTAIOT MOPQOIOTHYecKoe UCCIIe[OBaHue NTeYeHH.

XapakTepHbIMU TMCTOJIOTMYECKUMH NPOSBIEHUAMU (JUAarHOCTUYeCKUMU
KpUTepPUAMU) ABJIAIOTCH:

e HaJIM4ue NepuAyKTaJbHOro nHGUIBTparTa ¢ mpeobiasaHueM TUMQOLUTOB

U TJIa3MaTUYeCKUX KJeToK ¢ obmmeM [gG4*-kietok (>10 IgG4*-kneTok
B I10JIe 3peHUs NpH yBelndyeHUu Mukpockomna B 400 pa3 u cOOTHOIIeHe
IgG4*/IgG* >0,40);

 QYaru CKJepo3a MyapoBOTO BUJA;

o obsmuTepupyomHii Gprebur.

Teuenne IgG4-ACX u IICX npakTudecku Hepa3amuuMmo. JacTo B KIMHUYE-
CKUX MPOSIBJIEHUSIX MOTYT JOMUHUPOBATh NPU3HAKK XOJIAHTUTA, 0OYCIOBIIEH-
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HOro 06pa30BaHHeM CTPUKTYP KaK KPYIHBIX, TaK U OoJiee MeJKUX IPOTOKOB.
BosmosHa acconuanusa ¢ AUT [13].

s IgG4-ACX xapakTepHO IOBBIIIeHNe KOHIeHTpauuu IgG4 B CbIBOPOTKe
KpoBU >135 Mr/p1. OfHAKO NOJHOCTBIO ONMPAThCA Ha 3TOT NPU3HAK B AUATHO-
CTHKe HeJb3s, MOCKOJIBKY OH He CTPOro crenuduyeH BBUY MOBBIMIEHUS ero
YPOBHS NpU GPOHXUAJNBHON acTMe, aTONWYECKOM ZiepMaTUTe, pakKe MOJKeNy-
ZI0YHOIA XeJie3bl, GPOHX0IKTa3axX, CUHYCHTAaX U MHOTUX JIPYTUX 3a00JIeBaHMUAX.

TpynHocTtu ¢ fuarHoctukoi IgG4-ACX MOryT BO3HUKAThb IIPU UCC/IeJOBAHUYI
CyOKaICy/IsIpHBIX OMONTAaTOB MeYeHU. DTO CBA33aHO C TEM, YTO B MaTepuase 3a-
4aCTyI0 OTCYTCTBYIOT MeXI0JIbKOBbIE KeTYHble IPOTOKY C TaTOTHOMOHUYHBIMU
V3MeHEeHUSIMU WM M3MeHeHUs B JUCTaJbHbIX yYacTKax OMIMapHOTO JiepeBa,
KOTOpble MVHUMAJIbHBI U HEIOCTATOYHBI [JIs1 YBEPEHHOIO Cy)XAeHWsd. B psne
Ccly4aeB BOKPYT JKeTYHBIX MPOTOKOB (0COGEHHO MPOKCHMMajbHBIX) HOpMH-
PYIOTCSl TaK Ha3bIBaeMble 80CNANUMENbHbIE NCEBO00NYXONU, TIPEJICTABIEHHbIE
paspacTaHUAMU NepUAYKTaIbHON COeUHUTEIbHON TKaHU C 3aMypOBaHHBIMU
y4aCTKaMU MapeHXUMBbI nedeHu. [Togo6Hble NPOSBIIEHN 3aTPyAHAIT Audde-
peHLMAIbHYIO AUAaTHOCTUKY C TPOKCHMAaIbHOW XOJIaHIMOLeJUIIOIAPHON KapLu-
HOMOM U He Bcerga ABisorcsa 1gG4-acconuupoBanubiMU. JluarHos 1gG4-ACX
MOXeT OBbITh YCTaHOBJIEH TOJIBKO TIPY HAJIMYUHY HOJTHOM KJIMHUYeCKOH KapTUHBI,
$U3MKaIbHBIX U TAOOPATOPHBIX JTAHHBIX, COOTBETCTBYIOIINX Pa/IOJIOTMIECKIX
uccnenoBanuil. IIposogar MPT-xonaHruorpaguio, pexe 3HAOCKOIUYECKYIO
peTporpajiHyio xojaHruonaHkpearorpaguio. Ha XomaHruorpaMmax oTMeva-
IOTCSI CerMeHTapHble CTPUKTYPBI U CTPUKTYPhI AUCTANBHBIX XeTYHbIX IPOTO-
KOB, B TO BpeMs Kak npu IICX onpenensirorcsi «6yconono6Hble» CTPUKTYDHI.
Pa3BuTre naToNOrn4ecKUX U3MeHEeHU! B IPYTUX OpraHax U NOJMIOXKUTesbHAsA pe-
akupsd Ha repanuto 'K takxe no3sosset 3anono3puts IgG4-ACX. IloBblneHHbIe
ypoBHU IgG4 B CbIBOPOTKe KPOBU HecrelupUIHbI, HO IeHiCTBUTENIbHO ABJIAIOTCS
YaCThI0 AUaTHOCTUYECKUX KpuTepues, npeanoxeHHblx HISORt pia [gG4-ACX.

Cucrema HISORt (Ta6Gn. 8.3) BKJIIOYaeT CieAyioliye TPYNIbI TPU3HA-
koB: H — Histology (rucronoruyeckue mpusHaku); I — Imaging (JiyueBbie);
S — Serology (ceponorudeckue); O — Other organ involvement (BoeneueHue
npyrux opraHoB); Rt — Response to steroid therapy (oTBet Ha Tepamuio I'K) [14].

MuddysHoe BocmaneHue BbI3bIBAaeT Oojee JJIMTENbHBIA CTEHO3 IIPU XO-
naHruorpaduu B OTJIMYMe OT KOPOTKOrO CTeHo3a y mauueHtoB c IICX.
®ubpoBocnanuTenbHOe NOpaXkeHue HaboaeTcs: JIaBHBIM 00pa3oM B CTPO-
Me CTeHKH XeTYHOIO MPOTOKA, TOrAa KaK SIUTEeNNH XeI4YHOro IPOTOKa He I0-
BpexzeH. 'K-Tepanus NIpUBOAUT K 3HAYUTEIbHOMY YIy4IIEHUI0. XOTs IPOrHO3
y nauueHToB ¢ IgG4-ACX xopomuii, B HeKOTOPBIX Clydasax pasBuBaroTcs IIT
u 111 [15, 16].

CrouT OTMeTUTb, YTO B 5% cCJy4yaeB MOBBIIIEHHBIN YpOBeHb aHTuTeN IgG4
BCTpeYaeTcsl y 30POBBIX JIIOZIel B 00IIeH OMyIALH.
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Mopdonorudeckoe OATBepKAeHNE CTPOrO 06513aTeNbHO /IS UCKITIOUeHUs
MaJIUTHU3ALUU U APYTUX COCTOSHUM, IMpoTeKammux noza mackou 1gG4-Ab.
PemaromyM B yCTaHOBJIEHUM [JUAarHO3a CYUTAETCA THUCTOJIOTAYECKOe HCCIe-
noBaHue. IgG4-mo3UTUBHbIE KJIETKH B )KEYHBIX MPOTOKAX 0OHAPYKUBAKOTCSA
B 88% OUONTATOB. BHIZIEAIOT PSAZl TUCTOOTHYeCKUX KpuTtepueB 1gG4-AB, Ko-
TOpBIE YCJIOBHO TOAPA3AENIOT Ha 6osbinve u Majbie (Tadiu. 8.1).

Ta6nuua 8.1. I'ucToIorn4ecKye KpUTePUY UMMYHOTI00yNHH-G4-accOUUPOBAHHON
6ose3HU

«Bonbmmes JInMdomnnasmonutapHas HHOUIbTPALKISA

TUCTONIOTUYeCcKHe

KpuTepuu Boicokwuii porieHT 1gG4-T1010KUTeNIBHBIX M71a3MaTHYeCKUX
KJIeTOK

Ckuieposupyromuit pubpos

OGnurepupyrommuii Gpe6uT

Do3uHOMIbHAS UHOUIBTPALIA

«Maunbie» I'epMuHaTHBHLIE LIEHTPbI
TUCTOJIOTHYeCKHe
KpUTepUn JInmdonznHble GoIIMKYIBI

Heob6nurepupyiomnive GpaebuTs

OG6nuTepupyroLIe apTePUUTEI

V3onmupoBaHHble popmbl IgG4-ACX 4Ype3BBIYaliHO TPYAHO OTIHYUTH
OT XOJIaHTMOKapIMHOMBI. B 4acTHocTH, R.P. Graham et al. omucanu Ha6mr0-
ZleHWs 3a AeBATHIO AMEeHTaMH, § KOTOPBIX MPoBoAWIN AuddepeHINaIbHYIO
suarsoctuky ¢ IICX BceMu JOCTYIIHBIMU METOJaMU, U JIUIIb Y OAHOTO U3 fie-
BATH 1gG4-ACX ObLT JMarHOCTUPOBAH 10 OMEPAaTHMBHOTO BMeMNIaTelbCTBa.
Hannuwe y naumenToB 1gG4-ACX B HacTosilee BpeMs He pacCMaTpUBAIOT
B KadecTBe GaKTOPa, yBeJIMUUBAIOIEro PUCK Pa3BUTHS XOJIAHTUOLeUII0IAD-
HOM KapIIMHOMBI, U3-3a MaJIOro KOJM4YecTBa HAOMI0AeHUI TOAOOHBIX Clyda-
eB. PaHee GbLIM OTMeueHBI ZIBa cOOOIeHNs 06 ONHOBPEeMEHHO! AUarHOCTUKe
XOJIaHTHOLIeJUTIOIAPHOM KapLUrHOMBI U IgG4-ACX 1 onucaHue KJIMHUYeCcKO-
O c1y4as pa3BUTHUA XOJaHTUOLEJUTIONAPHOM KapLUAHOMBI BO BpeMs JIe4eHUs
IPeZCYIeCTBYIOIIEro CKJIePO3UPYIOIero X0IaHIUTa.

Muddepennmansuyio auarsoctuky 1gG4-ACX mposogar ¢ IICX u mep-
BUYHBIM OMJIMapHBIM IIUPPO30M: YYUTHIBAIOT ME€PUAYKTAIbHBIN IUPKYIAPHBIH
(«JIyKOBUUHBIH») CKJIEPO3, AYKTOIIEHUIO, HeKa3eO03Hble 3NUTeTUOMJHO-KJIeTOY-
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Hble TPaHyJeMbl B IADEHXUMe U CTPOMeE I1eYeHHU, BbIPAXKEHHOCTh HEKPOTUYe-
CKUX Y BOCIIAJINTEJIbHBIX N3MEHEHUI; 00513aTeJIbHO TPOBOAUTCS TIATETbHBIM
KJIMHUKO-MOP(OJIOTIYeCKUI aHaIM3 € yYeTOM OTBeTa Ha TepaIHIo.

B 2017 r. S.H. Moon et al. npeanoxunu 6anibHyI0 OLEHKY, ANy BO3-
MOXHOCTh i depeniupoBats IICX u [gG4-ACX. YUuThIBaNUCh TaKue KpUTe-
puH, KaK BO3PACT, U3MEHEHHUA CO CTOPOHBI IPyTUX OPraHoB, HaJu4Yue BOCIaIn-
TeJIbHBIX 3a00JIeBaHMI KMIEYHUKA, KOHIleHTpaus [gG4 B CBIBOPOTKE KPOBU
U xonaHruorpaduueckue ocobeHHocTH. Ha OCHOBe 3TUX MepeMeHHbIX Oblia
pa3paboTaHa cucteMa mozicyeTa 6aJIOB, KOTOpas MpeicTaByieHa B Tabd. 8.2.
ABTOpBI Npe/IIaraloT pacCMaTPUBATh KOJINYECTBO OAJJIOB OT 7 U BBILIE B Kade-
CTBe KpuTepus omnpeneneHHoro IgG4-ACX.

Ta6nuua 8.2. bannpHas oneHka quddpepeHnnaNbHON AMarHOCTHKY TePBUYHOTO

CKJIepO3UPYIOLIEro X0JaHTUTa U UMMYHOIIO6yIuH G4-accoluupOBaHHOTO CKIepo-
3UpYIOIero X0JaHTUTa

MapameTp 0 6annos | 16ann 26anna | 36anna | 46anna
Bospacr, rozsl <30 30-39 40-49 50-59 >60
Hanudane n3MeHeHU Het — — Ia —
CO CTOPOHBI APYTUX
OpraHoB
YeTKo0OpasHbIe Ha - Her - -
M3MeHeHVs Ha XOJIaH-
rrorpaMmax

LETEACT IS 3akniouyeHue
6annos
Or0pmo4 Beposrhsiit IICX
Or5106 HeoGxonuma crepousiHas Tepanust ex juvantibus
Or7p09 OmpezenenHslii IgG4-accouMUpPOBaHHbBIN CKI€PO3UPYIO-

[IUH XOJaHTUT

Kpumepuu duaenosa

CywecTByeT iBe rpyInsl fjuarHocrudeckux kpurepues [gG4-ACX — HISORt
(2006) u MexayHaponuele kputepuu 2012 T., mpencTaBieHHble pabodeit
rpynnoi Komutera no uccinenosanuro 1gG4-Ab u Komurera 1o uccuesnosa-
HUIO TPYAHOAMArHOCTUPYeMBIX 3a00JieBaHUi IeYeHN U OWIMapHOTO TPaKTa
(Tabn. 8.3, 8.4) [14].
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Ta6nuua 8.3. Kpurepuu Auario3a MMMyHOTI06y1uH-G4-CKJIepO3UpyIOIero XoiaH-
ruta (HISORt)

T'HCTONIOrMYeCKOe HUCCeno- JumdonnazmonuTapHblii ”HGUIBTPAT C COLEP-
BaHUe xaHveM He MeHee 10 IgG4-TI03UTHUBHBIX KJIETOK
B TI0JIe 3peH¥sI 6OMBLIOTO yBeINYeHHUS B CTEHKE

¥ TI0 NepuQepuu XeT4HOro NPOTOKa, aCCOLUUPO-
BAHHBII C 006JIMTEPUPYIOMUM (IIEGUTOM U CTOPH-
bopMHBIM PUOPO30M

JlydeBble MeTOABI He MeHee oziHO#1 (rioTHpyromieii/ MUTPUPYIOLIEH
CTPUKTYDHI C BOBJIEYEHNEM BHYTPHUIIEYEHOYHOTO,
IIPOKCHMAJIBHOTO BHENEYeHOYHOTO UM MHTpaMNaH-
KpeaTH4ecKOl YaCTH KeJYHOr0 IPOTOKa

Ceposiorudeckrie MeTozbl IToBbIMIEeHHBIN YPOBeHb CBIBOPOTOUHOTO 1gG4

ITopaxenue apyrux opraHos | IlomxenynouHas xeie3a (TUITMYHBIE XONIAHTHOTPa-
¢dudeckue um ructosorndeckue mpusHaku AUIL);
peTponepuTOHeaNbHbIN GUOPO3; OUKH; CITIOH-
Hble/CIIe3HbIe XKeJle3bl

OtBer Ha Tepanuto 'K Hopmanusauys akTHBHOCTH NeYeHOYHBIX pepMeH-
TOB MJIM 0OPaTHOE Pa3BUTHE CTPUKTYPDI

Tabnuua 8.4. MexayHapogHble IMaTHOCTHYECKUE KPUTEPUN UIMMYHOTI06Y11H-G4-
CKJIepO3UPYIOIero X0JaHTuTa

MoBbileHUe CbIBOPOTOUHOMN KOHLLEHTPALUN

Ceponorunyeckue meTopbl 1G4

JIyueBble MeTOZBI Iuddys3Hoe K cerMeHTapHOe CyXKeHue BHYTPH-
Y/1Y BHeTleYeHOYHBIX IIPOTOKOB B COYETAHUU
C YTOJIIIEHNEM CTEHKH

T'ucronoruyeckoe a) BboIpaXeHHas TMMOIIa3MOLUTapHasA UHPUIb-
HCCIIe[oBaHue tpanws u $pubpo3s; 6) naduasTparus [gG4-
HO3UTUBHBIMY [11a3MaTHIECKUMU KIIETKAMU:

>10 IgG4-103UTUBHBIX MJIa3MaTAYECKUX KJIETOK

B TI0JI€; B) pafiMajibHbIi Gubpo3; r) obauTepupyo-

it priebut
ConyTcTByromue I tun AUII, IgG4-accouurpoBaHHbII AaKpUO-
3a00JeBaHus aZleHuT/cuanoanenur, IgG4-accounnpoBaHHbIN

peTpornepuToHeanbHbIi GprubPo3

JonoJIHUTE IbHBIE DddexTuBHas Tepanuis MPeAHU30I0HOM
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ITo naHHBIM XOnaHruorpaduu, Jame BCEro BCTPEYAIOTCH CYKeHHS HUX-
Hux otaenoB OXKII 6e3 cyxeHus JIeKAIUX BbIIIe KeTIHbIX MPOTOKOB (THI 1).
BHyTpuneueHOUYHBIe cerMeHTapHble (THn 2a) u auddysuele (Tun 2b) cyxeHus
B JIONOJIHEHUE K CyXeHUI0 HWKHUX 0TAenoB OXKII B COBOKYIHOCTH Npe/CTaB-
NS0T co60¥ BTOPOY 1O 4actoTe ciaydail. KomOuHauus cyxxeHuil B 061acTu
BOPOT U HWKHUX otaenoB OXKII (Tum 3) U Cy)KeHHUsl TOJIbKO B 06J1aCTH BOPOT
(Tvn 4) npesCTaBIAIT COOOM AOMOTHUTEIbHbIE BAPUAHTHI.

IIpumep popmynupoerxu duazrnosa

«IgG4-accorunpoBaHHas 60se3Hb. IgG4-accolMpPOBaHHBII CKJIEPO3UPYIO-
WA XOMaHruT, IgG4-accoUMMpPOBaHHBIN ayTOMMMYHHBIH TAHKPeaTUT C BHeI-
HeceKpeTOPHO! M MHKPeTOPHO! He[OoCTaTOYHOCTBIO IO/ KeayJO4HOU XeJe-
3bl. CI| 2-ro Tuma (1jeJieBOW YpOBeHb TTMKMPOBAHHOTO reMOrjobuHa MeHee
7,5 MKMOJIb/JT) .

JleueHue

Bcem manueHTaM ¢ KIMHUYeCKMME TposiBieHusiMu [gG4-AB Heo6xoaumo
npoBenieHre Oe3oTiararesbHOW Tepanuu. Beccumnromuas popma IgG4-Ab
TaKkxe TpebyeT yedeHus1. IIokazaHueM K cpouHOil Tepanuu npu IICX cayxuT
HaJyue NPOKCUMAaJIbHBIX (BbIlIe MHTPAllaHKPeaTHuecKoro MpoToKa) CTPUKTYP
JKeJYeBbIBOAAIMX MyTell. be3 cBoeBpeMeHHO HayaTo Tepaluy IPorpeccupyeT
uHGQeKIMOHHBIA XonaHruT, popmupytorcs OII u LI1. Cucremusie T'K npusna-
HbI Tepanueid 1-oi nunaun [gG4-AC.
Ilo0x00dbt K Aeueruio:
» T'K, cpennue no3sl cocTaBiasAoT 30—-40 Mr B cyTKU (UCCIe[0OBaHUSA He I10-
Ka3aju 0303aBUCUMBIX Pa3Iuduil);

e CTeHTUpOBaHHUe (151 OUIMAPHOTO TPAKTA);

e IIpY NpOTHBONOKa3aHUAX K ['K Ha3HaueHue puTyKciMaba B KadecTBe ajib-
TepHAaTUBHON UMMYHOCYIIPeCCUBHO! Tepanuy.

I'K — mnpenapatsbl 1-i1 TMHUK 7151 JOCTWXKEHUsI PEMUCCHM Y NMAaleHTOB
C aKTMBHO TIpOTeKarolell BliepBble fuarHoctupoBanHoi 1gG4-Ab (npu oTcyT-
CTBUM NPOTUBOIOKa3aHui). Kak mpaBuio, IpoBOAXUTCA MOHOTepanus, OAHAKO
BO3MOXXHO IIpUMeHeHe KOMOMHUPOBAHHOTO JIedeH!s1 (CO4eTaHne ¢ UMMYHO-
CympeccopaMu), 0COGeHHO MPU OTCYTCTBMU 3¢deKTa U Npy IIIOXOH MepeHo-
cumoctu I'K. MHnnnupyromas no3a npeaHu3onoHa — 40 mMr B CyTKM Ha IIpo-
TAXEHUU 4 HeJ C MOCIeAYIOIUM CHIDKeHNeM Ha 5 Mr B HeZlel0. BapuaHToMm
PenyKIuy Z03blI IIPeJHU30JI0HA TAK)XXe MOXXeT OBbIThb CHIDKeHHe Ha 10 Mr exe-
HeZleJIbHO B IIepBbIe 2 Hell, a 3aTeM 110 5 Mr B Hefienmto. [ToaaepxuBaromas 1o3a
MOXeT ObITh HUXe, 4eM Ipu AWI, ¥ B HEKOTOPBIX CJIy4assX COCTAaBJIsAeT 5 ML
B CYTKU B TedeHue 6 Mec. IIpoI0JKUTeNbHOCTD Tepaiui BapbUpyeT OT 56 Mec
1o 3 net. Ha ¢poHe nevenus I'K monoxuTtenbHasi JUHAMHUKA KIMHUYECKUX, Jia-
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6opaTopHbIX 1 MOP)OJIOTMYECKUX TPOsiBIeHuid 6oie3Hu otmedaercsi y 80%
nauveHToB. B ciydae penuausa mnocie 3aBepineHus tepanuu I'K B kadecTBe
CpefcTBa 2-M JMWHMAM paccMaTpuBaeTcsa as3atuonpuH. IlepcrnexktuBHbIM 'K
IJISl ATIMTEIbHOTO NTPUMEHEHHUsT BBU/Ty MeHbIIEero KOJM4ecTBa M0O0YHBIX 3¢-
¢exTOB cunTaercs GyneCOHU, XOPOLIO 3apeKOMeHI0BaBIINiA cebs1 mpu AW,
XOTS JaHHBIX 110 ero 3¢ dektrBHOCTH P [gG4-ACX 1MOKa HEJOCTATOYHO.

Crnucok numepamypbl
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