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Pe3tome. B cratee mpepcTaBieH 0030p COBpPEMEHHBIX HAy4YHBIX MaHHBIX, Kacaromuxcs |gG4-csa3zanHOTO
3a00JICBaHUS U CHIEKTPA aCCOLUMPOBAHHBIX C HUM COCTOSHHUH.

Knwueevte cnosa. 10G4-cszanHoe  3a0oneBaHHMe, IICEBAOONYXONb, AyTOMMMYHHBIH  ITaHKPEATHT,
MyIBTH()OKATBHBIH (HHUOPO3.

Pestome. Y craTTi HaBEAHO OIJIA] Cy4acHMX HayKoBUX AaHuX Imono |gG4-acoriiioBaHOro 3axBOPIOBaHHS i
CIICKTPY IMOB’S3aHUX 13 HUM CTaHiB.

Knwowuosei  cnosa. 19gG4-aconiiioBaHe  3aXBOPIOBAaHHS, IICEBIONYyXJIMHA, ayTOIMYHHHH  MaHKPEATHT,
MYJIbTU(QOKANBEHUN (iOpo3.

Summary. The article is a review of the update scientific data about 1gG4-related disease and associated
disorders.

Key words. 1gG4-related disease, inflammatory pseudotumor, autoimmune pancreatitis, multifocal fibrosis.

IgG4-cBsa3annoe 3aboneBanue (lgG4-C3) — HemaBHO OMNHMCAaHHOE WMMYHO3aBHCHUMOE
cucreMHoe 3alosieBaHHMe, Xapakrepusyromieecs audQy3HOl WIM 0YaroBod BOCHATUTEIHLHOU
uHQUIbTpalluell  TMOPaXKEHHBIX  OpraHoB M TKaHEeW  IUIa3MaTHYECKMMM  KJIETKAMH,
skcripeccupyomumu  1gG4 ¢ mocnenyomuM  pa3BuTHEM oOnmTepupyromero (uedbura u
¢bubpockiaepo3a COOTBETCTBYIOIIMX OpPraHOB, COIPOBOXIAIOIIEECS TMOBBIIMICHUEM COACpPKAHUS
IgG4 B cpiBopoTKEe KpoBH. 3a0oJjieBaHHME MPOTEKAET C Pa3HOM CTENEHBI0 arpecCUBHOCTH, C
MOpakKEHUEM OJIHOTO OpraHa (HampuMmep, MOJKETyJOYHOU KeJe3bl) WU C MYJIbTUCHCTEMHBIM
nopaxenueMm. [Ipupoma ¢ubdpo3upyromero mporecca, xapakrepHoro st 1gG4-C3 ocraercs
HEBBIICHEHHOH, OJHAaKO BCE MPOSBICHUS JaHHOIO 3a00J€BaHUS B LEJIOM XOPOILIO IMOJJIAr0TCS
Tepanuu UMMYHOCYIIPECCAHTaMH, B 4acTHOCTH, itokokopTukonaamu (I'K), ocobenno npu pannei
MHUIMALUHN TaKOTO JEYSHUS, YTO ONpesiesieT He00X0AUMOCTh U BaXKHOCTh paHHEW TUarHOCTUKU U
pa3pabOTKH COOTBETCTBYIONINX JUArHOCTHYECKIX KPUTEPHEB.

Homenknarypa 3a00eBaHuN M CHHAPOMOB, CBSI3aHHBIX C MATOJIOIMYECKHM HAKOIJICHHEM
1G4 npomomkaer pa3BUBaThCS U YTOUHATHCS. Tak, B MeauuuHCKon muteparype 1gG4 - A3 takxe
obo3Hauaercs kak: 1gG4-cBs3aHHoe cucteMHoe 3a0oneBanue, |gG4 - cBsi3aHHOE CKIIEpO3UpYIOILee
3a0oJieBaHue, MyJIbTU(OKATBHBIN ¢$ubpockiepos, lgG4-mynbpTHOpPTaHHOE
muMdonponupepaTuBHOE HapylieHue, cucteMHblid |gG4 -cBs3aHHBIN TU1a3MaTHUECKUI CHHAPOM H
ap. OtcyrcTBHE enUHONW HOMEHKJIATyphl W TepMHUHONOTHH 10 1gG4-3aBHCHMBIM COCTOSIHUSM
YCIOXKHSAET KaK MOMCK WH(POpMAaIlMU, TaK W B3aMMOMOHMMAHUE CIEIUAINCTOB, YYacTBYIOIIUX B
pa3paboTKe JaHHOU MPOOIEMBI.

B rtabmuue 1 mpezacraBieHbl 3a00J7€BaHUS/CHHIPOMBI, KOTOPBIE COTJIACHO COBPEMEHHBIM
JAHHBIM OTHOCSTCS K criekTpy 1gG4-C3.

Crnenyer OTMETUTh, YTO Y OAHOTO OOJBHOIO MOXET HAOMIOAAThCS PA3IMYHBIA CIEKTp U
KOMOWHAIMI TIpe/ICTaBlIeHHbIX B Tabmuiie 1 3a0oneBanuii. [lo nanupiM MHCTHTYTA peBMaTOIOTUH
PAMH, cpenu obcnenoBanubix nanueHToB ¢ 1gG4-C3 yartie Bcero BBIABIAETCS MYIbTU(OKATBHBIN
¢ubpo3 (33%), ncepnoomnyxonb opouthl (32%), perponepuroneanbubiiit puodpos (13%) u 601e3Hb
Muxynnya (10%).
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Tabauya 1

CIIEKTP COCTOSHUI, OTHOCAIIXCS K IGG4-C3

Opran/cucrema/anaToMHUeCKas CTPYKTypa

KauHMKO-ITaTOrMCTOIOTHYECKIE MPU3HAKKU

IlenTpanbHas HEpBHAs cUCTEMA Nnuonarudeckuii TUTIEPTPOHUICCKUAN
[IAaXUMEHHUHIUT, TUIIO(QU3UT
ITomxemynoynas xenesa JIum¢ponnazmMaunuTapHbIi CKJIEPO3UPYIOLIUI

nakpeaTut (ayrouMMmyHHBIH mankpeatut (AWII tun

1)

KemaeBpIBOgSIIIIME TTYTH

CKIIepO3upYIOMINH XOIAHTUT

2Kemunsliil my3eIph

beckaMeHHBIN CKIEPO3UPYIOIIMI XOJEUUCTUT

Ileuenn

CKJIepo3UpyIOMIMM  XOJNAHTUT BHYTPUIICUCHOUHBIX
KEITIHBIX MTOTOKOB, BOCTIAJTUTENIbHAS
[ICEBI00MYXO0Jb, MMOPTAITBHBIA CKIIEPO3, JOOYISAPHBIHA
reNaTUT, KAHAIMKYJISIPHBIA X0JIecTas3

CHIOHHBIC KeJIe3bl

XPpOHUYECKUN  CKIIEPO3UPYIOLIUNA  CHAJOALCHUT
(omyxoms KioTTHEpa), XpOHUYECKH CHATIOATICHUT H
JakpuonucTut (O6oe3np Mukynnya)

les

Wnnonaruueckuii pudpo3 men

I'ma3nuiia, rimasa

[lceBmoonmyxonb rnazHUNbL, 0OoNe3Hb MHUKyNIn4a,
203MHOGWIBHBIN GrOpo3

II{uroBugHAs XKeae3a

Tupeongut Punens

Jlerkue

Jlerounas BOCTIAJIMTCIIbHAA IICEBAOOITYXO0JIb,
HMHTCPCTUIIMAIbHAad MHEBMOHMSA

ITouku, MOYECTOUYHNKH

TyOynonHTepCTUIIMANEHBIA HEDPUT, TICEBIOOITYX0IIb
MTOYKH, MEMOPaHO3HEIH TIIOMepyIToHePpHT,

3arpyJMHHOE MPOCTPAHCTBO

CKJIepO3UPYIOMINI METUACTUHUT

PetponepuroHeallbHOE IPOCTPAHCTBO

PerponepuroneansHblii puodpo3

Cocynbl

BocnanurenpHass aHeBpu3Ma  OpPIOIIHOW  aOpTHI,
XPOHUYECKUN CKIEPO3UPYIOLIUN aOPTUT

IIpocrara IIpocrarur
Mono4HbI€ KENE3bl CxJiepo3upyomuil MacTUT
Jlumdarugeckue y3ibl JInmbanenonaTus c UHQUIBTpauen

IJ1a3MaTHYCCKHUMM KJIICTKaMHU

Kpome TOro, paccmarpuBaercsi BO3SMOKHOCTh OTHECEHMs K creKTpy npossieHuit 19G4-C3
CJIEIYIOIIUX 3a00JIeBaHMI/COCTOSTHHI:

- KOHCTPUKTUBHBINA NTEPUKAPIUT;

- peakTuBHas (HUOPO3UpYyIOIIAs HONYJSIpHAs! IICEBI0OITYXO0Jb JKEITYA0YHO-KUIIIEYHOTO TPAKTa;

- CKJICpO3UPYIOIAsi aHTHOMATOUAHAsl HOLYJIsIpHas TpaHcopMarus (Cele3eHKN);

- CKJIEPO3UPYIOIIHUI ME3EHTEPUT;

- KOXKHasl TIceBIouMQpoMa.

lgG4 — monknace 1gG, ¢ MUHMMaNBHOW M3 BCEX M3BECTHBIX YETHIPEX MOAKIIACCOB JTAHHOTO
MMMYHOTJIOOYJIMHA KOHLIEHTpaIel B CbIBOpoTKe kKpoBH (B cpenneM 0,35-0,51mr/mi). ¥V 310poBbIX
moxaen copepkanue G4 B CHIBOPOTKE MOJBEPKEHO 3HAYUTEIHHBIM KOJICOAHMSIM, Yalle BCETO B
npenenax 10Mkr/ma — 1,4mMr/mi; ypoBeHb 2MI/MJI W BBIIIE BCTPEUAETCS B PEIKHUX CIydasx;
COJIep)KaHUe PTOT0 UMMYHOTJIOOYJIMHA B II€JIOM BBIIIE Y MYXYHH U JIMI] cTapmiero Bospacta. 19G4
HE AKTUBUPYET KOMIUIEMEHT, MMEET CHIDKEHHbIE A((EKTOPHBIE CBOWCTBA MO CPAaBHEHUIO C
apyrumu  noaknaccamu  1gG. Cunrte3 1gG4 wactuuno crumynupyercs Th2-3aBHCHMBIME
IUTOKMHAMH. VI3BECTHO, 4YTO ATOT MOAKJIACC HMMYHOINIOOynuHOB, Hapsay c¢ IgE, wurpaer
3HAYUTENIbHYIO POJIb B MAaTOTE€HE3€ aTOMHWYECKUX MpoleccoB (OpoHXuanbHas acTMa, aToNMUYecKas

3nopoB’s cycminberBa Ne 2 — 2013 / 3nopoBbe obmectBa Ne 2 — 2013 / The Health of Society Ne 2 — 2013
43



sK3eMa, OyiesHble Aepmatutel). OnHazHayHo poib |IgG4 B pazButuu cucreMHoro pubpockieposa
OCTAaEeTCs Ha CETOJHSIIHUN JE€Hb Y€TKO HEYCTaHOBJIEHHOM.

Briepsoie 1gG4 kak BO3MOXKHBIM MAaTOT€HETHYECKUN (PAKTOP Pa3sBUTHUS UMMYHO3aBHCHMOTO
BOCIHAJICHHS OBLI PACCMOTpPEH B KOHIENIUH ayTOMMMYHHOTO IaHKpeaTtuta nepsoro tuma (AUII I,
auMboria3ManuTapueiii - ckieposupyronmii  nankpearut (JIIICIT)) (Yoshida et al.,, 1995),
OCHOBHBIMH KIIMHUKO-THCTOIIATOJIOTHYECKHMH XapaKTEePHUCTUKAMH KOTOPOTO SIBIISTIOTCS: Pa3BUTHE B
OCHOBHOM Y MY>KYHMH B BO3pacte oKosio 60-TH JieT, yMepeHHbII/HEe BbIPAXKEHHBIH a0JOMUHATBHBIN
CHHIpOM, 0e300e3HEHHAs MEXaHNYECKasl KEITyXa; MPUCYTCTBUE B CHIBOPOTKE KPOBU PA3IUYHBIX
ayTOAHTUTEN (aHTHHYKJIEAPHBIX (AHA), PEBMATOUHOTO ¢baxTopa (PD),
runepraMmarioOynuHemMus, noBbimieHne ypoBHs 10G4 B chiBOpoTKe KpoBH; audQy3HOE WIH
O0YaroBo€ YIUIOTHEHHME NoJjukenyaodHor skene3bl (IDK) mpu Bu3yanusupyrommx HccieaoBaHUAX
4acTo npuHUMaeMoe 3a kapuuHomy [DK; npu marorucronornueckom nccie1oBaHuy (04€Hb 4acTo
1ocje TOTaJbHON MaHKPEaTOAKTOMUH!) BBIABISIOTCS TUIIMYHbIE IPU3HAKH: JIMM(OIIa3MaluTapHas
uHpmwibTpanus ¢ OonpmuM KoiaumdecTBoM 1G4+  mnmasmaTtudeckux KIETOK (MO pa3HbIM
IuarHocTuueckuM kpurepusm 6oinee 10-30 kIeTok B moje 3peHus) Ipu OTCYTCTBHH HEUTPOPUIIOB
(MOKET HPUCYTCTBOBATH YMEPEHHOE KOJIMYECTBO S03MHO(DUIIOB), HAIMYHE WHTEPCTUIHAIBEHOTO
nepuaykTanbHoro ¢Gubpos3a u obnurepupyromiero ¢iaedura; noBoiasHO dacto JIIICII couyeraercs ¢
APYrHMMHU 3a00JIEBAaHUSAMHU AayTOMMMYHHOW TpHpozb! (cuanoaneHuT, Oonesnp lllerpena, Gone3Hs
KpoHa, sI3BE€HHBII KOJIHT, CKIEPO3UPYIOIINN XOJIAHTUT, MHOTOOYaroBhIi (prubpockiiepos).

SInonckue nccnenosarenu (Kawaguchi et al., 1991) npeamnonosxunu, uro JITICIT — cucremuoe
3a00JIeBaHNe, TaK KaK y MAlMeHTOB OOHAPY)KUBAJIHNCH T'MCTOJIOTUYECKN MJICHTHYHBIC H3MECHEHUS B
psille IPYruX OpPraHOB — JKEMYEBBIBOMAIIMX ITYTSAX, CIIOHHBIX JKeJIe3aX, PEeTPOIEePUTOHEATHHOM
kieryatke. Ha coBpemennom stane Zen et al. (2004, 2005) npemioskeHO HOBYHO KOHIICIIIIHIO
pasButusi 1gG4-A3 pa3HBIX OpraHoB, B CBS3M C KOTOPOM MHOTHE «CTapbie» 3a00JeBaHH
HYXIAI0TCSl B IEPECMOTpPE KJIaCCHU(PUKAMU M TUATHOCTUYECKUX KPUTEPHUEB, a TAK)KE TOIXOI0B K
JICYCHUIO, TaK KaK MHOTHE M3 3TUX 3a00JI€BaHHH IMOSBISIOTCS (GOPMUPOBAHUEM OITYX OJIEBUIHBIX
00pa3oBaHWil  pa3IMYHBIX  OPraHOB, BBI3BIBAIONIMX  IOJO3PEHHE HA  3JIOKAYECTBEHHBIC
HOBOOOpa30BaHMS C IMOCIEAYIOIIMM OIIEPATUBHBIM BMEIIATEIbCTBOM, B TO BpeMs Kak
nceBoonyxoiu cBsizaHHble ¢ 1gG4-3aBucuMbiM  (PUOPO30M JOCTATOYHO YCIEIIHO IOAI0TCS
TepaInuy rITIOKOKOPTUKOHMIaMHU.

Hanpumep 19G4-3aBucumeiii ckieposupyrommii xomanrut (CX) paHee ompenensuics Kak
nepBUYHbIN ckiepo3upyonuii xonanrut (IICX), ogHako THCTONOIMYECKH M PEHTI€HOJIOTHYECKH -
ATO pa3HbBIE MATOJIOTHH, JICUCHHE KOTOPBIX TAaK)Ke MPUHIMIHUAIBHO paznmuHoe — 'K tepamms s
I9G4 CX u tpancrutanrtanus nedenu — st [ICX.

B HacTosimiee Bpemsi oOCyXmaeTcss ajuiepruyeckas M ayTOMMMYHHash TEOpHH MaTOTeHe3a
1gG4-A3; obcyxnaetcs stnonoruyeckas csizb AUII | tuna ¢ uadexuueit H. pylori (Chang M.C. et
al., 2009; Kountouras J. et al., 2005; Guarneri F., Guarneri C., Chatzopolos D., 2005) ¢ pa3Butuem
ayTOMMMYHHOT'O OTBeTa Ha aHTHreHbsl H. pylori Ha (oHe mmerorieecss HeIOCTATOYHOCTH (HYHKIIUH
perynsaTopHbix T JTuUMGOUMTOB, YTO TPHUBOJUT K MPOTPECCHPYIONIEMY HAKOIUICHHIO B
noBpexeHHbIX TKausax CD4", CD25", FOXP3" perynatopubix T-TUM(pOLUTOB U CONPOBOKIAETCS
aKTHBaIMen cMHTe3a Th2 MUTOKUHOB (MHTEpIICHKIH-4, HHTEpICHKUH-5, naTepieiikuna-13) (Tanaka
A.etal., 2012; Koyabu M. et al., 2010). JIpyrumu aBtropamu (Akitake R. et al., 2010) npeanoxxeHa
THIIOTE3a PAa3BUTHS YPE3MEPHOTO0 MMMYHHOTO OTBETa y OOJNBHBIX Ha COOCTBEHHYIO MHUKPOGMIOPY
KEITyJOYHO-KUIIEYHOT0  TpakTa. VMMyHO3aBHUCHMbIE MEXaHM3MBbl IATOT€HE3a  JTaHHOTO
3a00JeBaHUsl  TIOATBEPXKIAIOTCS OOHAPYKEHHEM HWMMYHOKOMIUIEKCHBIX JICTIO3HTOB  BJIOJb
0azanpHbBIX MeMOpaH aruaycoB [IK u TyOynsproro anmapara noyek (Deshande V., 2006).

B nociennee Bpemst pasusiMu uccinenoBarensmu (Motosugi U. et al., 2009; Takahashi N. et
al., 2009) onyOnMKOBaHBI TaK)KE JaHHBIC O HAJIMYUH PsJia 3TI0KAUYeCTBEHHBIX HOBOOOPAa3OBaHUH Y
HEKOTOpBIX TMarueHToB ¢ jguarHo3oMm 1gG4-C3. Tak, wuccienoBaTessMH KIMHUKKA — Meiio
OIyOJIMKOBaHbI JaHHbIE O BbISBIEHUH 4 citydaeB B-kieTouHoil 1uM¢pomsl B iporiecce HaOI0AeHUS
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3a 111 manmentamu ¢ 1gG4—C3; cooOrmaercst o ciydasx pa3BUTHSA JUM(POMBI MaprUHAIBHON 30HBI
y MaIUeHTOB €O CKIEPO3UPYIOIIEH IICEBJOOMYXOJIbIO TIJIA3HUIBI, a TaKKe — IPOTOKOBOM
aneHokapuHoMbl 11K, ajgeHOKapIIMHOMBI JIETKHX, IPOTOKOB CIIOHHBIX KeJie3, 3JI0KaYeCTBEHHBIX
HOBOOOPa30BaHUI MOYETOYHHMKOB U KUIIIEYHHKA y TakuxX 6oibpHBIX (Takahashi N. et al., 2009). B To
e BpeMsi, IPUIMHHO-CJIECICTBEHHAs CBSI3b MEXKIY 3TUMH MAaTOJIOTUSMH OCTAETCS HEU3BECTHOM.

Jduarno3 1gG4-C3.

Xots 1gG4-C3 sBnsercs HEIaBHO BBIICICHHBIM U HE JI0 KOHIIA M3YYEHHBIM 3a00JIeBaHUEM,
MO’KHO YTBEp>KJaTh, YTO OHO HE OTHOCUTCS K peAKuM. [1o cOBpeMEeHHBIM JaHHBIM HCCIE0BaTeNIeH
13 SInoHuM, B TOJ TOJIBKO B 3TOM CTpaHe MOXKET peructpupoBarbest 336-1300 HOBBIX cyyaes.

Tak xe kak U Ans psjga Apyrux 3aboneBaHui, quarHo3 1gG4-C3 HEBO3MOKHO YCTaHOBMTb,
€CIIM Bpay HE 3HAeT O CYIIECTBOBAHWU TAKOW MATOJOTHH M HE 3alO0J03PUT €€ Y KOHKPETHOTO
NaIMEeHTa IPU HAJTUYUU ONPE/IETIEHHBIX CHMITOMOB.

Huarnoctuueckue kputrepun 19G4-C3, mnpenokeHHbIE pPa3HBIMU HCCIEI0BATEIIHCKUMU
IpyInIiamMy, OpUEHTHPOBAHBI KaK Ha KJIMHUYECKUE, TaK M MAaTOTUCTOJIOIMYECKHE NpPHU3HAKH;,  Ha
COBPEMEHHOM JTare M3Y4eHHUs TaHHOM MaTOJNOTHMH TMPOJODKAIOT YTOUHATHCS. B OCHOBY Bcex
JITOPUTMOB JMAarHOCTUKM JIerau auarHoctuuyeckue kpurepun AUWIL. B onpeneneHHoit crenenu
nuarao3 1g0G4-C3 Bcernma sIBISIETCS CIIOPHBIM, TaK KaK J@Ke THUCTOJIOTMYECKUE MPOSBICHUS
TUIMYHOTO (PUOPO3UPYIOIIEro Ipolecca MOTyT OTJIMYATHCS B 3aBUCHUMOCTH OT OCOOCHHOCTEH
CTPYKTYpBI MOPaXEHHOT0 opraHa. B To ke Bpems, 0e3 COMHEHHs, CyIIECTBYIOT U COBEPIICHHO
TUIIMYHBIE NATOJIOTMYECKHE H3MEHEHMs B IMOPAKEHHBIX TKAHAX HE3aBHCHMO OT BOBJIEUEHHOI'O
oprana: JuMQOIUIa3MOIMTapHas WHPUIBTPALHS, TUIIMYHBIA (HUOpo3, obnmTepupyromuii ¢redur,
HE3HAYUTEJIbHO/CpeIHEBbIpasKEHHAS! S03MHODIIINS.

O6mmume muarnoctudeckue kpurepun 1gG4-C3 (Okazaki et al., 2006):

1. Iuddy3noe unu QokambHOE YBEIMUECHHE/OMYXOJIEBUIHOE OOpa3oBaHHWE B OJHOM WIH
0oJsee oprase.

2. Iloseimenue ypoBusa 1gG4 B ceiBopoTke kKpoBu Oonee 135mr/ .

3. I'ucronorunyeckue Mpu3HaAKM:

a. 3HAYMTENbHAs WHOUIbTpAUs JIUMQPOIUTAMHA W IHIa3MouuTamMu ¢ ¢Gudpo3om 06e3
HeHUTpoUIbHON MHOUIBTPALUY;

b. 6onbimoe komuuectBo 1gG4-nO3UTHBHBIX KIeTOK B uHOuiIbTpate (Oomee 10 B mome
3penusi) u/wn cootnomenue 1gG4/1gG — mo3uTuBHBIX KieTok 6osee 40%;

C. myapodopMHbIH GrOPO3;

d. obGnurepupyrommii haeOuT.

JInaruo3 yCTaHaBJIMBACTCS MPU HAIMYKHU clieayomux kpurepues: 1+2; 1+3(a/b); 2+3(a/b); 3
(a,b,c,d).

BaxHo nomuepkHyTh, 4To HM OoOHapyxeHue |gG4-skcnpeccHpylux KIETOK B TKaHIX, HU
BBISIBIICHHE TOBBIIIEHHOTO ypoBHS 1G4 B CBIBOPOTKE KpOBH HE SBISIETCS aOCOIIOTHO
cneunpuyHbiM npuszHakoM 19G4-C3, Ha coBpeMeHHOM »3Tamne OOJBIIMHCTBO HCCleoBaTenei
MOJICP)KUBAIOT  HEOOXOJAMMOCTh  OOHapy)XeHHsl KaK TIOBBIIEHHOTO KoimdectBa  19G4-
SKCIPECCHPYIONMX TIa3MaTHUeCKHX KIIETOK, TaK M YBEITMUeHHOro cooTHomenus lgG4'/1gG*-
MO3UTHUBHBIX IIIa3MAaTHYECKUX KJIETOK B HWHQWIBTpaTe TMOPAKEHHOIO OpraHa B KadecTBE
JMAarHOCTHYECKOTO KPUTEPHSL.

JInarnoctuueckue kputepun uccinenonareneii MOLPS (IgG4-cBs3anHblil MyJIbTHOPTraHHBIN
mumMponpommdepatuBHeiii cuaapom - MOJITIC) (Masaki Y. et al., 2010):

1) mnoesieHHbIH ypoBeHb 1G4 B chiBOpoTKe Oosee 135mr/m;

2) TUCTONATOJOTHMYECKHE W3MEHEHUs, BKJIIOYAIONIHE TUM(OIUTAPHYIO U TUIA3MOLUTAPHYIO
nHOmwibTpanuio  (IgG4-TO3UTHBHBIMU  TUTA3MAaTHYECKUMH  KJIETKaMH), COOTHOIICHUE
IgG4"/1gG nnasmatuueckux kineTok 6onee 40% ¢ MPU3HAKAMU THIIMYHOTO GUOpO3a M
CKJIepO3a.
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Jlisi IOCTaHOBKM JMarHo3a Tpedyercss Hamuuue oOOMX KPUTEPUEB, NMPH 3TOM HEOOXOIUMO
UCKIIIOYUTh Hanuuue capkomjos3a, Oonesnu Kacrenmana, Backynuta Berenepa, numdombr u
KapuHOMBI. [TalMeHTsl ¢ HATMYMeM OJTHOTO M3 YKa3aHHBIX KPUTEPUEB OTHOCATCS K «BO3MOXKHOMY
1I9G4 MOJITICy». IlarueHTsl ¢ HATMYUEM 0OOWX KPUTEPHEB W YCTAHOBJICHHOTO JHMArHO3a JIPYroro
3aboneBanus (Hampumep, Oonesnp lllerpena) ommchiBaroTCs Kak mmeromue OonesHpb lllerpena c
Bo3MOKHBIM 1gG4-accoruupoBanabiMm MOJITIC. TlaruenTsl ¢ ycraHoOBIeHHBIM auarnosom 1gG4
MOJITIC, y xKOoTOpbIX HE OTMEYeHO yiyumieHus npu jedeHuu ['K TpeOyror mooOcnenoBaHus u
nepecMoTpa AUarHosa.

JlnarHoCTHYECKU TOIXOJ TPU YCTAHOBJICHUU «BO3MOXHOro |gG4-acconmmupoBaHHOTO
MOJITICx»:

SABnsiercs qoctaTouHbIM IS mofo3penus Ha 1gG4-acconmupoBannsii MOJITIC:

HaJIMYUE OJJTHOTO U3 HIKEYKa3aHHBIX MPU3HAKOB!

CHUMMETPUYHBIN OTEK OJHOM U3 CIIE3HBIX WM CIFOHHBIX XKEJE3

ayTOMMMYHHBIH MaHKPEaTUT

BOCTIQJIMTENIbHAS TICEBIOOMYXOJIb

peTporepuTOHETbHBIN (HPHOPO3

THECTOJIOTUYECKUE TIPU3HAKH, IOXO0KKE Ha MM OorIIa3zMonnTo3 mwin 6ose3np Kacrenmana
HAJIM4ue, 10 MEHbIIIEeH Mepe, ABYX U3 HIKEYKa3aHHbBIX TPU3HAKOB:
OJTHOCTOPOHHUI OTEK OJHOM M3 CIE3HBIX WM CIIFOHHBIX JKEIe3

OpOUTANILHBIN ONyXOJIEBUIHBIA OTEK

ayTOMMMYHHBIH renaTuT

CKJIEPO3UPYIOLIUI XOIaHTUT

MPOCTATUT

MaXUMEHUHTUT

WHTEPCTUIIUATBHBIN ITHEBMOHUT

MEIUACTUHAIBIHBINA (HrOpo3

TUPEOUIUT UM TUTIOTUPEO3

TUTIOU3HUT

BOCTIAJINTENIbHAST aHEBPU3Ma

TUTIUYHBIE H3MeHeHHs Y nanueHToB ¢ 1gG4-accounnpoBanasiM MOJITIC:
nonukinoHanbHas 1gG-raMmmomnatus

noBbIlieHHe ypoBHs IJE B CHIBOPOTKE MM 303UHOPUIHS
TUTIOKOMITJIEMEHTEMHUS WJTH MIPUCYTCTBUE MMMYHHBIX KOMITJICKCOB B CBIBOPOTKE
omyxoJieBuaHas TpaHchopmanus TUMGBOY3TOB MU TUM(DaIEHONATUS C BBIPAXKEHHBIM
HAKOIUICHUEM PATMOAKTUBHBIX METOK ITPH CKAaHHUPOBAHHH.

COTPWARTTTQANPOOTPNDO0 T

OtaenbHble HO30d0rHH, BXoasiue B 10G4-C3

1. bonesno  Mukyruua (BM) — KIMHMYECKOE COCTOSIHHME, COIPOBOXKIAIOIIEECs
JBYXCTOPOHHUM CUMMETPUYHBIM JaKpPHOAJAEHUTOM (OTEK CIIE3HBIX JKeJe3) U CHaJI0aJeHUTOM (OTEK
OKOJIOYIIHBIX M MOJYENIOCTHBIX CIIOHHBIX Kele3). Jlo mocieHero BpeMeH! B CBA3H C OTHECEHUEM
cumntoMoB BM  k cunapomy Ilerpena (CIL), »stomy 3a0osieBaHHI0O KaK OTIEIbHON
HO30JIOTUYECKOW €IMHHULE, INPAKTUYECKH HE YAEISUIOCh BHHMAaHMS CO CTOPOHBI Bpadyed u
uccienoareneii. OgHAKO B CBSI3W ¢ M3ydeHWeM mposiBieHnid U cumntomoB 1gG4-C3
uccnenoBarensimu u3 Snonun (Yamamoto et al., 2005) ycranosieno, uro BM siBisieTcst oHUM U3
MPOSIBJIEHUM OTOM CHCTEMHOW maroioruu. B pesynprare mnpoBeneHHoro B SnoHun
PETPOCHEKTUBHOIO  HALMOHAIBHOTO HCCIeAOBaHUS ObUlo  jgokazaHo, uro BM u CC
XapaKTEPUIYIOTCS PSAIOM oTianuuii: 1) cpeau nanueHToB ¢ ucTuHHBIM CC npeobagaroT KEHITUHBI,
cpeau OonbHBIX BM — myxuunsbl; 2) y nanueHtoB ¢ 1gG4-accouupoBanHoit BM nHaGmonaercs
3HAYUTENIbHBIN OTEK kKeJie3 (Ce3HbIX, CIIOHHBIX), OJHAKO 0€3 KIMHUYECKH 3HAaYMMbIX CUMIITOMOB
cyxoctu (kKcepodrampMmusi, KcepocTomusi); 3) yactota oOHapyxkeHus ayroantutren (PO, AHA,
I —
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anTH-SSA, auTu-SSB) 3mHauntensHo Hike npu BM uem npu CC; 4) yposens 1G4 u 1gG4™-
MO3UTUBHBIX IJIJA3MAaTHYECKUX KJIETOK B CHIBOPOTKE KpOBU IMOBbImIeH mpu BM; 5) wuactora
BBISIBIICHUSI CONYTCTBYIOLIETO aJUIEPTHYECKOT0 PHUHHUTA, OPOHXMATBHON AacTMbl, MOBBIILICHHOTO
ypoBHs IQE u konmmdecTBa 303uHOGUIOB B IeprQepuuecKoi KPOBU 3HAUYUTEIHLHO Oosbie mpu bM,
gyeM 1ipu CC, 4TO MO3BOJISAET NPEANONI0KUTH BOBICUEHUE AJUIEPTUIECKIX MEXaHU3MOB B IIATOTEHE3
BM.

Takum 00pazom, pHU OLIEHKE MAIMEHTA C JAaKPHOAJIEHUTOM U CHAJIOAJICHUTOM TIepe/l BpauoM
CTOUT JOCTATOYHO CJIO’KHAs TMAarHOCTUYECKasl 3aJada, MOCKOJIbKY IpPU YCTAaHOBJIECHUHU AMArHO3a
IgG4-acconuupoBannoit BM naubonee >3ppexTuBHBIM NeueHueM sBisieTcs npumenenue ['K, B To
Bpemsi Kkak OonpHble ¢ CC TpeOyroT mnpuMeHeHHUs Oa3HCHBIX JIEKaPCTBEHHBIX IpPENapaToB W,
Bo3MokHO, 'K, a manmeHts! ¢ nuMdomoH, cCapkoumo30M — MPUMEHEHHUS CIHEHUAIbHBIX CXEM
nedeHus. SmoHckuM oOmecTBoM 1o m3ydeHuro cuHapoma lllerpena B 2008 r. mpeniokeHbI
nuarHoctuueckue kputepuu 1gG4-acconnnposannoit bBM (Masaki Y., Umehara H., 2009):

Jnarnoctuueckue kputepun cucreMaon 1gG4-acconmnpoBannoit bBM:

1) mepcuctupyromuii (6onee 3-x MecsIeB) CUMMETPUYHBIN OTEK CIE3HBIX, OKOJOYLIHBIX,

MOIYENTIOCTHBIX CIIOHHBIX JKeJie3, IPU BOBJICUCHUHN HE MEHee 2-X Map U3 HUX;

2) Beicokuii ypoBenb 1G4 B ceiBopoTKe KpoBH (>135mr/m).

3) 3HaumrtenbHas uHpwIbTpanus xene3 1gG4-MO3UTUBHBIM IIA3MAaTHYECKUMHU  KIIETKAMH

(cootnomenne 1gG4/1gG- nosutuBHBIX KieTok Oosiee 40% B TKAaHSAX MPH THCTOJIOTHYCCKOM

uccinenoBanuu). Jljis THUCTOJIOTMYECKOrO HCCIENOBAaHUS CleayeT Oparh OuomnTarel u3

KPYITHBIX JKeJe3, T.K. B MEJIKHX jKeJe3aX He YIaeTcCs MOJNyYUTh JOKAa3aTeIbCTB MPHUCYTCTBUS

TuM(OIUTApHBIX HHPUIBTPATOB.

Juaruno3 BM ycranaBiauBaeTcsi Ipyu HATMYUH KOMOMHALIMU KPUTEpHs | ¢ KpUTepueM 2 n/uim
3. Judauarno3 mpoBomuTcs ¢ BackynuToM Berenepa, capkougo3om, JIuMdomoii, 00Jie3HbIO
Kacrenmana.

2. Aymoummynnsiti naukpeamum muna | (AUII |, JIIICII)

Nwmeer cumnromatuky cxoxyio c¢ kapuuHomor IDK, B 4-10% oOHnapyxuBaercs mpu
TUCTOJIOTHYECKOM HCCIIEOBAHUU TTOCIe MpoBeAeHHoro ynanenus [TK.

Knunnueckne pumarnoctuyeckue kputepun AMWII | (SnmoHckoe mnaHKpeaToJIOrH4ecKoe
obmectBo, 2006r) (Orazaki K. et al., 2006):

1) nuddy3Hoe uIM CerMeHTapHOE CYXKEHHE TIJIABHOTO IMaHKPEaTH4YeCKOro MpOTOKa C

HEYETKUM KOHTYpoM U Tuddy3HbIM WK JokanbHbIM yBenuueHuem IDK mo pesynpratam

BU3yanusupyroumx uccienosanuii (Y31, KT, MPT);

2) BbIcOKUH ypoBeHb Y-rioOynuHa, 1gG win 1gG4 B ChIBOPOTKE KPOBU MM MPUCYTCTBHUH

ayroanturen (AHA, PO);

3) 3HAUUTENbHBIH MHTPANOOYNApHBIH (GuOPO3, HHOUIBTpaLUs JUMPOLUUTAMU MU

TUTa3MAaTHYECKUMHU KIIETKAMH B TIEPUIYKTAIHHON 30HE, MHOTJA C HAJTMYUEM JIMMQPOUTHBIX

dommukynoB B IDK. buomcuss IDK sBnsieTcss BBICOKOMHBAa3MBHOW MpOIEAypoOil, T.K.

MOJTyYeHWE KAYeCTBEHHBIX OWONTATOB B OCHOBHOM BO3MOXKHO JIMIIb TPH OTKPBITOU

JarnapoTOMUU.

JIJ11 TOCTaHOBKM JUarHo3a HeoOXOAMMO Haluyue Kputepus 1 BMecTe ¢ KpuTepuem 2 u/miu
kputepueM 3. OpHako, HeoOxoauM gudauarHo3 c¢ kapuumHomon IDK, kapruHomoin
YKETUEBBIBOAIUX MyTeH (Tak Kak okoyio 4% marueHToB ¢ kapruHomont [DK nmeroT moBeIieHHBIC
ypoBHHU |gG4 B chIBOpOTKE KpOBU U IuMbouuTapHyto HHpuiIsTpanuio 11DK).

Huarnoctuueckue kputepun AWII tuna | mpomomxkaior oOcykaaTbCsi 1 BO3MOXKHO OyayT
yepe3 HEKOTOpOE BpeMs JIOMOJIHEHbl HOBBIMH KpHUTEpHsIMHU. Tak, cOrjgacHo pe3yiabTaraM psja
MEXIyHApOAHBIX KOH(EpeHIHid, mocBsAmeHHbIX mpobdiaeme AUII, XOTs OKOHYATENbHBIE KPUTEPUU
HE YTBEPXJEHBI, HO K KPUTEpUSM MEXIyHapoaHOro koHceHcyca mo AUII orHocsTCs, Kpome
BBIIICYKA3aHHBIX, XOPOLINMA TEparieBTUYECKUH OTBET HA NpPUMEHEHUEe cucTteMHoM Tepanuu [K
(ynydlieHre CUMITOMOB B TEUYEHHME IIE€PBBIX HEJeNnb JeuyeHHus). B To jxe Bpems, MOXXHO
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MPEANOJIOKHTh, YTO M Yy TMAlUEHTOB C KapIUHOMOH B paHHUX CTaIUsiX MOXET ObITh
MOJIOKUTEIBHBIN NIEPBbIA OTBET HA TpuMeHeHue ['K.

1. Wnuomartuyeckoe BocnayieHue (TICEBI0OITYXO0Jb) OPOUTHI.

[TarueHTamM C OMYXOJEBUAHBIM MOPAXKEHHUEM TJIa3HUIBI YaCTO BBICTABJISETCS JAMArHO3
uanonaruyeckoro Bocrnainenus opoutsl (MBO), B koTopoe MOTyT BOBJIEKaTbCss OpOUTa, HAPYKHBIE
IJ1a30/IBUTaTeIbHbIEC MBIIIIBI, CIIE3HAsI CUCTEMA, ONTUYECKHI HEPB WK CKIIepa.

I'ucronoruueckue ucciaeaoBanus OuonraTos, mposeaeHHbie Kubota et al. (2010) mokasaiwu,
yro UBO Moxet umers 1gG4-acconumnpoBannyio mpupoay npumepHo B 42% ciaydaes, IPU 3TOM Y
70% mnamuentoB ¢ 1gG4-acconmmupoBanueiM MUIBO  o0HapyXuBamuCh H JApYrHe INpU3HAKU
CUCTEMHOTro0 3a0oJieBaHus B Buje TuMbaeHonatuu, cuanoaaeauta, AUIL

2. Vnuomatwueckuil CKIepo3 TKaHEH IIeu.

Nnnonatuyeckuii MIEHHBIN CKJIEPO3, MPOSIBISIOMIMNCA CKJICPO3UPOBAHUEM MSTKHUX TKaHEH
IIed, YacTO NapaBepTEeOpalbHBIX, — OUYEBUIHO, SBISETCA KOMIIOHEHTOM MYJIbTH(OKAIBHOTO
¢bubposa. Uccnenosanmsmu Cheuk et al. (2010) rucromorndyecku mpoaeMOHCTPHPOBAHA CBSA3b ITOM
natosyoruu ¢ 1gG4.

3. PeaxTuBHbIe HOAYNIAPHBIE GUOPO3HBIE TICEBAOOMYXOIH KENTYA0YHO-KUILIEYHOT'O TPAKTA.

HccnenoBanusiMu  mocieHUX JeT noArBepkaeHo, uto 1gG4-C3 nmexxutr B OCHOBE BCeX
MICEBJOONYXOJNEBbIX (UOPO3HBIX O00pa3oBaHWl B YENOBEYECKOM OpraHu3Me, B TOM 4YHCIIE,
O0HapYKMBACMBIX B JKEITYIKE, TOJICTONH U TOHKOH KUIIIKE.

4. Ty6yno-untepcrunuaibusii Hedput (THH).

[Topaxenue nouek npu 1gG4-C3 BkItoUaeT NCEBAOOMYXOIU MOYeYHON mapeaxumMbl 1 TUH
(MO0 HEKOTOpPBIM JAaHHBIM — TaKXke MEeMOPAHO3HBIA TIOMEpPYIOHEPPUT), KIMHUYECKH OOBIYHO
MPOSBISIETCS.  YMEPEHHOM MOYe4YHOM HenoctaToyHocThio; npu KT  Moryr  BhISBIATBCS
MHO>KE€CTBEHHBIE THUIOJICHCHBIE YYACTKH B MOYKAX.

['ucronorunueckumu uccienoanusmu Raissian et al. (2011) nmokaszano, 4To B psije ciydacs
pu riomepynoHedpurax, ceazanibix ¢ CKB, npu Gone3snn MUHUMAaNbHBIX u3MeHeHui, npu TUH
HE CBA3aHHOM C TOKCHYECKUM BO3JIEHCTBUEM, B OCHOBE MOPAKEHUE IOUYKH JIEKHUT HAKOIICHUE
IUIOTHBIX UMMYHHBIX KOMIUIEKCOB cojepkammx 1gG4 Buonb 6a3aibHON MeMOpaHbl TyOyIspHOTO
anmapara.

5. TlopaxeHue JeTKUX.

Yame Bcero BHU3yaJU3UPYIOIIMMU METOAAMM HCCIEJOBAHMS BBISBISIOTCS  yYacTKU
UHOUIBTPAIMK, MHOXXECTBEHHbIE TEHH B JIETKHX, COMPOBOXKIAIOUIUECS  YBEIMUYECHUEM
MEepUOPOHXUANTBHBIX JTUM(PATHUECKUX Y3JI0B, perpeccupyromnux npu npumenenuu ['K.

6. Jlumdanenonatus.

beccumnromuast  1gG4-cBsizanHas  TuMQaZcHONATHS  SBISETCS YacTBIM  MPOSIBICHUEM
3a00NeBaHus, KOTOPOE COMMYTCTBYET IPYrHUM MpOSBIEHUSM (Hampumep, peructpupyercs y 80%
nanueHToB ¢ AUII) wnm siBnseTcs HaYaJbHBIM WM €IWHCTBEHHBIM €ro mpu3HakoM. OOBIYHO
BBISIBJISIFOTCS. MHOKECTBEHHBIE TPYIIBl YBETUYEHHBIX (B CpPEAHEM, O 2-X CM) ITUM(pOY3IOB B
pa3HbIX perroHax. Hanbosee yacTo BoBieKaOTCs TUMQPOY3IIbl CPEAOCTEHUS, OPIOIIHON MOJIOCTU U
noaMeIieyHsie. [Ipu ructonornueckom uccne0BaHu 0OHAPYKUBAIOTCS CIIEIYIOIINE U3MEHEHUS:

[ Tun — u3meHeHus Moxoxue Ha MyJbTULEHTpUYECKYI0 Oosie3Hb Kactenmana

II Tun — homnmukynsapHas TUNIEPILIA3HS

[T T — BHYTPUGOIIUKYISIPHOE PACTIPOCTPAHEHHE

IV Tumn — nporpeccupyroiire n3MeHeH!sI TePMUHATUBHOTO [IEHTpPa

V THN — ICEBAOTYMOPO3HbIE BOCTIATUTENbHbIE H3MEHEHHUSI

JleueHnue.

HecmoTpss Ha 3HaumTenbHBIH uHTEpec wuccnenopareneii k 1gG4-C3, oTHOCHTENBHO
HEeOOJIbIIas YacTh MyOTUKALUN MOCBAIIEHA OCBEIIEHUIO MOAXO0I0B K JICUEHUIO 3TOTO 3a00JIeBaHUSs.
Bonpmas gacte qanubix 1o Jiedennro 1gG4-C3 xacaercs AUII tuma I.
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Ocnogoii neuyenust 1gG4-C3 sBusercs npumenenue ['K. Ilpu AUIL | y 21 nmamuenrta Obuio
MPOBEJICHO CpaBHUTENbHOE HccienoBaHUE HA(PQPEKTUBHOCTH MPUMEHEHHSI IyJIbC-TEeparuu
MeTUInpeaAHn300HoM (500Mr BHYTPMBEHHO 3 pa3a B HENENI0 B TEUYCHHE 2-X HENEeNb) U
nepopajgbHOi Tepanuu npeaHu3odoHoM (30-40Mr/cyT B TedeHHE 2-X HEIENb) C MOCIEAYIOIIUM
IPUEMOM TPEAHU30JIOHA PEr 0S B 00euX IpyImax ¢ MOCTEHCHHBIM YMEHBIIEHUEM CYTOUYHON JI03BL.
HccnenoBanneM yCTaHOBJICHO NMPAKTUYECKU OJAMHAKOBBIN 3(h()EKT ABYX OMUCAHHBIX CXEM JICUCHUS
C CYIIECTBEHHBIM yMEHbIICHHEM pa3mepoB u (ubposza [DK, a Tarkke CTpuUKTypa >KETUHBIX
IIPOTOKOB B mporecce jeucHus (Tomiyama T. et al., 2011).

Xopommit otBer Ha seuenue 'K nponemoncrpupoBan B uccienoBanuu (Bjomsson E. et al.,
2011) y mamuentoB ¢ lgG4-accounupoBandbiM XxonaHrutoM. Ilpumenenne 'K B Teuenume 2-x
MECSIIIEB COMPOBOXKIAIOCH YMEHbIIEHHEM (DPUOPO3HBIX M3MEHEHHH B MPOTOKAX M 3HAYUTEIBHBIM
cHibkeHueM ypoBHel 1gG4 B ceiBopoTke kpoBU. K coxkanenuto, nocie npekpamienus npuema ['K y
MIOJIOBUHBI OOJIBHBIX OTMEYEHO BO30OHOBIICHHE OOJIEC3HH.

HenaBHo Takxke omyOnMKOBaHBI JAaHHBIE MO YCHEIIHOMY MPUMEHEHHUIO PUTYKcUMada s
neuenust 1gG4-C3 y 10 mauuentos (Khosroshahi A. et al., 2010).
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