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AyTOMMMYHHbIW naHkpeaTtut, HISORt

AB) mpepactaBisieT co60i HeJJaBHO OMHCAHHYIO
MMMYHO3aBUCUMYI0 CUCTEMHYI IaTOJIOTHIO,
KoTopas xapakTepusyeTtcs Audpdy3HOH UId o4aroBou
BOCHAJIMTEJbHOW UHGUIbTpaL el NOpa)KeHHbIX opra-
HOB Y TKaHel IJla3MaTHYeCKUMU KJIeTKaMH, IKCIpec-
cupytomumu 1gG4, ¢ mocaefyoUMM pa3sBUTHEM 06JIU-
Tepupytouiero ¢Jyed6uta U GUOPOCKIEpPO3a COOTBET-
CTBYIOLIMX OPraHOB M CONPOBOX/AeTCs MOBbILIEHHEM
coznepxkanus IgG4 B cbIBOPOTKe KpOBHU. 3abosieBaHUE
NpoTeKaeT C pa3HOM CTeNeHbI0 arpecCUBHOCTH C Nopa-
>)KEHUEeM OJJHOTO opraHa (HampuMep, MOXKeNyL0uHON
’KeJie3bl) WM MYJbTUCUCTEMHBIMU NMAaTOJOTHYECKUMU
“3MeHeHUsaIMHU [1].
Cy1iecTByeT HeCKOJIbKO TEPMUHOB, HCII0JIb3YIOIHX-
sl AJ151 oTIpe/iesIeHUs JaHHOTO 3a60/1eBaHHUS:

B BeJeHue. [gG4-acconmupoBanHas 6osie3Hb (IgG4-

e |gG4-accouMnpoBaHHasd CUCTEMHas CKJIEPO3UpPY-
towas 6osie3nb (IgG4-RSSD) [2]; - Cuctemubiit 1gG4-
acCOLMUPOBAHHBIM  IJIa3MOLUTAPHBIA  CUHJPOM
(SIPS) [3]; - IgG4-mo3uTHUBHBIA MYJbTHOPraHHbIN
aumbonpoandepatuBHbid  cunapom (IgG4-MOLPS)
[4];

e IgG4-accouuupoBaHHas 60Je3Hb [5].

YsieHaM CO3/jaHHBIX UCCJIeJOBATENbCKUX KOMUTETOB
no IgG4-RSSD (pykoBogutenb - mpod. Okazaki)
u IgG4-MOLPS (pyxoBogutenp - mnpod. Umehara)

yAajJocb NPUHATH K €eJUHOMY MHEHHUIO O TOM, YTO
TepMuH «IgG4-acconurpoBaHHas 60J1e3Hb» SIBJASETCS
HauboJiee YHUBePCaJbHbIM U JI0JHKEH UCII0JIb30BaThCS
[IOBCEMECTHO, 4YTO ObIO (HHAIBHO 3aKpelnJseHo
pemeHreM [lepBoro MexAyHapoAHOr0 CHMIIO3MyMa
o IgG4-Ab B BocToHe (nog npejceiaTeibCTBOM Npood.
Stone u3 MHoronpoduabHON KAUHUKU MaccauyceTca).
Torga e ObLIM TNPUHATBI TNpOYUEe TEPMHUHBI,
HOMEHKJIaTypa U naroJjiorudeckue kpurepuu IgG4-Ab,
npeJicTaBJeHHbIE C yYeTOM KaK 0OIHX, TaK U YaCTHBIX
0COOEHHOCTEeN BOBJIEUEHHOCTH OT/eJbHbIX OpPraHOB
[6,7].

[Manuentsl ¢ 1gG4-Ab xapaktepusyorca auddys-
HbIM WJIM JIOKaJbHbIM (04aroBbIM, HOZAYJISIPHBIM) IO-
pakeHHeM CaMbIX pa3HbIX OPraHOB, BO3HUKAIOIIUX
CUHXPOHHO (0ZlHOMOMEHTHO) UJIM MeTaXpOHHO (TocJe-
JlOBaTeJIbHO C Pa3HbIMU BPeMEHHBbIMU UHTepBaJlaMHu).
CoBpeMeHHble NpeacTaBiienus 06 IgG4-Ab Bk/toyaOT
nouatue o IgG4-accounanuy, CUCTEMHOCTH IOpaxe-
HUS U 0OLHOCTU Mopdosioruu (MuMPoIIa3zMouuTap-
Has uHGuUbTpanus u ¢uopos) [1,6].

Kputepuu suarnoctuku 1gG4-Ab BapbUpyIOT B pas-
HbIX perMoHax MHUpa, HO NOCTOSIHHO COBEPIIEHCTBYIOT-
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KpbIMCKMIA TepaneBTUYECKUI XypHan

Ta6a. 1
Homenkaamypa cucmemHbix nposieaneHuil IgG4-Ab 0151 omdeabHbIX Op2aHHbIX hopadiceHull [5,7]
OpraH, cucTema, TKaHb MpeanoyTuTensHoe Ha3BaHue
MomxenynovHas xenesa I Tun AU (IgG4-accouunmposanHbin AU nnmn 1IgG4-Arl)
3abptoLMHHOE NPOCTPaHCTBO IgG4-accoumnpoBaHHbI peTponepuToHeanbHbI (nbpo3
Bpbixenka IgG4-accounnpoBaHHbIi ME3EHTEPUT
BunuapHbIi TpakT IgG4-accounmnpoBaHHbI CKNEPO3NPYHOLLNIA XONaHMUT
KenyHbI Ny3bIpb IgG4-accounmpoBaHHbIA XONeLUUcTUT
MeyeHb IgG4-accounmpoBaHHas renatonatus (30HbI NOpaXxeHWsl NapeHxnMbl 6e3
BOBJIEYEHUSI MPOTOKOB)
Ta6a. 2
Jlea muna aymoummyHHoz20 naHkpeamuma [11]
I Tn Il Tvn
Bospact/non Crapwe 50 net, m > x Mnagwe 50 neT, »k > M
PacnpoctpaHeHHOCTb PaBHomepHas Espona, CLLA
1gG 1 1gG4 B kpoBM MoBbllWEHHbIE Yale HopmanbHble
AyToaHTuTENa BobisBnsoTcs He BbisiBNsitoTCA
[MpoToKOBbIN anMTENni CoxpaHeH HecTpykumns
OKcTpanaHkpeaTnyeckme Ckneposupytowumin xonanrut 60%, YacTto HAK
3abonesanus peske Hecneunduyecknii A3BeHHbI konuT (HAK)
[ncTonornyeckne npuaHaku NHbunbTpaumns 1gG4, WHdunetpaums
obnuTepupytowmin gnebut HelTpocunamu
Ta6a. 3
O6Ho81eHHble kpumepuu HISORt (KauHuka Metio; CIIA, 2009 2.) [1,12]
Ipynna A [unarHoctuyeckas rucronorus (H1):
cTonorusa (onpeaeneHHble Npu3HaKku) 1) B peseLmpoBaHHbIX 0b6pa3uax
2) 6uoncus MK B 30He ¢ Hanbonee BblpaeHHbIMU U3MEHEHNAMN'
pynna B TunnyHble npmaHaku AV no aaHHbIM MeToamk Busyanusauun® (11) B coveTaHmm c:
MeTogunkm Bu3yanusaummn? u apyrue - noBblweHnem IgG4 B nnasme kposwu (S1/S2),
npusHaku - BOBrieueHneM apyrux oprados (01/02),
- coyeTaeMble pesyrnbTaThl rMcTonornyeckoro nccnegosanus (H2)*
[pynna C Oteert Ha Tepanuio KC (Rt1)-paspelueHune/ynydileHme naHkpeaTuyecknx nnnm
OTgeT Ha Tepanuio KC: BHeNaHKpeaTU4eCcKNX NOBPeXaeHW y 6OmnbHbIX C NOKa3aHUSIMU A5 CTEPOUOHOWN

Tepanuu:
1) NMaumenTbl rpynn A nnu B

BU3YanN3aLMOHHbIX MPU3HAKOB, HO C 2) MauneHTbl 6e3 TUNMYHBLIX BU3yanu3aunoHHbIx NnpusHakos (12 /13) B oTcyTcTBYE
[IpYrVMI BOSMOXHbIMM MapKeéaMM OaHHbIX 3a pak, umetowme 1 n3 ocHoBHbIx (S1,01)° unu 2 npegnonararoLmx
ANM (82,02,H2)¢ npnaHakos AU

3) Mpumerenne KC B oTcyTCcTBME YOEAMTENBHBIX NN KOCBEHHbIX NpuaHakoB AUT
OOIMKHO PEKOMEHA0BATLCA C KpanHe OCTOPOXHOCTbIO

* naumeHTbl rpynn A nnu B;
* NauneHTbl 6e3 TUMUYHBbIX

[IlpumMmeyaHnus:

1- MpOBOJHUTCS B TOM C/Iy4dae, C/IN Y 60JIbHOTO HMeeT MeCTO o4aroBoe o6pa3oBaHue B TKaHH [1DK u/nin MmexaHuveckast »xes-
TyXa KakK CJIe[[CTBUE 06CTPYKIMH TEPMUHAIBHOIO OT/AeJa X0JIe[|0Xa B OTCYTCTBUE Y6eJUTebHbIX IPU3HAKOB 3/I0Ka4eCTBEH-
HOTO TIPOIiecca UM HeJ0CTaTOYHOCTH APYTHX JUarHOCTHIecKux npusHakoB AUII (ceposiornyeckre npu3Haky, BOBJIeYeHHE
JIPYTHX OPTaHOB, B T.4. U C TOYKU 3pPEeHUSsI JOCTYIHOCTH J1Jisl GUOTICUU);

2- kommnbloTepHas (KT) wiu MarHuTHO-pe3oHaHcHas ToMmorpadus (MPT);

3 - nuddysHoe nopaxkenue INK ¢ HasIMYKEM rUIIOIEHCUBHOTO 060/1Ka 0 nepudepuu opraHa, AudpPpy3Hoe cy>KeHUe ITIaBHOTO
naHkpeaTuyeckoro npotoka (I'IIIT) c HepoBHOCTBIO €ro KOHTYPOB;

4 - $ubpPO3 B cCOYETAHUHU C JUMPOMIA3MOLUTAPHON UHOUIBTPALIUEH;

5 - noBeienue 1gG4 6osee yeM B 2 pa3a OT BepxHel rpaHuULbl pedepeHTHOro HHTepBazia (S1) nan ybeauTesbHbIe JOKa3a-
TeJIbCTBA BHEMAHKpeaTHUUeCKUX nopaxkeHuit (01);

6 - nmoBbIeHne [gG4 MeHee YeM B 2 pa3a OT BepxHel rpaHHIlbl pedpepeHTHOro MHTepBasa (S2), KIMHHUYecKue /paJuoorude-
CKMe NPU3HAKU BHeNlaHKpeaTH4yecKux nopaxenuit (02), conocTaBUMble FUCTOJIOTHYecKHe n3MeHeHus (H2).
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csl, 4YTO JJaeT BO3MOXXHOCTb B GOJIBLIMHCTBE CJIy4YaeB
YCTAHOBUTD JJOCTOBEPHbIN AuarHo3 IgG4-Ab [1,7].

ANoHCKHUe AMAarHOCTUYeCKue
kputepuu IgG4-Ab (T.H. BceCTOpOHHUE
KPpUTEPHUHN NI KPDUTEPHUHU CUCTEMHbBIX
IgG4-AB) ocHOBaHbI HA KJIMHUYECKHUX,
naﬁopaToprlx M TUCTOJIOTHNYECKHUX
JAaHHBIX [8]:

1. KnuHuveckass kKapTHHA JIOKaJbHOI'O WJIM MHOXe-
CTBEHHOI'0 MOpPa)KeHMUs, XapaKTepU3yIOllerocsl onyxo-
JIenoI06HOM BoCMaIUTeIbHON UHQUIbTpaLKel oyaro-
Boro i AuddysHoro xapakrepa.

2. [loBhllIeHUE B CbIBOPOTKe KpoBH 1gG4 (> 135 mr/
JLT).

3. 'ncrosiornyeckass KapTHHa CO CJeAyOIIUMU NPU-
3HaKaMHu:

e suMdoIIazMouTapHass UHQUAbTpauus u ¢u-
6pos;

e uHOuAbTpanusa 1gG4-no3UTUBHBIMU KJIETKAMU B
MOpa>KeHHOM OpraHe;

e 6osiee 10 KJIeTOK B I10Jle 3peHUs IPU 60JIbILIOM yBe-
JINYEeHUY;

e cooTHoueHue [1gG4/IgG-MO3UTHUBHBIX IJIa3MallU-
TOB > 40%.

Juarnos IgG4-Ab saBasercs:

e Y6eUTeNbHO J0Ka3aHHBIM — IPY HAJIUYUH BCEX TPeX
KpUTepUEB;

e HajuuMve KpuTepueB 1 M 3 NMO3BOJIAET TOBOPUTH O
«BeposTHoH 1gG4-Aby,

e HajMuue KpuTepueB 1 U 2 - 0 «<Bo3MoxxkHOM [gG4-AB.

JluarHoctu4yecku 3HaYUMbIN ypoBeHb IgG4 B cbIBO-
poTKe KpoBU - 135 Mr/aJj, aHaJOTHYHBIA TOMY, YTO
yCTaHOBJIEH [J11 BepuUKALlMM ayTOUMMYHHOTO NaH-
kpeatuTa (AWIl). 3HaunuTe/bHOE MOBbILIEHHE ChIBOPO-
ToyHOro ypoBHsA IgG4 AB/sileTC NAaTOTHOMOHUYHBIM
MapkepoM IgG4-accoiuMpoBaHHOUN NMATOJIOTUU HapsAAY
¢ uHGUIbTpaLell COOTBETCTBYIOLUIMMHU IJIa3MaTHye-
CKMMHU KJieTKaMU. [loBbllieHHble TUTpPBI IgG4 MoryT
ObITh BbISIBJIEHBI KaK IIPU aJlJlepruyecKux 3aboseBaHu-
X, TAKMX KaK 6pOHXHaJ/IbHas aCTMa UJIM aTONHUYeCKUH
JlepMaTHUT, Tak U NPU ayTOUMMYHHbBIX, HalpuMep My-
3bIpyaTKe, MUACTEHUU WJIHA CUCTEMHON KpacHOH BoOJI-
yaHke [1,8].

Ha CErOAHAIIHUN JeHb OMNHCaHbI 1gG4-
acCOLMMPOBAHHbIE TOPaXKEHUs CAeAYIOLHUX OPraHOB:
MO/KEJIYZIOYHOM >KeJsle3bl, >KeJYeBbIBOJSIINX MNyTel
Y KeJIYHOI'O My3bIpsl, NMeueHH, NULLeBO/a, JKeayJKa U
KMILIeYHHKa, 3a6pIOLIMHHOIO0 NPOCTPAHCTBA, CJEe3HbIX
Y CJIIOHHBIX jKeJles, IUTOBU/IHOM KeJle3bl, JIETKUX, MO-
YeTOYHHUKOB U I0YeK, NpeJcTaTeJbHON Kese3bl, MO-
JIOYHBIX 2KeJie3, T0JIOCTU HOCa, LieHTPaJbHON HepBHOMN
CUCTEMBbI, apTepui, BeH U MUOKap/a, TUMpaTHIECKUX
y3J10B, KOXH, KocTel [1].

B 2012 r. Ha MexyHapogHOM cuMiio3uyMe 1o 1gG4-
ADB BnepBble Oblia IpejJjiokeHa HOMeEHKJaTypa Ilo-
paXXeHUN OTAeNbHbIX opraHoB (Ta6s. 1), B KOTOpoH

KpbIMCKUI TepaneBTUYECKU XXypHan

cnoBocodeTaHue «IgG4-accouUMpPOBAHHBIN» HCIOJIb-
3yeTcs B KayecTBe MoJuUdUKATOpa, 3a UCKJIIOYEHHEM
nopakeHusi nomxenyaoyHoit xenesnl (I12K), mockosib-
ky TepmuH AUIIl | Tuna yxe 3akpenusics B Hay4HOHU
JuTepartype. B kauecTBe a/ibTepHATUBbI 3TOT MOLTHUI
AMUII moxxkHO HasbiBaTh «IgG4-accouurpoBaHbIN MaH-
KpeaTUT». U3 mopakeHUN GUIMAPHOrO TPaKTa B 3TOU
HOMEHKJIaType OT/ieJIbHO Bbl/leJIeHO IopaXKeHHe »KeJTd-
HOTO My3bIpsl U KeJYeBBbIBOAALIMX NMyTel, B ToCIe[-
HeM CJlyyae pPeKOMEH/I0BaHO MCI0JIb30BaTb TEPMHUH
«CKJIEPO3UPYIOIINI» [Jisl aKLLleHTUPOBAHUSA pasJInynui
IgG4-ckneposupytouiero xonaHrurta (CX) u nepBUYHO-
ro ckjepo3upytouiero xonanrura (I1CX).

COBOKYIHOCTb JIBYX BaKHEHIIMX KJHWHUYECKHUX
acleKkTOB - JIOMUHUpYWOLIeH 4YacTOTbl MOpaxe-
Hus K u 6unuapHoro TpakTa B cTpykType IgG4-
acCOLMMPOBAHHON NATOJIOTUM (M, COOTBETCTBEHHO, UX
M3yYeHHOCTb), @ TAaK)Ke TPYAHOOCTYIHOCTD [JJIs TOJIy-
YeHMs J0CTAaTOYHOrO KOJIMYecTBa MaTepuasa Mopdo-
JIOTUYECKOT0 HCCIe/loBaHUs 6e3 onepaTUBHOIO BMe-
11aTeJIbCTBA ONpe/ie/IUIN He06X0UMOCTb pacCMaTpH-
BaTb [IOpa)KeHHe 3TUX OpraHoB HauboJiee NOPOGHO.

B 2012 roay H. Umehara u coaBT. npeaJioxuiu fua-
THOCTUYECKUH anroputMm Bepudukanuu IgG4-AB, oc-
HOBaHHBbIM Ha MCIOJIb30BaHUM KOMOHWHALMU BCECTO-
POHHHUX AMArHOCTUYECKUX KPUTEPUEB 3TOT0 3a60/1eBa-
HUSA U KpUTEpHUEB BOBJIeUeHHs OT/leJIbHbIX OPTaHoB [9].

[Ipy npakTU4yecKod peasu3ald 3TOr0 aJropUTMa
BbI/IeJISIIOT:

JOKa3aHHbIH,

BEPOSITHBIH,

BO3MOXKHBIN

MaJIoBepOSITHbIN AuarHo3sl IgG4-Ab.

Joka3aHHbliii (onpedeneHHsili) duazHO3
ycmaHaenueaemcsa npu Haau4uu caedyroujux
Kpumepuea:

1) Auddy3sHoe yBesnryeHHe MOPAKEHHOTO OpraHa
B pa3Mepax, WJH e ero 4acTH, WM JoKa3aHHas Juc-
byHKLMSA opraHa.

2) Copepkanue IgG4 B chiBOpoTKe KpoBU 135 Mr/an
Y BBILIIE.

3) PesyabTaTbl THUCTOJIOIMYECKOrO HCCIe/0Ba-
HUS, CBU/IETEJbCTBYIOIIEro o GoJsbuioM yucie 1gG4-
MO3UTHUBHBIX KJIETOK B BOCHAJIMTEIbHOM UHOUIbTpATE
(>10 knetok B [13BY) u cooTHomeHuu [gG4+/1gG+ kie-
TOK B UHuUbTpaTe > 40%.

BepoamHbvliii OuazHo3:

e IpU COOTBETCTBUM KPUTEpPUAM 1 U 2, HO PH OT-
pHULATeNbHBIX pe3y/IbTaTax FMCTOJI0IMYECKOro uccie-
JIOBaHUs, UJIM 3Ke B C/Iy4ae HEBO3MOXXHOCTH €r0 NpoBe-
JIeHUS B CUJIy PAa3HBIX NPUYHMH.

Bo3moxcHbIl Ouaz2HOo3:

¢ [IpY COYeTaHUU KpUTepueB 1 U 3, HO 6e3 yBesnye-
Hus cofepkaHus 1gG4 B CbIBOPOTKE KPOBH.
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HmanvsaHckue duacHocmuueckue kpumepuu AUII [13]

KpbIMCKMIA TepaneBTUYECKUI XypHan

Taé6a. 4

[vctonorus

MepuaykTanbHas nuMdonnasmMouuTapHas UHPUILTPALMS; Hanuuue rpaHynoLMTapHbIX
anuTenuanbHbIX NOBPEXOEHUN; OTCYTCTBME MPU3HAKOB aTUMN SNUTENus

Mpepnonaratowme gnarHo3
METOAMKM BU3yanusaumnm

OuddysHoe nnm ovarosoe nopaxenue MK, otcytcteme pacwmpenuns N npu
andy3Hom popme; OTCYTCTBME NEPUNAHKPEATUYECKMX U COCYANCTBIX NOBPEXAEHUN

Accounaums ¢ gpyrumm
ayTOMMMYHHbIMU
3aboneBaHnsAMU

A3BeHHbIN KonnT 1 6onesHb KpoHa, cuHapom LerpeHa, nepBuYHbIi GunvapHbii umppo3
(NBL,), MCX, ayTOMMMYHHBI TUpeonauT, TyOynonHTepcTULManbHbIi HePUT, YBEWT,

6one3Hb Mukynunya

OTBeT Ha Tepanuio KC

PaspeLlueHre cUMNTOMOB, peflyKLusi BCeX NPU3HaKOB, BKITKOYask peHTreHonornyeckue

MapKepbl

Kpumepuu duaznoza IgG4-CX (HISORt) [1,13]

Ta6a. 5

['vctonornyeckoe
ncenegoBaHve

JInmdbonnasmouunTapHbIi UHOUNLTPAT € coaepxaHnem He MeHee 10 1IgG4-No3UTUBHBIX KNETOK
B none 3peHus 6onbLioro yeenuyuerus (M3BY) B cTeHKke 1 No nepudepmm XenyHoro npoToka,
accoUMMPOBaHHbIV C 06nMTepupyoLWmMM dnebrutom 1 cTopndopMHbIM hrubposom

JlyyeBble meToAbI

He meHee ogHol hroTmpyoLwen/MUrpupyoLen CTPUKTYPbI C BOBIIEYEHNEM BHYTPUMEYEHOYHOTO,
NPOKCYMarbHOr0 BHEMEYEHOYHOIO UM MHTPanaHKpeaTu4yecKom YacTu XXeNYHOro NpoToKa

Cepornoruyeckme metoapl

[MoBbILLEHHbIV YPOBEHb ChIBOPOTOYHOrO IgG4

MopakeHue apyrux
opraHoB

MomxenyaovHas xenesa (TUNUYHble XonaHrmorpaduyeckne nnm rmcTonornyeckme NpU3HaKku
AUM); peTponepuToHeanbHbI hMBPO3; NOYKM; CMIOHHbBIE/CNE3HbIE Xenesbl

OTtBeT Ha Tepanuio KC

Hopmanusauus akTUBHOCTW NEYEHOYHbIX PEPMEHTOB UMM 0GPaTHOE Pa3BUTUE CTPUKTYPbI

MesicdyHapodnvle duazHocmuyeckue kpumepuu IgG4-CX [19]

Taé6a. 6

1) JlyyeBble meToabl

Oudpcby3Hoe nnm cermeHTapHoe Cy>KEeHWE BHYTPU- U/WUIIM BHEMEYEHOUHbIX MPOTOKOB B COMETAHUN C

YTOnLEeHNneM CTEHKN

2) Ceponoruyeckme
meToapl

MoBblILEHWE CbIBOPOTOYHOW KOHLEHTpauumn IgG4

3) ConyTtcTBytoLme
3aboneBaHus

| Tun AU, IgG4-accounnpoBaHHbIV fakprnoageHuT/cnanageHuT,
IgG4-accounnpoBaHHbI peTponepuToHeanbHbI hndpo3

4) M'mcTtonornyeckoe

a) BblpaXkeHHas numdonnasMountTapHasa MHUNsTpaumsa n pmubpos

ucecnenosaxne 6) uHpnnsTpaums |gG4-No3nTUBHLIMM NNasMaTndeckumn knetkamu: 6onee 10 |gG4-N03UTUBHLIX
nrasmMaTuyecknx KrneTok B none
B) paguvanbHbin nubpos
r) obnuTepupytowmin pnebut
[ononHuteneHble OdbdekTrBHasA Tepanus NpeaHN30N0HOM

ManoeeposamHbili OuazHoO3:

e P HAJIMYUU IPU3HAKOB BOBJIEYEHUS OpPraHa, HO C
OTpHULATeJbHBIM CEPOJIOrMYECKUM TeCTUPOBAHUEM Ha
[gG4 v oTCyTCTBUEM T'MCTOJIOTMYECKOrO NMOJTBEPXKe-
HUS.

AyTOMMMYHHBI NaHKpeaTUT - MaJlouuc/IeHHas
rpynmna peAkuxX BOCHAJUTeNbHbIX 3abosieBanuit [1K
C HEU3BECTHOU 3THOJIOTHEN M YaCTUYHO U3YYEHHBIM
[aToreHe3oM C JJOMMHUPOBaHWEM ayTOUMMYHHBIX Me-
XaHU3MOB U BO3MOXXHOCTbIO OTBeTa Ha Tepanui KC,
YTO M03BOJISIET 0O bEJUHATH BCE 3TU 3a60JIEBAHMS 1O/
0o6wKM Ha3BaHueM. CyMMHpOBaHHe JaHHBIX CO BCeEX
peruoHoB MUPa, Ipex/ie Bcero U3 FnoHuy, ¢ akLeHTOM
Ha HECKOJIbKO OINOPHBIX HCCJIeJlOBaHUM MO3BOJIUIIU
caiesaTh OJHO3HAYHOE CYXK/IeHUe 0 HaJIMUMHU /IBYX pas-
JU4HbIX noaTunoB AUIl - 1u 11 [10].

Kuinanyecku AMII Il Tuna xapakTepusyeTcs 3Ha4U-
MbIMU oT/inuusiMU oT AUII [ Tuna (Tabsuna 2), cBUze-
TeJIbCTBYIOIHUMU 06 OTCYTCTBHUU «CUCTEMHOCTHU» MPO-
Lecca:

e HeT noBbilieHUs [gG u IgG4 B cbIBOPOTKE KPOBHY,

® OTCYTCTBYIOT ayTOAHTHUTea,

e HeT BOBJIeYUEeHUS JIPYTUX OPraHOB (BHeNaHKpeaTH-
YeCKHUX [MOBPEXKJEHUN ).

K HacTosleMy BpeMeHU B MUpe CyILeCTBYeT 60Jb-
110e KOJIMYEeCTBO HAllMOHAJbHBIX KpUTEpHUEeB Jua-
rHocTuku AUIl: amepukaHckue (KpUTepUU KJIUHUKHU
M>siio), AsNOHCKUE, KOpelcKue, 06 beJUHEHHbIE a3UaT-
CKUe, HeMellKue (KpuTepuu MaHHTenM).

HaubGosiee TilaTebHO pa3paboOTaHbI
HiSORT (xsinHuka Maiio) [11].

KpUTEPUU

Cucmema HiSORT ekawuaem 8 cebs
caedyoujue 2pynnbl NPU3HAKO8:

H - Histology (rucronorudeckue mnpusHaku), [ -
Imaging (niyueBnie), S - Serology (ceposiorudeckue), O
- Other organ involvement (BoBsieueHUe Apyrux opra-
HoB), Rt - Response to steroid therapy (oTBeT Ha Tepa-
nuto koptukoctepouamu (KC)) (tabauna 3).

B 2009 rogy 6bL14 paspaboTaHbl UTanbsiHCKHE [Ua-
rHocTtudeckue kputepuu AUII (Tabauua 4):
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Jl1g ycTaHOBJIEHUS jMarHosa JJ0CTaToO4yHo:

e Yy OTNIEpUPOBAHHBIX NMALMEHTOB — pe3y/bTaTOB I'U-
CTOJIOTUY€ECKOTO0 UCCIe/0BAaHUS;

e Y HeOIlepUPOBAHHBIX — coYeTaHUs 3 U GoJiee BbI-
l1eyKa3aHHbIX KDUTEPHEB.

[naBHasi oco6eHHOCTh cuMnToMaTuku AUIl - yme-
peHHasl BBIPa>KeHHOCTb WJIY NT0JIHOE OTCYyTCTBUE ab/10-
MUHaJbHOU 60JIM U JPYTUX NPU3HAKOB, TUIMYHBIX JJI51
XIl, mo kpaliHell Mepe Ha paHHUX CTaAUSAX Pa3BUTHUSA
[14].

B uenom B KNMHNYECKOWN KapTUHe 3aboneBaHusA
AUI moxHO BblAenUTb cneagyrowme CAMNTOMbI
u cuHpgpomsbli [1,12-14]:

1. A6poMuHaIbHas 60Jb XapaKTepU3yeTcs MaJion
MHTEHCHUBHOCTbIO; 60Jlee YeM B I10JIOBUHE CJlyyaeB OHA
BOOOILle OTCYTCTBYET, YaCTOTA €e PErucTpaLuu He Ipe-
BhImaeT 27-50%; B 20% ciydaeB 60Jib UCXOAHO JIOKa-
JIN3YeTCs B CIIMHE.

2. CUMITOMBI MeXaHUYeCKOH >KeJTyXU: UKTepHu-
HOCTb KOXU, 31, 06ecIiBe4eHHbIN KaJ U Ap. -y 30-79%
nayveHToB u3-3a couetaHHoro ¢ AUII IgG4-CX ¢ pa3Bu-
THEeM CTeHO03a MHTpalnaHKpeaTHYeCKON 4acTH 06l1ero
»KeJ]YHOTO NMPOTOKa M/WUJIM JHUCTajbHee PAcCloJIOKeH-
HBIX CTPUKTYP KeJTYeBbIBOJSAIINX Y TeH, yallle X0J1e/0-
Xa WJIM 06111ero nNe4eHOYHOro NpoTOKa, 30HbI 6UdypKa-
LUU.

3. Cumntombl Hectienuuueckout fucnencuu (10%).

4. HapyuieHue 3k30- U a3HA0KpUHHOU dyHKuuuU [12K.
TunuyHo O6bICTpOe mporpeccupoBaHWe MaHKpeaTH-
YeCKOW HeJJOCTaTOYHOCTH BCJeJCTBUE BbIpaKEHHOH
BOCHAJNIUTENbHON MHQUIBTPALMM NaHKpeaTHYeCKUX
OCTPOBKOB U alMHycoB. Oco6eHHOCTh QYHKIIMOHA/b-
HbIX HapyLUIeHUN — OTHOCUTEJIbHO GoJiee 6J1aronpUsT-
Hoe TedyeHHUe AuabeTa (10 CpaBHEHUIO C IPYTUMU 3THO-
sorndeckuMu ¢popmamu XI1) c BO3MOXKHBIM HaCTUYHBIM
06paTHBIM pa3BUTHEM, a B psijie CJyyaeB U MOJHOMU pe-
AyKiyed QyHKIMOHANIBHBIX HapylleHUN Ha doHe ma-
ToreHeTHU4yeckol Tepanuu KC.

5. IloxyaHue Kak c1e/iIcCTBUE aHOPEKCUH U/WJIH TLJI0-
X0 KOHTPOJIMPYEeMOT0 caxapHOro AuabeTa, U/Wan KJIu-
HHUYeCKH 3HAaYMMOH MaJibabcopOLUM B pe3y/bTaTe 3K-
30KpPUHHOM NaHKpeaTHYeCKON HeJ0CTaTOYHOCTH.

6. AcTeHU4eCKUN CHHAPOM (061asi c1aboCTh, MOBHI-
1IeHHasi yTOMJISIEMOCTB).

7. CHMIITOMBI NOpa)keHHUsl JJPYyTUX OpraHoB (CJIIOH-
HBIX )KeJle3, I0YeK, JIETKUX, IeYeHH U Jip.).

Y naumeHToB ¢ AUI | TMNa B aHanu3ax KpoBwu
oOHapyxuBaloTcs cneayoLlime n3MeHeHus,
MMerolue onpeaeneHHoe AnarHocTuyeckoe
3HayeHwue:

e runepraMmMariobynvHemus (yBenudeHue IgG u
oco6eHHo 1gG4 > 135 mr/1);

e Ha/IMYMe Pa3JIMYHbIX TUIIOB ayTOAHTUTEJ (UMEIOT
TOJIbKO BCIlOMoOraTeJjibHOe 3HaueHUe): AHA, aHTHTea
K UuuTomiasMe HetpodunoB (p-ANCA), aHTUTesNa K
kap6oanruzpase I, I u IV Tunos, peBMaTouHbIN dak-
TOp, aHTUIJIAZIKOMBbIIlIeYHble aHTUTeJIa, aHTUMUTOXOH-
JlpUa/ibHble aHTUTEJa;

KpbIMCKUI TepaneBTUYECKU XXypHan

¢ NOBBIIIEHHbIH ypOBeHb NaHKpeaTU4YeCKUX 3H3U-
MOB B CbIBOPOTKE;

e TUINepOUIMPYOUHEMUS, CUHIPOM XoJsiecTasa (30-
60% ciyyaeB);

e noBbIlIeHUe YpoBHSA CA 19-9;

¢ CHM)KeHHe aKTUBHOCTH $paKIuii KOMILJIEMeHTa.

OcHoBHoOU MeTop yieueHus: AUIl - npumeHeHue KC.
HavanbHas f03a npefHHU30JI0HA JOJKHA COCTABJSATH
30-40 mr/cyTku. JIUTeNbHOCTb Kypca CTEpPOHUIHOU
Tepanyy 3aBUCUT OT KJIMHUYECKOT0 OTBETa, TOG0YHBIX
3¢ deKTOB, HAMYUS COMYTCTBYIOUIMX ayTOUMMYHHBIX
3a60s1eBaHUN U HEOOGXOAMMOCTHU UX JedeHHs. MUHHU-
MaJibHble CPOKHM JIeueHHUsl COCTaBJsAT 4-8 HeJesb
[13,15,16].

B nocsiesjHee BpeMsl MOSIBUJIMCh NyOJIMKALlUK, B KO-
TOPBIX allpOOGUPOBAHbl U PEKOMEHAYIOTCS 6oJiee Bbl-
COKMe J103bl mpefHu3osiona (1 Mr/kr Beca 60JbHOTO
B CyTKH), HO 60Jiee KOPOTKUM KypCcOM - 2-3 HeJlesu C
nocaeyollel nocTeneHHON peyKLUen 1o 5 Mr B He-
JleJI10 10 TIOJIHOM OTMeHbI. MicXo/isl M3 U3BECTHBIX SINOH-
CKMX peKOMeHJaluH, cjeAyeT Ha3HayaTb MeHbIlIHe
Jlo3bl IpeIHU30JI0HA JJi1s cTapToBoi Tepanuu (0,6 mr/
KI Beca 60JIbHOTO B CyTKHU), HO C GoJjiee MJIaBHOM OTMe-
HOHN - 5 Mr B 2 HeJieJid 10OJ, YeTKUM KOHTPOJIEM MeTO-
JI0B BU3yaJu3allud, CBUETEJNbCTBYIOIUX 00 3ddek-
THUBHOCTH JieueHusd [17].

[lepBuuHbIN 0TBeT Ha Tepanuio KC MoxeT ObITh olje-
HeH yxe 4epe3 3-4 Hejesu. Y GOJIbIIMHCTBA NalKeH-
TOB Ha $OHe NPUMeHeHHUs NPeJJHU30/I0Ha HA0II04aeT-
cs1 6J1arONPHUSTHBIN 0JITOCPOYHbIN 3P deKT.

OCHOBHbIMM NPU3HaKaMW, NO3BONAIOLWMMN
oueHuTb 3achdekTuBHOCTL Tepanuun KC,
ABNSAIOTCA:

e Pefiyk1iysi 6MOXMMHUYECKHUX MapKepOB X0J1ecTas3a

e YMeHblleHHe KOHLEHTpalUU B IlJIa3Me KPOBHU
ypoBHs IgG4 1 pa3/IMYHbIX ayTOAHTHUTeJ (B cJlydae UX
HCXO/JHOT'O NIOBBIIIEHHS)

e [losoxkuTeNbHAsA AUHAMHUKA MO JJAHHBIM HHCTPY-
MEeHTaJIbHbIX METOJ0B HCCJIelOBaHUSA: YMeHblIeHHe
pasMepoB U BoccTaHoBJeHHe cTPYKTyphl [IK (penyk-
LIMsl THUINO3XOTeHHOCTH); peAyKLUHsA HpperyaspHoOro
creHosa ['TIII

e CTabuan3anus TedeHus (UM peayKLus) caxapHo-
ro auabera

e YMeHbIlleHUe NPOsIBJIeHUH 9K30KPUHHOM HeJl0CTa-
ToyHOoCcTH [IDK

e Perpecc TUNUYHBIX MOPQOJIOTMYECKUX NPU3Ha-
koB AUII mo gaHHBIM JUHAMUYECKOM TOHKOUTOJIbHOM
acnupalnoHHON GUONCUU

e Yiy4llieHYe TeYyeHUs CONYTCTBYIOLLEH NOpaXKeHNI0
[12K naTosioruu Apyrux opraHos [18].

IgG4-CX - XxapaKTepHbIA TUII

CKJIEpO3HMPYIOLLEro X0JIaHT'uTa €
IJIOTHOM nH$uabTpanuen IgG4-
NO3UTUBHBIMM IJIa3MaLlUTaMHU U
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pacnpocTpaHeHHbIM pUOPO30M B
CTeHKe KeJIYHbIX NPOTOKOB [19]

CyiiecTByeT 2 IpyIbl AUATHOCTUYECKUX KPUTEPH-
eB IgG4-CX - HISORt (2006 r.) (Tabsiuua 5) u MexayHa-
poaHble kpuTepuu 2012 r., npeacTaB/eHHble pabouei
rpynnoii Komurtera no ucciaenoanuto 1gG4-Ab u Ko-
MHTeTa N0 UCCJeJOBaHUIO TPYAHOAHUATHOCTUPYEMBIX
3ab60J1eBaHUN MeYeHU U GUIMAPHOTr0 TpaKTa (Tabauna
6).

Juarno3 IgG4-CX cuuTaeTcsa onpefesieHHbIM IpU
COYeTaHUHU CleAyoLuX KpuTepues: 1+3; 1+2+4 a,6; 4
a,6,B; 4 a,06,r; BEpOSITHBIM — NPU KOMOUHALIUK KpUTe-
pueB 1 u 2 + 3¢ PeKTUBHOMN Tepanuu npesHU30JI0HOM;
npejnojaraeMblM — NPy HaJIMYUHU Y 60JIBHOTO TOJIBKO
Kputepues 1 u 2.

Cpenun 53 mauueHToB KJIWHUKUA Mebo (CILA), co-
CTaBJISAIOIMX CaMyl0 MHOIOYHCJIEHHYI0 KPYIIHYIO KO-
ropty 6osbHbIX 1gG4-CX, Haubosiee 4aCThIM KJIMHHU-
YyeCcKUM IMposiBJeHueM 6blaa xkeatyxa (77%), pexe
OTMeydaich notepst Maccol Tesaa (53%), Ma/OoMHTEH-
CHBHasl WM yMepeHHas abJoMUHanibHas 60Jib (26%),
creaTtopes: (15%) u BnepBble BbIsIBJIEHHBIN caxapHbIH
JnabeT. Cpeay ceposioTMYeCKUX IOKasaTesed dyalje
BCETrO0 BbISIBJISJIMCh NTOBbILIEHHbIE KOHLleHTpauuu IgG4
(74%), wenounoii pocdarassl (IDP) (84%), Gunupy-
6uHa (65%), AJIT (62%), CA19-9 (48%) u ACT (32%).
IgG4-n03UTHBHBIE KJIETKH B 3KeJYHbIX IPOTOKAX 0OHa-
pyxeHbl B 88% 6uonTaros [1,13,19].

KC - Tepanus mnepBoi suHuu IgG4-CX. O6bluHas
MHULMUpYIOIass /033 INpeJHHU30JI0HA COCTAaBJsET
40 Mr/CcyT Ha NPOTSKEHUU 4 HeZleJb C MOCAeYI0IUM
CHIKeHHeM Ha 5 Mr B HeJeso. [loagepkuBaroiias
Jl03a, BUZAUMO, MOXKET ObITb HU>Ke TaKOBOW IpH ayTo-
MMMYHHOM refnaTUTe U COCTaBJISATb 5 MI'/CyT B TeYeHHe
6 mec. Ha ¢one sievenus KC nosoxuresnbHast JUHAMU-
Ka KJIMHUYeCKUX, 1abopaTOpPHbIX U MOPPOI0rMIecKUx
nposiBJeHUN 60Jie3HH oTMedaeTcs ¥ 80% marueHTOB.
Eciu cumnToMaTuka peLuAMBHpPYeT IOCJe 3aBep-
IIeHUs] CTEPOUJHON Tepamnuu, B KayecTBe CpeJCcTBa
BTOPOM JIMHUM PEKOMeH/JyeTcsl a3aTUOINpHH. B posn
nepcnektuBHoro KC aj AiMTebHOTO NMpHUMeHEeHMUs,
BBU/Iy MeHbIIIEr0 T0GOYHOI0 1eICTBUS, MOXKET paccMa-
TPUBATbCsl OYAECOHMJ, XOPOLIO 3apeKOMeH/0BaBIIUI
ce6s NpHU ayTOMMMYHHOM relaTUTe, XOTS JAaHHBIX MO
ero apdpextruBHocTU npu [gG4-CX noka HeJOCTATOYHO.

Xopouuii oTBeT Ha JiedueHHue 'K mpopeMoHcTpupo-
BaH B UccienoBanuu E. Bjomsson u coaBT. (2011) c yua-

cTHeM HauueHToB ¢ IgG4-accOLUUpPOBAHHBIM XOJIaH- ./

rutoM. [Ipumenenue 'K B TedeHUe 2 MecsleB CONpo-
BOX/]aJIOCh yMeHbllleHHeM PpUOPO3HbIX U3MEHEHUU B
IPOTOKAax U 3HAYUTeJIbHbIM CHIXKeHHeM ypoBHel 1gG4
B CbIBOPOTKe KpoBHU. K coxasieHU1o, nocse npekpatie-
Huda npueMa 'K y no10BUHBI 60/IbHBIX OTMEYEHO BO3-
06HOBJIEHHE 60JIE3HMU.

HenaBHO omny6/MKOBaHbl JlaHHble MO YCIEIHOMY
MPUMEHEHUI0 pUTYKCUMaba s aedenus 1gG4-ABb y 10
nanueHToB (A. Khosroshahi et al.,, 2010).

TakuM 06pa3oM, NpoaHaIM3UpPOBaB JAOCTYIHbIE CBe-
JeHus o 1gG4-AB, MOXHO czesiaTb 3aKJIOYeHHe, YTO
NIpY OllpeJieJIeHHbIX ycllexaX B MOHMMaHUU 3TOro 3a-

KpbIMCKMIA TepaneBTUYECKUI XypHan

60J1eBaHUs, pa3pabOTKe I'MCTOJIOTUYECKUX U KIUHUYe-
CKUX KpUTepHEB AUarHoCTUKU 3THonartoreHes IgG4-Ab
Jl0 KOHIla He pacuiupoBaH. B HacTosiliee BpeMsi Mbl
“MeeM BO3MOXKHOCTb BbIABAATHL 1gG4-Ab, npumeHsas
COBpeMeHHble KPpUTEePUHN JAUArHOCTUKU U AUArHOCTH-
YyecKHe aJI'OPUTMBbI, BapbUPYIOLIMe B Pa3HbIX perMoHax
MHPAa, HO TOCTOSIHHO COBEpPLIEHCTBYEMBIE.
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KpbIMCKUI TepaneBTUYECKU XXypHan

IgG4-accoumrupoBaHHble 60JI€3HU
H.JI. Kasipumckas, E.B. Makcumoasa, I” lllax6a3udu, E.H. Cmuaudu, /]. lllax6a3udu

IgG4-acconmupoBaHHOe 3a60J1eBaHHE — 3TO HMMYHO33aBHCHMO€ CHUCTEMHOE
3aboJsieBaHUe, XapaKTepuayoleecs JudPy3HON UM 04aroBoH BOCIAIUTENbHON
MHOUIbTPALMEN TOPAXKEHHBIX OPTAaHOB U TKaHEH IJIa3MaTH4YeCKUMHU KJIETKaMH,
akcnpeccupyromumu 1gG4 ¢ nocseyoyM pa3BUTHEM 061U TepUpyoLero ¢piebruTa

1 GU6pOCKIepo3a COOTBETCTBYIOIMX OPraHOB, COPOBOXKAAIOIEeCs OBbIIEHHEM
cofepxanus IgG4 B cbiBopoTKe KpoBU. ITHonaroreHe3 IgG4-Ab ocTaeTcs 3arajjkoi,
O/JHAKO ZlaHHbIE, MOJIyYeHHbIE IPU €TI0 U3Y4YEeHUH, TI03BOJISIOT CYUTATD €TO0
YHUKaJbHBIM. B HacTosi11ee BpeMsi Mbl UMEEM BO3MOXKHOCTb IMarHOCTHPOBATH JJaHHOE
3abosieBaHUeE NIyTeM IPUMEHEHUS] COBPEMEHHbIX 3HAHUH, KPUTEPHUEB JUArHOCTUKHU U
JIMarHOCTUYECKUX a/IFCOPUTMOB, IPe/CTaBJIEHHbIX B JAHHOM 0630pe.

KitoueBslie cioBa: IgG4, auarHoctryeckue kputepuy, IgG4-acconunupoBaHHbIN
CKJIEPO3UPYIOLIUI XOJIaHTUT, 3y TOMMMYHHbIN nankpeaTuT, HISORt

IgG4-associated disease
LL. Kliaritskaia, E.V. Maksimova, G. Shakhbazidi., E.I. Stilidi, D. Shakhbazidi

IgG4-associated disease - is immune-system disease characterized by diffuse or focal
inflammatory infiltration of the affected organs and tissues plasma cells expressing 1gG4
and the subsequent development of phlebitis and obliterating fibrosclerosis relevant
bodies associated with increased serum IgG4. Etiopathogenesis IgG4- associated disease
is a mystery, but the data obtained in his study, suggest it unique. Currently, we are able
to diagnose the disease is through the use of modern knowledge, diagnostic criteria and
diagnostic algorithms presented in this review.

Keywords: 1gG4, diagnostic criteria, IgG4- associated sclerosing cholangitis, autoimmune
pancreatitis, HISORt.
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