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Or aBTOPOB

IIpo IgG4-accouunpoBaHHylO0 00Jie3Hb MUcaTh TpyAHO. Henerko Hamucatbh gaxe CTaTbio
U eule TpyaHee — MoHorpaduio. Ho ecim oObIYHO TPYAHOCTU CBSI3aHBI C HEJOCTAaTKOM Ma-
Tepuasa, TO B JaHHOM Cjlydyae CUTyalusi oOpaTHasi — HOBbIE€ JaHHbIE O TeX WM UHbIX [gG4-
OMoCpeI0oBaHHbIX 3a00J1€BaHMSIX MOSBISIOTCS Kaxayto Heaento. 20 jiet Hazan 1gG4 Obu1 auib
9K30TUYECKU PEeIKUM CyOKJIacCOM MMMYHOIJI00YIMHOB, 10 JeT Ha3aja ONMUChIBAIUCh Ka3yu-
CTHYECKHME CTydal TTaTOJIOTUH, B TeHe3¢ KOTOPOil IpeaIojiarajiach ero pojib. Terepb Xe Mpak-
THYECKM JTF00ast HO30JI0THS HESICHOM TTPUPOIBI pACCMATPUBACTCS C TOUKH 3PEHUST BOBMOXKHOTO
IgG4-onocpenoBaHHoro naroreHesa. KakoBa BeposITHOCTb, YTO 3TOT IMArHO3 CTAHET PYTUH-
HBIM B HeJlaJIeKoM OyayiemM?

BompmmHCTBO pabOT Ha OCBelIacMy0 TeMy ITOKa MCXOOUT M3 a3MaTCKUX CTpaH — SmoHum,
Kopen, Kuras. Ho yxe mossisiorcst craten u3 CILA, EBporbr, Poccun... Pacimmpenne reo-
rpapuu nyoaMKaUMA MPOUCXOAUT MapajuleibHO C paclliMpeHreM CIeKTpa aHaTOMUYECKUX
CTPYKTYp, BoBJIeKaeMbIX B IgG4-omocpemoBaHHBIN mporecc. Bo3aMoXHO, 3T0 CBSI3aHO ¢ pa-
COBBIM JINOO reorpapmUIecKUM TpeodIagaHreM ITaTOJIOTUH, HO He MCKIIOUECH BapHaHT, UTO
B 3THX CTpaHax BEIIIIe HACTOPOKEHHOCTH Bpaueil B oTHomeHn Hee. OnpenenecHue IgG4 B chI-
BOPOTKE, a TeM 0oJiee B TKaHSIX, HE OTHOCUTCS K CTaHAAPTHBIM MeToJaM 00cCjieIoBaHus, UTo,
BO3MOXKHO, BBICTYIAcT B KAUeCTBE OCHOBHOM IMPUYMHBI TUIIOANATHOCTUKU. [1pn 3TOM cBOe-
BpeMeHHBI mrarHo3 1gG4-acconnmmpoBaHHOM 00JI1€3HN y OOIBITMHCTBA MTALIMEHTOB ITO3BOJISICT
OBICTPO 1 3(P(PEKTUBHO MPepBaTh MATOJIOTUICCKUI MPOIIECC TTOCPEACTBOM MEANKAMEHTO3HOM
MMMYHOCYTIPECCHU.

B HacTosiieit MoHorpacduu ocHoBHOe MecTo 3aHnMaloT IgG4-omocpenoBaHHbBIE 3a00J1€BaHUS
MOKEIYIOUYHOM 3XeJIe3bl U KeIYHBIX ITyTeil. M He mMOoTOMY, YTO aBTOPbI — raCTPOIHTEPOJIOTH,
a BCJICICTBUE JOMMHUPOBAHMS ITyOIMKALIMIA UMEHHO I10 MOPaKEHUIO 3TUX aHATOMUYECKUX
CcTpYKTYyp. BMecTe ¢ TeM B TOi1 WM MHOM CTeIeHU BHUMAaHKE YAEJICHO IMOPaXKEHUIO BCEX Opra-
HOB M CUCTEM, CIIEKTP KOTOPBIX PaCIIMpPSIETCsI, YTO HA3hIBAeTCsI, «Ha Ia3ax». Hageemcsi, uto
Hailla paboTa IMOKaXeTcss UHTePECHOM MPEICTaBUTEISIM CaMbIX Pa3HbIX MEIUIIMHCKMX CIICLIM -
aJIbHOCTE! ¥ IOCIYKUT CTUMYJIOM JIJISI LieJIeHAIIPABJICHHOIO AMAarHOCTUYECKOIO ITOMCKa 3TOM
BeCbMa aKTMBHO M3y4aeMOil aTOJIOI 1.
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lpeancnosune

IgG4-acconmnpoBaHHast 060J€3Hb MPEACTABISIET COOON HENAaBHO OMMCAHHYIO HO30J0TUYE-
CKYI0 (popMy, UHTEpEC K KOTOPOI HAPACTAET C KaKABbIM roJJOM. BOJIBITMHCTBO MyOIMKaIuit OT-
HOCUTCS K MOPaXXEHUIO MOIKETYTOUHOM XeJe3bl U KETUHBIX TPOTOKOB, OHAKO HabII01aeTCs
YCTOMYMBBIA MPUPOCT OMUCAHUN KIMHUYecKuX ciaydyaeB IgG4-onocpenoBaHHON MAaTOIOTUU
Ppa3sHOOOpPa3HbIX OPraHOB U TKaHEH.

Momnorpadus A.O. byeepoBa 1 KO.A. KyduepssBoro comepKuT MCUEpIThIBAIOIINE HAa CETOMI-
HAIIHUA OeHb cBeneHus o0 IgG4-acconmmmpoBaHHOM TMAaHKPEATUTE W XOJAHTUTE, a TaKXKe
KPaTKYIO XapaKTePUCTHUKY ITOpaXeHU pyrux opraHnoB. CaMu aBTOPBI OTMEUAIOT, YTO HOBBIC
COOOIIEHUS TIOSIBJISIIOTCSI MPAKTUYECKU €XEeHeIebHO, TO3TOMY OXBaTUTh BECh MaTeprall He
MpeacTaBiseTcs BO3MOXHBIM. TeM He MeHee B paboTe colepKaTcs CChIIKM Ha HOBEMIINeE 1y-
OIMKAIINH, TTOMYEPKUBAIOIINE aKTYaTbHOCTD M3JIaracMOM TEMEL.

MoHorpadust oTIM4YaeTcsl KECTKOM JIOTUYECKOI CTPYKTYpPOIi: MCTOPUS MPOOJeMbl — OO0IINe
CBeIEHUST — ONMCaHUEe OTIEIbHBIX HO3070rn4YecKux opM. CyliecTBEeHHO 00JierJaioT BOC-
MPUSITUE MHOTOUYMCIICHHbBIE WITIOCTPAIIUKU, TaOIUIIbI, CXeMbl. ABTOPBI MOAYEPKUBAIOT HEOO-
XOIWMOCTh HACTOPOXKEHHOCTHU B oTHolIeHUM IgG4-acconmmpoBaHHOI 00JI€3HU TIpU JTIO00M
OpPTaHHOM TTOPaXXEHUM HESICHOTO TeHe3a, 0COOCHHO ¢ ITPU3HAKaMM MaTOJIOTMIeCKOTr0 MMMYH-
Horo oTBeTa. Oco00 OTMEYaeTCsI, YTO CBOCBPEMEHHOE Ha3HAYCHME KOPTUKOCTEPOMIOB ITO3BO-
JISICT TIpepBaTh LIeTb COOBITUI, BEAYIINX K pa3BUTHIO (pOPo3a 1 OpraHHOM HETOCTaTOYHOCTH.
B cBA3M ¢ 9TUM HENb3s UCKIIIOYUTD, YTO P TPYAHBIX Ul JIEYEHUs HO30JIOIMMA, TAKUX KaK
TMIEPBUYHBIA CKJICPO3UPYIOIINI XOJAHTUT, MOXET y OMNpPEAeICHHOTO YMcjia MalleHTOB OKa-
3aTbcsa IgG4-accormmupoBaHHBIMU 3a00JI€BAaHUSIMU, KOTOPBIE YCIICITHO MOIIAI0TCsS TepareB-
TUYECKUM MeToaM Ha JO(HOPOTUIECKON CTaIM.

Hecomuenno, monorpacdus A.O. byesepoBa u HO.A. KyuepsiBoro MoxeT ObITh OLIeHEHa KakK
WHTEpeCcHasl U aKTyajibHasl paboTa, KoTopasi OyJeT MoJjie3Ha BpayaM CaMbIX Pa3JIMYHbIX CIIEIH -
AJIbHOCTEN.

Thasnuiit eacmposnmeponoe /13 Mockeéul,

3a6e0youull 2enamono2u4ecKum omoenom

Mockoeckoeo KauHu1eck020 Hay4HO-NPAKMU4ecKoeo yeHmpa,

npogpeccop, 0.M.H. U.I. bakyaun

lNpeancnosune

MoHorpaduss HM3BECTHBIX CITCIIMAJIMCTOB B OO0JACTH TaCTPOSHTEPOJIOTHMH, Ipodeccopa
A.O. byeseposa u goueHta FO.A. KyuepsiBoro, mocpsiligHHast HOBOI HO30JIOTMYeCKOil ¢Gop-
me — IgG4-accounupoBaHHOI 00J1€3HM, HE UMEET Ha CErOJHSIHUI IeHb aHAJIOrOB HE TOJBKO
B Poccuu, Ho 1 B Mupe. HecMOTpsI Ha HapacTalolIMii MOTOK IyOJIMKAIWii, 1O CHX IOP CTONb
COJIMIHBIN MaTepua He ObLT 00001IeH B eIMHOM U3AaHUU. OUeBUIHO, UTO aKTyaJIbHOCTb 3TOM
paboThl BeCbMa BHICOKA.

Wzyuenne IgG4-accoummpoBaHHON 0OJIE3HM HAYajJoCh C ITaHKpeaTHTa, HECKOJBKO ITO3XKe
TTOSIBWJIMCH pabOTHI 110 XOIaHTUTY. [103TOMY HEYAMBUTEIHHO, YTO JAHHBIM HO30JOTUICCKUM
dopmMaM aBTOPHI YACISIOT OCHOBHOE BHMMaHMe. Kaxkmas rmaBa comepsKUAT MOAPOOHBIC CBe-
IEeHUS 0 KIMHUIECKOM KapTUHE, Ta00paTOPHBIX M MHCTPYMEHTAIBHBIX TaHHBIX, JUATHOCTHU-
YeCKMX KPUTEPHUAX U cXeMax JiedeHsI. HeogHOKpaTHO momuepKuBaeTcs, YTO paHHEE Havajao
CTEPOMITHON TepaIliy BeIeT HE TOJIBKO K OCTAHOBKE IIPOTPECCHPOBAaHMsS, HO M K OOpaTHOMY
pPa3BUTHIO U3MEHCHMI, B TOM 4nciie (hndopoTnuecknx. be3ycitoBHO, cymiecTByeT IIpodiieMa —
HcciIenoBaHne chiBopoToaHoro IgG4, a Tem 6ojiee UMMYHOTMCTOXUMIUYICCKOE OKpaIIiBaHUe
O6umorTaTa Ha 3KCIIPECCUPYIOIINE €ro IIa3MaTUICCKUe KIETKA He OTHOCUTCS K PYTUHHBIM
MeTomaM, SIBJISISICH YIeJIOM CITeIMaIN3MPOBAaHHBIX MEIUIIMHCKNX yupexneHuii. Ho mrst Toro
¥ IIcajach MOHOTpadusI, YTOOBI aKTyaIM3NUPOBaTh IIPOOJIEMY 1 PACIIPOCTPAHUTH JUATHOCTH -
yeckwuit monck IgG4-omocpe1oBaHHOI ITAaTOIOTUN Ha IMMPOKMI KPYT MallneHTOB. M He TOJTbKO
TacTPOIHTEPOJIOTMIECKOTO TIPOMIIISL, HO ¥ ¢ HEMACHTU(UIINPOBAHHBIMU BOCTIATUTCIBHBIMA
M3MEHEHUSIMU JICTKNX, TTOYEK, CIIOHHBIX M CIC3HBIX Xejie3, 3a0pIOIMIMHHOTO ITPOCTPAHCTBA,
MO3TOBBIX 000JI0UeK, epuKapaa... OTKpBIBAIOTCS HOBBIC TOPM3OHTHI IJIST CIIEIIMATNCTOB Ca-
MOTO Pa3IMIHOTO MTPOQUII.

A mpounTan 3Ty KHUTY C yIOBOJBCTBUEM. MOry yTBEepXKIaTh, YTO B HEIl COMEPKUTCS BCECTO-
POHHSISI U COBpeMEHHasi nHbopMalus o 3a001eBaHIN, 3HAUCHUE KOTOPOTO B KIIMHUYECKOM
MPaKTUKE MBI, BO3MOXKHO, ITOKa HEIOOIICHUBACM.

3asedyowuii kagedpoii mepanuu ¢ Kypcom 0uemono2uu

T'BOY BIIO «Cmasponoabckuii 20cy0apcmeeHHulil MeOUYUHCKULL

yHugepcumem» Munzdpasa P®D, 3acayxcennoiii 6pay PO,

enaeguwlii eacmposnmeponoe Cmasponoasckoeo Kpas,

npogheccop, 0.M.H. B.Jl. Ilaceunuxoe
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Cnucok cokpatyeHumn

AWNII — ayToMMMYHHBII TAHKPEATUT

AJI® — aHTHTENA K JTaKTODEepPUHY

AHA — anTuHyKJIeapHble aHTUTEIa

BbM — 6one3nb Mukynuua

B3K — BocnanuTeabHble 3a001€BaHUs KMILIEYHUKA
I'TII1 — ryaBHBIN TAHKPEaTUYECKUM TTPOTOK

KC — kopTtukocreponabr™

KT — xoMnbloTepHasi ToMorpadusi

MPT — MarHUTHO-pe30HaHCHAasT ToMoTpadus

MPXIITI" — MmarHUTHO-pe30HaHCHAs XOJdaHTUOTIaHKpeaTorpadust
MCKT — mynsrucnupaibHas (MyabsTuaeTekropHast) KT
TIB1I — nmepBUYHBIN OUIMAPHBIN LIUPPO3 MEUEHU

I13BY — mose 3peHNs TP OOIBIIIOM YBEIUICHNH (MMEETCsI BBULY ITPOCMOTP TUCTOJIOTIE-
ckoro mpemnapata npu yBeamdeHnu x400)

I2K — momxenynouyHas xeesa

TICX — nepBUYHBIN CKIEPO3UPYIOIIUMN XOJAHTUT

PI1® — perporneputoHeaibHbI (hrudpPo3

TADB — ToHKOUTOJIbHAS acITMpaliOHHAsT OUOTICUS
THBCK — TpuHuUTpoOeH30JCcyIb(POHHAsT KUCT0Ta
VYIXK — ypcone3okcuxoneBast KUCJIOTa

XIT — XpoHUYEeCKU# MMaHKPeaTUuT

XK — xonaHrnouesIoaspHast KaplimHoOMa

YUXTI — upeckoxkHas ypecriedeHOUHast XxoaaHruorpadus
D — menounas docharasza

OPXIII" — sHOocKomuyeckas peTporpamHas TaHKpeaToXoJaHTUOorpadus

AYC — sHgockonuyeckas yasTpacoHorpagus

CEA — kapLIMHOAMOPUOHAIbHbBII aHTUTEH

GEL — rpanysionurapHoe 3IuTeInaibHOe MOBpeXIeHUe (0JHA U3 XapaKTEPUCTUK
AMII I Tuna)

JPS — anonckoe obmiecTBO mankpeaTosoros (Japan Pancreas Society)

ICDC — MexayHapoaHbIil KoHceHcye auarHoctuyeckux kpurepueB AUII I tuma
(International consensus of diagnostic criteria)

IDCP — naronaTuuecKuii mpoTOKOBO-KOHLEHTPUUYECKU I MTaHKPeaTUT (CHHOHUM
AWII Il Tumna)

IFN — unrtepdepon

1gG4-Ab — IgG4-accounmpoBaHHas 00JIe3Hb

1gG4-AUNII — IgG4-accoumupoBanHblii AUIT (cunonum AUII I Tuna)

1gG4-CX — IgG4-accolmnpoBaHHbBIN CKJIEPO3UPYIOLIUIN XOJaHTUT

IgG4-MOLPS — IgG4-1103UTUBHBII MYJIBTUOPTAHHBI JTUMbOTIpoIuePaTUBHBIN CUHAPOM
IgG4-RSSD — IgG4-accounupoBaHHasi CUCTEMHas CKJIepo3upylolasi 00J1e3Hb

IL — uHTepieiiKuH

LPSP — numdormiazmManutapHblii CKIEPO3UPYIOLINI MAHKPEATUT

p-ANCA — anTnHeATpoPUIbHBIC TUTOIIIIa3MaTUYECKIE aHTUTEIA

OOI — BoBneueHue apyrux opraHoB B IgG4-accoumupoBaHHbIli Tpouiecce (Other organ
involvement)

SIPS — cuctemubiii IgG4-accollmnupoBaHHbBIN MIa3MallUTaPHBIA CUHAPOM
TGF-B — tpancdhopmupylomuit pakrop pocra 3
Th — T-xenmnepsl

Tregs — perynsaTtopHble T-Ki1eTKu

* Bo Bcex ciryvasix mpuMeHeHus: abopesuatypbl KC nmMeeTcs B BUILy nNpeaHu30JI0H. Eciiu peub naet 06 MHbIX mpernapa-
Tax 3TOM TPYIITbI (METUIITPETHU30JIOH, OYIeCOHNUT), YKA3bIBAIOTCSI MMEHHO X Ha3BaHUSI.
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BBepeHue

E1e He MUHYIIO TECSITUICTHS C TOTO MOMEH-
Ta, Kak IgG4-accouuupoBaHHas 00Je3Hb
(IgG4-Ab) npeBpaTtuiachb B CaMOCTOSITE/b-
HYIO HO30JIOTUYECKYI0 (DOPMY C HEM3BECTHOM
TOKa 3TUOJIOTHEI M MyJTBTHOPTaHHBIM BOBJIC-
YeHUEM B CieHM(PUUECKUIi BOCITAIUTENbHbBII
MPOIIECC, XapaKTEPU3YIOIIUICS BRIPAXKEHHOM
nHbwibrpanyeir 1gG4-1o3UTUBHBIMU KJIET-
KaMM U IIporpeccupyiommnm duopozom [29,
58,75, 81, 82, 106, 115, 116, 123].

Ha cerompsmmHmit neHp ommcaHbl IgG4-
aCCOLIMMPOBAaHHBIC TTOPAXKECHUS:

* nomxenynouHoit xenessl (IT2K) [34, 79, 94],
* XKeJTYEBBIBOISIIMX TyTei [67, 69, 79]

1 3KEJTYHOTO Ty3bIps [52, 103],

neuenu [79, 117, 118],

MuIleBOoaa, XeayaKa U KullledHrKa [48,
57,79, 88, 113, 114],

3a0pIOIIMHHOrO IpocTpaHcTia [35, 79],
cie3HbIx [38, 79] u coHHBbIX Xene3 [17,
38, 791,

IIUTOBUAHOM Xene3wl [49, 53, 79],

nerkux [60, 79, 94, 98, 128],
MOUYETOYHHMKOB U moyek [27, 45,79, 109,
112],

npencraTeabHoi xenesnl [71, 79, 125],
MOJIOYHBIX KeJnes [26, 79],

noJyioctu Hoca [55, 108],

LIEHTPAJIbHOM HEPBHOI cucTeMbl [46, 54,
79, 100, 119],

aptepuii [15, 79, 87, 105], BeH u MuoKapaa
[104],

* tuMmdaTruIecKux y3aosB [79, 89],

koxwu [79, 93],

Kocreit [20, 54].

Ho Toro momeHrta, Korma IgG4-Ab Obuta
WISHTU(MUIIMPOBAaHA B KavyeCTBE OTACIbHO-
ro 3aboJieBaHUsI, MHOTUE U3 OMyOJMKOBaH-
HBIX Ha TEKyIIWH TIEPUOI BPEMEHHM padoT

OIMCHIBAJIM JIMIIb OTAEJbHbIE CIydad WIK
HeOOJIbIIIe CepuM HaOJIOAEHUI C M30JIH-
POBAaHHBIM BOBJIEUEHMEM TOTO WM MHOIO
opraHa. B mociieHee BpeMsi, OpUEHTUPYSICh
Ha pacTyIiee YMCI0 CBUAETENBCTB O MYJIbTH-
OpraHHOM IOBpEXICHUU U (POpMUpOBaHME
TpeICTaBICHUI O CAMOCTOSITEIbHOM HO30J10-
rMyeckoil popme, UMeIOIIKMECH MyOIMKALIUK
OIMCHIBAIOT COYETAHHOE CUHXPOHHOE WIN
METaxXpOHHOE BOBJICUCHHE MHOXKECTBA Op-
raHoB-muineHei [17, 29, 35, 58, 82, 94, 98],
OTMCaHMe CITydyaeB ¢ U30JIMPOBAHHBIM TTOpa-
JKeHMEM BcTpedaeTcs Bce pexe [52, 103].

1.1. Uctopusa IgG4-Ab

Ha cerogHsiHuii AeHb MOXHO IpeAIoiaraTh
0oJiee YeM BEKOBYIO UCTOPUIO (POpMUPOBAHUS
npencrapieHuit 06 IgG4-accommnpoBaHHOM
6ose3nn. OmHOI M3 MEPBBIX 3HAKOBBIX pa-
00T cienyeT oTMeTUTh HabmoaeHue Mikulicz
1 coaBT. [63] euie B 1892 1. BriepBbIe OIMCAB-
IIMX MalueHTa C¢ CUMMETPUYHBIM OITyXO-
JIETIOAOOHBIM TTOPaXXEHUEM CJIE3HBIX, OKO-
JIOYITHBIX M TIOTHMKHE-YEIOCTHBIX XeJe3.
IIporecc okazajncs He OITYyXOJIeBOIl, a BOC-
MaJUTeIbHON  TPUPOIBI, TUCTOJIOTUYECKH
XapaKTepU30BaJICS BBIPAXXEHHOW MOHOHY-
KJIeapHOUl BoCTaUuTeIbHON UH(MUIbTPALIUEN.
3abojeBaHue MO MMEHU TEPBOOTKPHLIBATES
MOJYJIWIO Ha3BaHME O0Jie3HM MuKynnya
(BM) 1 B cBSI31 ¢ HEKOTOPBIMU OOIITUMM TTPH-
3HaKaM¥ ObUIa KiaccuduimpoBaHa B Kayde-
CTBE aTUIMYHOTO moaBuaa cuHapoma llle-
rpeHa, KOTOPBIM TakXe MOXET MpPOTeKaTh
C CUMMETPUYHBIM JIBYCTOPOHHUM 0€300J1e3-
HEHHBIM YBEIMYCHUEM CJIE3HBIX, OKOJIOYIII-
HBIX Y TIOMHVKHEUYCTIOCTHBIX Xene3. CrycTst
HecKosbko JeT Kuttner [50] coobimt o mo-
XOKEM CJTy4yae ¢ OMyX0JIeITOAOOHBIM YBeInYe-
HMEM TTOIHMKHE-UETFOCTHBIX JKeJie3 HEesSICHOM
STUOJIOTUM.

1.1. Uctopus IgG4-Ab
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Kaxk 3To H1 moKaxkeTcsl CTpaHHBIM, HO B OT-
kpoiTuu IgG4-Ab Gonbias pojib OTBOAUTCS
MMoIXeTymouHolt xkeje3e [82]. B xonire 50-x
roIOB IIPOIUIOTO BeKa TOSBWINCH IIep-
BBl TECOpPETUUYECKUE PaOOTHI, IBITABIINECS
000CHOBaTh ayTOMMMYHHBIE MEXaHU3MBbI
B MMaTOTeHe3¢ XPOHUYECKOTO TMaHKpeaTuTa
(XITI) [110], omHaKO TOAOOHBIC TUIIOTE3BI
He OBLIN MONTBEPKICHBI 3KCIIEPUMEHTAIb-
HBIMM ¥ KJIWHUYECKUMH MCCIIeIOBAHUSIMU
[7]. B 1961 r. Sarles u coasrt. [90] BnepBbie
onucaju HeOOBIYHBIN Cay4yail MaHKpeaTH-
Ta, MPOTEKABIIEro C TUIlePraMMarjiooyan-
HEMHUEN, BBIPAXECHHOU BOCIIAJIUTEIbHOM
MHOWIBTpAE U CKICPO30M MapeHXUMEBI
TT2K, craBuIMii B MOCIEACTBUM MPOTOTU-
oM ayTOMMMYyHHOro naHkpeatuta (AWII)
[7, 82]. UMeHHO Torma BIiepBbie U ObLia
BbICKa3aHa KOHLEMILMS O BO3MOXHOCTHU
CYIIECTBOBAHMS TAHKpPeaTHTa C IIPEIIo-
JJaTaeMBIM  ayTOUMMYHHBIM MEXaHNU3MOM
pa3BUTHSA, THOO COTPSIKEHHBIM C HUM, WU
JKe MHOro, BechMa crieuuguyeckoro 3abo-
neaHus I12K [90]. Cnycta 4 rona cBeT yBU-
nea TmyOauKalus TOW ke TPYMIIbl aBTOPOB
(H. Sarles u coabr., 1965 r. [91]), neMOHCTpU-
pylolass OOHY M3 MEPBBIX KPYITHBIX CEpHit
HaGmoneHuit 3a 6oabHbiMU XI1 ¢ xopolei
cucteMmatusanueil naHHbiXx. Cpeau 205 Ha-
omomaeMbix aBTopamu 60oJbHBIX ¢ XIT oka-
3anoch yxe 4 caydas (1,95%), xapakrepu-
30BaBIIMXCS BBIPAXXCHHBIM BOCHAJCHUEM
n ckiaepo3om II2K 6e3 KambLubUKaALIWN.
YTo 0COOEHHO MHTEPECHO C TMO3UIIUI CO-
BpeMeHHbIX 3HaHuit 06 AMII, st mauu-
€HTbl XapaKTepU30BaIUCh MMHUMAaJIbHOM
BBIPAXKEHHOCTBHIO a0MOMUHAIbHONW OO0JIH,
JIMXOPaJKOM M TUIepraMMarioOyJINHEMU-
eit [91]. DT maHHBIC B HEKOTOPOU CTETICHU
VKpeTuIn 3apoXIalollylocsl TUIOTe3y 00
ayTOMMMYHHOM KOMITOHEHTE ITaTOTeHe3a
HekoTopbix TUNoB XI1 Wi HEOTHOPOIHO-
CTU CaMOM HO30JIOTMYECKON (POPMBI «XpO-
HUYeCKUil maHkpeatut» [9, 19].

3HakoBoi1 sBisieTcs pabora Comings U co-
aBT. [28] (1967 r.), BrHepBble MpPEICTABUB-
IIUX cJTydail ceMeifHOTro MyJIbTU(OKAIbHOTO
(ubpockieposa ¢ pa3BUTUEM OYaroB peTpo-
MIEPUTOHEAIBHOTO W  MEOWAaCTHMHAJIBHOTO
(ubpoza, cKIepo3UPYIOLIEro XOJaHTUTA,
ThpeouanTa Pumens u TCEBIOOIYXOJbIO
opouTtsl (0e3 BoBieueHUs B Tpoiecc [12K),
KOTOpasi Ha CeTOMHSIIITHUMN JeHb PEeTPOCIIeK-
TUBHO MOXET OBITh paclicHeHa KaK BapHaHT
IgG4-ADB. B 1975 . R.-Waldram u coasBr. BIiep-
BBIC OIMMCAJIN aCCOLMUPOBAHHOE MOpaKeHIE
IT2K n 6unmuapHoro tpakTa ¢ passutuem XI1
W CKJIEPO3UPYIOIIETO XOJIAHTUTA Y KPOBHBIX
Opara 1 CecTphl, TAaKXKe TIpearnoaras UMMYH-
Hble W TeHETHMYECKH-IeTePMUHUPOBAHHEBIE
MeXaHU3MBI maTtoreHesa [122].

B nanbHeliiem, onupasich Ha OTAEIBHO B3si-
Thie HaOmomenus [21, 18, 64, 65,99, 121, 122],
BBICKA3bIBaJIMCh IIPEAIOJOXKEHUS O pas-
BUTUU oTaeabHOU (popmbl XIT mpu 3a6oite-
BaHUSX TleueHU (MEPBUYHBIM OUJIMAPHBII
uuppo3 (ITBLl), mepBUYHBIA CKIEPO3UPY-
fommit xoaanrut (ITCX)), BocnmaauTeIbHBIX
3a0osieBaHUsIX KuledHuka (B3K — 6ose3un
KpoHa u SI3BeHHBINI KOJIUT) W CHHIPOME
IlerpeHa unu e clydyaliHO# accoLuauuu
3TUX 3a00JIEBaHUI, B TOM YHUCJIE C PETPO-
nepuToHeanbHbIM Guodpozom (PIID), on-
HaKO OTCYTCTBUME HAYYHOU 0OOCHOBAHHOCTHU
MIPEIITOJIOKEHUI OCTaBISIO MX B paMKax
TUTIOTE3HI [6].

VBenuuuBatonieecs: 4YUCIO  MyOJIMKAIUid,
MPEAToJIaralonX ayTOMMMYHHbBIE MEXaHM3-
MBI TIaTOTeHe3a OAHOUN 13 (hOPM MOpaKeHUs
IT2K, mpuBenu K mepBOil MOMBITKE KJIacCH-
unmposate 3Ty dopmy XII B Mapcenb-
cko-Pumckoit kmaccudukamum 1988 roma
[92]. Torma Kk TpeThbeli TpyImne NaHKPEaTUTOB
(XpoHUYECKMIT BOCHAIMTEIBHBIN MaHKpea-
THT) OBbLIa OTHeceHa 1 «ocobast hopma XI1»,
XapaKTepu3yloliasicss yMeHbIIIeHUEM o0bemMa
(byHKIIMOHUMpYIOILIE MaHKpeaTUYeCKoil Ia-
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PEHXMMBI BCJIEICTBME MPOTIPECCUPYIOLIETO
Gubpo3a M BBIPAXKEHHONW MOHOHYKJIEAPHOM
WHQUIBTpaIeil, He IOJyYMBIIIasi, OTHAKO,
Ha TOT Mepuoj BpeMEHU 3HAKOMOTO HaM Tep-
MWHA «a@yTOMMMYHHBII TaHKpeaTtut» | 10].

TepMuH  «ayTOMMMYHHBIA ~ TTAHKPEATHUT»
BITepBbIe ObLT TIpe/ytoKeH Yoshida m coaBT.
[124] Tonpko B 1995 romy. ABTOphBI, onupa-
SICb Ha COOCTBEHHBIN OIBIT, PSIO TIPEIIIe-
CTBYIOIIIMX ITyOJIMKalMii, OoJbllIasi YacThb
W3 KOTOPHIX IIUTUPOBAjJach BBHIIIE, a TaK-
Xe Ha OJiecTdlie oImMcaHHOoe HaOIoIeHue
JUMdOoTUIa3MalMTapHOTO CKJIEPO3UPYIOIIETO
nankpeatuta (LPSP), mmMutupyroiero omy-
xoJib [12K [41], mpeacTaBuin Hayd4HOMY MUPY
nepBoe emMkoe onucanue AUII [124], cras-

mee mnportoturnoM IgG4-accoummpoBaHHOTO
AMWII (B nanbHetieM — I tunm AUIT).

B TeueHue mocienyooIiero AecITUIETUS TO-
SIBIJIOCH MHOXKECTBO COOOIICHUI O JIua-
THOCTUpOBaHHBIX ciydasx AWII, OGoinbiine
ITOJIOBUHBI 13 KOTOPBIX OBLIO 3apETUCTPUPO-
BaHo B fnoHun. Haubonee MHOTOYMCIIECH-
HbI€ TMEepBbIe UCCIEAOBAHUS U CUCTEMAaTU3U-
pYIOIINE MMEIOIINICS OITBIT PadOThI OBLIN
nposeaeHbl 1. Nishimori u coast. (2000 1)
[70], T. Hayakawa u coasrt. (2001 ) [36], K.
Okazaki (2005 1) [77]. B aTuX MMOHEPCKUX,
Mo CyTHU, padoTax ObLIO BKJIIOUEHO CBBIIIE
200 cimyyaeB AUII, coobiieHHBIX U3 Oosee
yeM 40 MeIMUMHCKUX YYpexXaeHuil SnoHum.
DTO HEe MOIJIO HEe OTPa3UThCS Ha BKITIOUCHUH
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Pucynok 1.1. Yucno Hogvix nybaukayuii no meme «<AymoummyHHuiil nankpeamum» 3a nepuod 1995—2013 ee.
no dannvim Hayuonanvroit meduyunckoii 6udauomexu CILIA (http://www.ncbi.nlm.nih.gov/pubmed; nouck:
autoimmune [ Title] AND pancreatitis [ Title]) (uz Maee U.B. u coasm. [9] ¢ don.). Ilo pocmy uucaa nybauka-
YUl MOJICHO 00HApyICUMb HEYKAOHHOe ycunenue unmepeca Kk npooneme AUII enaoms do 2010 e., koeda 6vin
svidenen 1gG4-accoyuuposannviii AUII u nauana ghopmuposamucs naamepopma Hogoii namosoeuu — IgG4-Ab.
Dmo cpa3zy duce ckazanroce Ha cHudceHuu yucaa nybaukayuii. Jannsli KocgeHHbLI pakm ceudemenabcmeyem

0 nepeouerKe HaKonAeHHbIX 0aHHbIX Ha pybedce 2010 e. u hopmuposanuu 06020 83241310a Ha hopaxcerue 12K
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AWII (BnepBbie) B 3TUOJOTMYECKYIO KJac-
cupukammio TIGAR-O [31], koropas BbI-
nensuta 2 tuna AUTT: nzommposannsiii AUTT
U CUHIPOM ayTOMMMYHHOTO XPOHMYECKOro
maHkpeaTuta. OTIMYUS MEXITY STUMU TBYMSI
dopmMaMuy 3aKIIOYaTUCh MO (DakKTy HaIMYUS
WIA OTCYTCTBUSI COIYTCTBYIOILIETO ayTOHUM-
myHHoro 3aboneBanust — I1BILI, TICX, cuH-
npoma Illerpena m B3K. IIpm orcyrcrBumn
nogo0HOM accouraly U HATMYUU KJIIMHUKO-
MHCTpYMEHTaIbHbIX MapkepoB AWNII peko-
MEHI0BaJIOCh (hOPMYIMPOBaTh AMArHO3 Kak
«u3onupoBaHHbiit AWUTT» [31]. Takum obGpa-
30M, HAaKOIUICHHBII K TOMY IIEpUOLY BpeMe-
HU OITBIT IEMOHCTPHPOBaJl HEOTHOPOTHOCTD
HOBOU Ho3osoruueckoir Gopmsr — AWII,
YTO OTPa3UIOCh MPU IEPBON IMOMBITKE CU-
cTeMaTu3aliu JaHHBIX 00 3TOM 3a00J1eBaHUU
B KinaccudukaunoHHoii cucreme TIGAR-O.
He xBatano Tonpko 3HaumMoro muddepeH-
OuaTbHOTO (DaKTOpa, KOMM U CTaja BCKOpE
1gG4-no3UTUBHOCTD.

[IporpeccuBHyO TMHAMUKY MHTepeca K Ipo-
oneme AMII moxeT mokaszaTb pocT IyOIMKa-
1M 3a mocJieAHue aBa necsatuietus (puc. 1.1).
Tak, eme 15 et ToMy Hazal UMEIUCh TOJBKO
€AMHUYHBIE aHTJIOSI3bIYHBIE MTyOIMKALIMU, 10~
CBsILEHHBbIE 3TOi Mpobieme. IlepBast padota
0030pHOT0 XapaKkTepa B OTCUSCTBEHHOI TIEpH-
onmueckoii meyatu natupyercs 2004 romom [ 7],
a repBble KIMHUYECKUE CJTydau OIMUCAHBI elle
nosxe [1, 5, 8]. Ob11ee KoanyecTBO MH(POPMa-
TUBHBIX MybOaukauuii B Poccuu, mocBsiieH-
HBIX 3TOi mpobJieMe, 10 CUX TTOp e/iBa IMPEBbI-
maet gecsatok [ 1—13]. 3a pydeskoM, HarpoOTHB,
nHTepec K AWII ¢ KaXXabIiM TOIOM BO3pacTal,
0 YeM CBMICTEILCTBYET MHTEHCUBHOE 3a I10-
ceHee BpeMsl YBEIMUEHUE YKMCIa HaydHbIX
MyOJUKAaLMiA, MOCBSIILIEHHBIX JaHHOM MpooJie-
Me, WITIoCTpUupyeMoe pucyHkoM 1.1. OnHako
OMHaAMUKa pocTa ITyOIMKaInii coueTaaach Kak
C IMCKYCCMOHHBIMHU N3MEHEHUSIMU TIPEICTAB-
neHuit 06 AWII, Tak 1 ¢ mosiBAeHUEM OoJiee

HOBBIX, YCOBEPIIIEHCTBOBAaHHBIX aJITOPUTMOB
MUATHOCTHKM 3a00JIeBaHUsI, B TO BpeMsI KakK
WH(GOPMUPOBAHHOCTh ITPAKTUKYIOIINX Bpa-
yeli octaBasiack (a B Poccuu 1o cux mop ocra-
€TCs1) HU3KOM.

DrnoxanbHoe OTKpbITHE B uctopuu IgG4-Ab
npuHamiexuT Hamano u coast. [34], Briep-
Bble BBISIBUBLIUX YBEIWYEHHE CBhIBOPOTOY-
HBIX KoHIIeHTpauuii [gG4 y armoHCcKMX mamm-
eHTtoB ¢ AWII. JlaHHOe OTKpPBITUE BBI3BAJIO
OXXUMBJICHHBIII WHTEpeC HCcCclenoBaTeseil co
BCEro MMpa, 4TO OTPA3WIOCh Ha pacTylleM
qucie IyOJMKallMii O BHOBb BBISIBJISIEMBIX
caydasx AWUII, accounnpoBaHHBIX C MOBBI-
IIIEHHBIM ceposiorThdyeckuM ypoBHeM IgG4,
OoJTpIlIasi YacTh M3 KOTOPBIX ITPUHAJUIeXKAJIa
nepy SIMOHCKUX y4yeHbIX [4, 16, 86]. Cucre-
MaTu3alus ObICTPO HaKaTUTMBAEMbIX JAHHBIX,
OCOOEGHHO C YYETOM IIIMPOKOMACIITaOHOIO
MPUMEHEHUSI UMMYHOTMCTOXUMMYECKUX HC-
cJIemOBaHU, CIIOCOOCTBOBAIA YeTKOMY (hop-
MHMPOBAHUIO TIPEICTABICHUII O TUCTOJIOTH-
yeckoil kaptuHe AUII (nnu, kak ero paHee
HasbiBasiu — LPSP). B o0uux yeprax oHa xa-
paKkTepu30Bajach MEPUAYKTATIbLHON BOCTIATM -
TeJIbHOW MHOUIBTPaALUEl MPeUuMyIIeCTBEH-
HO CD4-nosutuBHbiMU T-numdounTamu,
IgG4-1103UTUBHBIMU TIIa3MallATaMM, CTOPH-
bopMHEIM (PUOPO30M (MYapOBBEIM, «BHUXpPE-
BUIHBIM», (POPMUPYIOIINM CTeIIU(pUIeCKUit
PUCYHOK, HATTOMUHAIOIIWNA «[IUHOBKY» C pa3-
HOHaIMpaBJIeHHBIM pacrojioxkeHneMm Guopo3s-
HBIX ITy4KOB), aTpodueil aliluHapHOU TKaHU,
YacTO MPUBOISIICH K CTEHO3Y TJIaBHOTO ITaH-
Kkpeatuueckoro rporoka (I'TIIT) [79].

VBenmunBaromieecs 4ncio HaomomeHnii [68,
72, 127] u nepeolieHKa CTapbIX ciaydaes |18,
21,41, 64, 65,67,99, 121, 122] cioco6¢cTBOBa-
JIM OOHAPYXXEHUIO Ype3BbIYaiiHO YacToM (Mpu-
oymsutenbHo 60—80% ciiydaeB) accoLMaliKi
AWII ¢ MexaHNYeCKOM KENTYyXOl BCIIEACTBUE
couetanHoro ¢ mopaxkeHueM 12K ckirepo3upy-
fomero xojaHruTa (IgG4-accounmpoBaHHEIN
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ckaepo3upyomuii xonanrut; IgG4-CX). Xa-
pakTepHble yepThl accoumanu AUITT u [gG4-
CX BKIIOYaNIM XOJaHTHorpaduueckue Mpu-
3Haku, TunuuHbie g [ICX, paka TT2K wmu
XOJIJAHTMOTEHHOM KapLIMHOMBI [29, 75, 82, 115].
Hawnbonee BaxkHOI B MPOrHOCTUYECKOM TIjia-
He ocobeHHocThio [gG4-accolMupoBaHHOTO
nopaxeHus [12K 1 KeueBbIBOASIIUX ITyTEH,
B ominuue npexne Bcero oT [ICX, Ob11 X0po-
MW U CTOMKUIT OTBET Ha (papMaKoTepario
koptuxkoctepouaamu (KC) [9, 10, 82]. Eme
OIlHA OCOOCHHOCTb COYETAHHOTO TTOPAKCHUS
2K u GunuapHoOro tpakra — JOBOJLHO 4Ya-
CTOE BOBJIEYEHUE B aHAJIOTMUYHBIN BOCTIAJI-
TETbHO-CKIEPOTUYECKUI TpOIIecC APYTUX
OpraHoOB, Ha3bIBAEMOE B TOT MEPUO/] BpEMEHU
«BHETIAaHKPEATUICCKUMH M3MECHCHHUSIMU TIPU
AUII» [3].

HMrak, pacryimiee yuciao nyoJuKauuid oOT-
JENbHBIX CJydaeB W LEJbIX CepUil K Havyaly
2000-x IT. 0Ka3aJI0 BIUSHHUE Ha TTOCTETICHHOE
(opmupoBanue npeacrabaeHuii 0o AUIT kak
O CHUCTEMHOM 3a00JICBaHMM C 00s13aTeIbHBIM
BoeneueHueM [12K [9, 10]. ITepBoe mpemnrmo-
JioxkeHue 00 3ToM ObLTO BbickazaHo B 2003 .
Kamisawa n coaBT. [38], 0003HAYMBIIMMU
AMWII KaK «CUCTEMHYIO CKJIEPO3UPYIOLLYI0 00-
JIe3Hb». DTa THUIIOTE3a OCHOBBIBAJIACh Ha COITO-
CTaBUMOI MOPGOJIOTMH B pa3HbIX, HO BOBJIE-
YEHHBIX B €IMHBIN BOCTTAJTUTEILHBIN ITPOLIECC
opraHax, XapaKTepPM3OBaBIICIHCS TIPyOBIMU
(buOPO3HBIMU U3MEHEHUSIMU U UHTEHCUBHOM
BocnanuTesibHOW ~ nHbubTpatmein  [gG4-
MO3UTUBHBIMU TUIA3MaTUYCCKUMU KJIETKaAMHU.
TTonoOHOe mipencTaBiaeHre OOJIE3HU CTao
OTUYETJINBO HAITOMUHATh «MYJIBTU(DOKATbHBII
(bubpos», BriepBbIe onmucaHHbI B 1967 T. [28],
0 YeM yXe OBUIO CKa3aHO BHIIIE, HO C eOUH-
CTBEHHbBIM oTnyreM — Comings M COaBT. He
Habmonanu BoBieueHus B pouecc [12K.

JanpHeWIInii HaKOTUIGHHBIN OITBIT C OLIEH-
KOI THUCTOJIOTMIECKUX W KIMHUYCCKUX ITaH-
HBIX MPUBEJI K BBIICJICHUIO IBYX Mpoduieit

natueHToB ¢ AWUII, Ha3BaHHbIX | 1 11 THIOM
aroro 3aboseBanHus [25, 101]. I tun AWUII
XapaKTepU30BaJICs MaHU(DECTUPYIOIIUM
IgG4-accoumnpoBaHHbIM TopaxkeHneM 12K
C YacTbIM BOBJIEYEHHEM JPYTUX OPraHOB-
MMUILIEHEH, SIBJISISICh, BEPOSTHO, CUCTEMHBIM
AyTOMMMYHHBIM 3200JIEBAaHUEM CO crieludu-
YeCKY M3MEHEHHBIM UMMYHHBIM OTBETOM [82].
Harnpotus, II Tun AUTII, ckopee Bcero, sIBIisI-
eTCsl  CaMOCTOSITEJIbHBIM  (CreLMMUUecKuM)
3a0osneBanuemM XK, xapakrepusyommmcs
IpaHyJIOIUTAPHBIM SITUTEINATEHBIM TTOBPEXK-
neHueM [73, 126] v ciy4aiiHbIM COCYILIECTBO-
BaHUEM C SI3BEHHbIM KojuToMm [47, 101].

HenpeprsiBHO momonHsIEMBbIE TaHHBIE O BO-
BJICYCHHOCTU pa3HbIX OPraHOB B EIMHBII
IgG4-accouuupoBaHHbIi (HUOPO3HO-BOCIIA-
JINTENTBHBIN MPOIECC MPUBEIN K TIepEOLICH-
Ke mpeacTaBieHUid He Toiabko 00 AMII, Ho
u o bBM. Bpuio orMeueHO, YTO OOJIBITMHCTBO
MalMeHTOB C 9TUM 3a00JieBaHUEM TaKXKe Xa-
pPaKTepU3YIOTCS TMOBbIlIeHWEM YpoBHs [gG4
B CBIBOPOTKE KPOBU B COYETAHUU C OTCYT-
CTBUEM YCJIOBHO creuu(pUYHbIX aHTUTE,
peructpupyeMblx mipu 0ose3Hu Illerpena
(antn-SS-A/Ro wmm antu-SS-B/La). [IBa
Ipyrux mnpusHaka bM Takxke OJM3KO Ha-
nomuHanu AUIT — BeIpaxkeHHast BocHanu-
TeJbHas WHQUIBTpaLMs CIIOHHBIX KeJe3
IgG4-1103UTUBHBIMU TLJIa3MalIMTaMU U BOC-
CTAHOBJICHUE CEKPETOPHOU (DYHKIIMU ITOCIIe
tepanuu KC. Kpome sToro, HabmoneHus 3a
O0osbHBIM ¢ BM mokaszanu yactoe BOBJeYE-
HUE Ipyrux opraHos, Bkitouas [TK c¢ pas-
Butuem tunuuyHoro AMII 1 tuma, ckiepo-
3UPYIOIIMI XOJIAHTUT, P®, 3a0pIOIIMHHYIO
JIUMGOaIeHOIaTUI0, XPOHUYECKUI THUpeo-
UIUT WIKM UHTEPCTULUAIbHBIN HehpUT [58,
75,79,82, 115,116, 123]. [IpuHuMIAaIbHBIM
otnnuueM bM ot cunapoma Illerpena cran
xopoluuii otBeT Ha Tepanuto KC [58, 75, 79,
115, 116, 123], 4TO NpUBEIO K OKOHYATEJIb-
HOMY pa3rpaHHMYCHMIO IBYX 3THUX 3a00jieBa-
Huii [82].
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Tabauua 1.1. Hcmopus uzyuenus I1gG4-Ab (uz K. Okazaki u coasm., 2013 2. [82], ¢ don. u ucnp.)
Ton | ABTOpHI OnucaHue UCTOpUIECcKOro akTa Ccbutku
1892 | Mikulicz et al. bone3nb Mukyianya [63]
1896 | Kuttner Onyxonb KértHepa [50]
1961 | Sarles et al. [uneprammarnooymunemus ipu XI1 (riepBoe HabONEHME) [90]
1965 | Sarles et al. Tuneprammarnodynmuemus npu XI1 (repsas cepusi ciry4yaes, [91]
MepBoe ONMUCAHNE KIMHUYECKUX CUMITTOMOB)
1967 | Comings et al. HacnencrBeHHbIi MynbTU(OKaNIBbHBII (hUdpocKIepo3 [28]
(6e3 BoBieueHus [12K)
1975 | Waldram et al. [TepBoe ormucanue accormaru XI1 1 CKIepo3UpyIOIIero XoJaHTuTa [122]
C MPEITONOKUTETEHO QyTOMMMYHHBIM TTaTOreHE30M Y CUOCOB
1980-e | Montefusco et al., | OTmenbpHBIE Ciydyan MyIbTH(OKATHEHOTO (hrUbOpOCKIepo3a [18,21,
Barkje et al., ¢ BoBjieueHHeM B miporecc 1K 64, 65,
Nagy et al., 99, 121]
Versapuech et al.,
Semba & Morioka,
Barreda et al.
1991 | Kawaguchi et al. Jlumpornazmanuraphslii ckiepo3upyoomunii maHkpeatut (LPSP) [41]
1995 | Yoshida et al. AYTOMMMYHHBI! TAHKPEATUT [124]
2001 | Etemad & Beinenenue otnensHoit hopmbl XIT — AUIIT B aTnoNOrMYecKoii [31]
Whitcomb knaccucdukauu TIGAR-O
2001 | Hamano et al. INossimenue ypoBHs IgG4 B CBIBOPOTKE KPOBH Y O0JILHOTO [34]
ckyiepo3upyromum nankpeaturom (AUIT)
2002 | Japan Pancreas [lepBble KITMHUYECKUE TUarHocTUeckue Kputepun AUIT [61]
Society
2003 | Kamisawa et al. IgG4-acconmmrpoBaHHas CKJIepoTHYeCcKasi 00JIe3Hb (BEpOSITHO, [38]
¢ 00s13aTebHBIM BoBleueHreM [T2K — AUIT)
2006 | Okazaki et al. Bropbie simoHcKue KIMHUYecKue nuarHoctuueckue kpurepun AUIT [78]
2006 | Chari et al. Awmepukanckue kputepun AUIT (HISORt; kinHrka Mayo)* [22]
2006 | Yamamoto et al. IgG4-3aBucumas miasMamnurapHas 00Je3Hb [123]
2006 | Kim et al. Kopeiickue kpurepuu AUTI [44]
2008 | Otsuki et al. Asuarckue kputepuu AUTT [84]
2008 | Masaki et al. 1gG4-MmynbTrOpraHHbIi AMMbonponrdepaTUBHbIN CUHAPOM [58]
(MOLPS)
2009 | Frulloni et al. UranbsHckue kputepuu AUTT [32]
Ilpumeuanue:

“HISORt — a66peBuarypa: Histology (rucronorinueckue npusHaku), Imaging (Jrydessie), Serology (ceposiornyeckue),
Other organ involvement (BoByieueHue Ipyrux opraHon), Response to steroid therapy (orBeT Ha Tepanuio KC). Kpute-
PUU MPEUTOKEHBI TPYIITION yueHbIX KTMHUKKU Meito (Pouectep, Munnecora) B 2006 1., o6HoBIeHbI B 2009 .
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“M-ANNHEIM — a66pesuatypa: Multiple (MmHorodakropHas), Alcohol (ankoroms), Nicotine (kypenue), Nutrition
(HyrputuBHBIe (akTopsbl), Heredity (HacienctBeHHOCTB), Efferent pancreatic duct factors (¢pakropsl, Bausiolme
Ha otTokK cekpera I12K (o6ctpykims)), Immunological factors (uMmmyHosnorndeckue (akropsi), Miscellaneus and
Metabolic factors (pasianunblie Apyrue U MeTabonnueckue (aktopbl). Kputepuu mpemaiox)eHbl PO yuyeHbIX
Men.dakynbreTa MaHHTeiiMa, yHUBepcuTeTa Xeiinenboepra; Mannreiim, Tepmanus [95]; kputepuun AWUIT 6butn
YCOBEPIIIEHCTBOBAHBI U MPEUTOKEHBI 9TOM XKe rpyroii aBTopoB B 2010 .

Tabauua 1.2. Umanvauckue duaenocmuueckue kpumepuu AUII (Bepona, 2003 2., 2009 e.; no L. Frulloni
u coasm. [32])

Tucronorust IlepunykranbHas TuMdorIa3MouTapHast UHQUIbTpaLus;
HaJIM4ue rpaHyJIOLMTAPHBIX STTUTEIMAIbHBIX TOBPEXKICHMIA;
OTCYTCTBME MIPU3HAKOB aTUTTAU STTUTEITUS

l'[pez[nonararoume JUar{Ho3
METOAMKU BU3YyATU3ALIUN

Muddysnoe unu ouarosoe nopaxenue 12K, orcyrcraue
pacumpenust [T nmpu nuddysHoit hopme; oTCyTCTBUE
MepuUnaHKpeaTnyeckux U COCYAUCThIX TOBPEXKACHUI

Accoumanusi ¢ IpyruMu S13BeHHbIN KOIUT U 601e3Hb KpoHa, cunapom Ilerpena, I1BLI,
ayTOMMMYHHBIMU 3a00J1€BAaHUSIMU TICX, P®, ayToMMMYHHBII TUPEOUIUT, TYOYJTOMHTEPCTULIMATIbHBIN
Hedput, yBeut, bBM

Ortset Ha Tepanuio KC PasperiieHrie CMUMIITOMOB, PeIyKIIMsI BCeX MPU3HAKOB, BKIIIOYAst

PEHTTEHOJIOrMUECKUEe MapKephbl

J1is1 ycTaHOBJIEHMS IUArHO3a 1OCTATOYHO:
* Y ONEPUPOBAHHBIX MALIUEHTOB — PE3YJILTaTOB I'MCTOJIOTMYECKOTO UCCIE0BaHUS;
* Yy HEONEepPUPOBAHHBIX — coueTaHusl 3 1 Oosiee BbIllIeyKa3aHHbIX KPUTEPUEB

Tabauua 1.3. O6nosrennvie kpumepuu HISORt (Kaunuka Meiio; CIIA, 2009 2. [24])

Ipynma A Hunarnoctuyeckas rucrosorus (H,)):

Tucronorus (ompeneaeHHbIE 1) B pe3eliipoBaHHbBIX 00pa3lax

TPU3HAKN) 2) 6uonicust [12K B 30He ¢ HarGoee BEIpasKeHHBIMY U3MEHEHUSIMU'!
Ipynna B Tunuynble npusHaku AU o naHHBIM MeTOAMK Bu3yamusaun® (1)

MeTtonvku BU3yaar3atim?
U Ipyrue Mpu3HaKu

B COYETAHUU C:
- nopbliienneM IgG4 B miasme kposu (S,/S)),

- BOBJIeueHueM apyrux opraHos (O /O,),

- coyeTaeMble Pe3ybTaThl THCTOIOrMYeCKOro uccneaopanus (H,)*

Ipymna C Otser Ha Tepanuio KC (Rt)) — paspeuienune/yiyyiieHue

Otget Ha Tepanuio KC: MaHKPeaTU4YeCKUX /Wi BHETIaHKpeaTUIeCKUX MOBPEXACHUM y—

* TIAlMeHTHI Tpynm A wiu B; OOJIBHBIX C TTOKA3aHUSIMHU JJIS CTEPOUTHON Teparu:

* TallMEeHThI 0€3 TUMTUYHBIX 1) MammenTst rpymnm A wiu B
BU3YAIU3ALUOHHBIX 2) [NaumneHTsI 63 TUIMMYHBIX BU3yaTH3aMOHHBIX MPU3HAKOB (I,/1,)
MPU3HAKOB, HO C IPYTUMU B OTCYTCTBME JaHHbIX 32 paK, UMeloline 1 13 ocHOBHBIX (S,,0,)°
BO3MOXHBIMU Mapkepamu AUTT VUIM 2 TIPEIITOJIaraloInX (SZ,OZ,Hz)6 npuzHakoB AUTI

3) [pumenenne KC B oTcyTCTBHE YOS TUTEIBHBIX MJIM KOCBEHHBIX
npu3HakoB AWII 1o/sKHO peKOMEHIOBAThCS ¢ KpalHei
OCTOPOKHOCTBIO

Ilpumenanue:

! IpOBOAMTCSI B TOM CJly4ae, ecii y G0JIbHOTO MMEET MECTO oyaroBoe obpaszoBaHue B TKaHu [12K u/unu mexaHuve-
CKasl XKeJTyxa KaK CJIeICTBUE OOCTPYKIIMK TEPMUHAIBHOTO OT/E/a XOJIeI0Xa B OTCYTCTBUE YOS IUTETbHBIX TPU3HAKOB
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3JIOKAQYE€CTBEHHOTIO IIpoLecCa NI HEAOCTATOUYHOCTU APYIUX NUATHOCTUYECKUX ITPU3HAKOB AUNII (CCpOJIOl'I/I‘IGCKI/IC
TIpU3HAKW, BOBJICUCHUE OPYTUX OPraHOB, B T.4U. U C TOUKU 3PECHUSA JOCTYITHOCTU IJIs1 6I/IOHCI/II/I);

2 kommbiotepHas (KT) win MarHutHO-pe3oHaHcHas ToMorpadust (MPT);

3 muddysnoe mopaxkenue 12K ¢ HamuureM TUIOIEHCUBHOTO 000aKa 10 repudepun oprana, 1uddysHoe cyXeHue

I'TITI c HepOBHOCTBIO €TO KOHTYPOB;

* dubpo3 B coyetanuu ¢ auMdorIIa3zMaluTapHoit UHGUIBTpALUE;

>nobiieHue IgG4 Gonee yeM B 2 pasa OT BepxHeil IpaHuIIbl pechepeHTHOro nHTepBana (S1) miu yoeaureabHbIe 10-

Ka3aTe/IbCTBA BHEMAHKPeaTHIeCKUX nopaxenuii (O,);

’ noBbiieHue IgG4 meHee yeM B 2 pa3a OT BepXHeil rpaHULIbI peepeHTHOro MHTepBajia (S2), KIMHUYECKKE,/paano-
JIOTUYECKUE MIPU3HAKU BHEMAHKPEATUYECKUX MopaxeHuit (O,), conocrtaBuMble ructonornyeckue usmenenus (H,).

Tabauua 1.4. O6nosrennvie kpumepuu M-ANNHEIM (Mannueeiim, lepmanus, 2008 e., 2010 e. [96, 97])

I [ucronorust

TunuyHble rUCTONOTUYECKUE NpU3HaAKH

II | Busyanusauwus u ceposiorust | TUnuuHbIe MPU3HAKY 110 JAHHBIM METOIMK BU3yaIu3alluu!

III | OtBer Ha Tepanuio KC

areHramMu

+ SIBHbIe Tpu3HaKK BoBieueHHOCTH [12K? 1

* [loBbieHnue ypoBHst IgG4, unu BoBieueHue Ipyrux
OpTraHOB C UMMYHHOTUCTOXUMHWYECKUM TTOATBEPXKICHUEM
IgG4-Mo3UTUBHOCTU TKAaHEM, UK APYTHE ayTOMMMYHHbIE
3a00J1eBaHUsI, WIK Ipyrue ayToaHTUTeNa

* OtBet Ha Tepanuio KC win ipyrumy UMMYHOCYIIPECCUBHBIMU

IV | Ceponorus u npyrue

SBHBIE pU3HaKK BoBieyeHHOCTH [12K? 1 noBbILLIEHIE YPOBHS
ayToMMMYHHEBIe 3a0oneBanus | IgG4 u npyrue ayToMMMyHHbBIE 3a00J1€BaHUST

V | Ceponorus uiam apyrue

SIBHbIe TipU3HaKky BoBieueHHOCTH [12K? 1 MOBbIIIEHE YPOBHSI
ayToMMMYHHBIe 3a0oneBanus | IgG4 unu npyrue ayTouMMyHHBIE 3a00J1€BaHUST

1, v 11, wum I11 — onpenenennbiit AUTT
IV — BepositHbiit AUTT
'V — Bo3moxxHbIit AUTT

Ilpumenanue:

"'KT wiu MPT wiu sHmockonuyeckasi petporpaiaHasi maHkpearoxosnanruorpadust (DPXIIT) B couetaHuu ¢ MOBbI-
wenuneM IgG4 wnu apyrux ayToaHTUTEN, HalpUMep aHTUHYKJIeapHbIX;

2 [IpU3HAKM MTAaHKpeaTuTa Win arpodus napeHxumsl [1K ¢ mpusHakamMu HEIOCTATOYHOCTH.

Takum o0pa3oM, HcCleIOBaHUST TTOCTAETHE-
IO JECATWIETUSI, CYIIECTBEHHO IOTOJHUB
OPUTHHAJIBLHBIA TEPMUH «MYIBTH(OKATBHBIN
WAMOTIAaTUUeCKUit (HUbpockiIepo3» 60-x T
XX Beka, TIpUBEIX K OCO3HAHUIO HAMU HOBO-
ro cucremHoro 3aboneBanust — IgG4-Ab [82].
Ha ceromHsiiHuii 1eHb B JUTEpaType MOX-
HO BCTPETUTh 3 TepMUHA, HECKOJIBKO IIMPE
onpenenstomne IgG4-Ab:

* IgG4-acconmmpoBaHHas CUCTEMHAs CKJIe-

posupyromias 6o1e3Hb (IgG4-RSSD) [75],

* cucteMHblit IgG4-accolmmpoBaHHbBIN
ma3MauuTapHbiii cuaapom (SIPS) [123],
* [gG4-n103UTUBHBIN MYJIBTUOPTAHHbBII

JmMdoriponrdepaTUBHBIA CHHAPOM
(IgG4-MOLPS) [58].

Henb3st He 3aMeTUTBh, UTO BCe TIPE/ICTABIICHHBIC
BbIIIIE TEPMUHBI YIOBJIETBOPSIIOT COBPEMEH-
HbIM npeactapiaeHusM o6 IgG4-Ab, Bkiovas
TIOHSITHE O:

* IgG4-accoumanuu,

* CUCTEMHOCTH TTOPaXXEHUSI,
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* ob1rHOCTH MOopdosoruu (Jimmoriazma-
nuTapHas THOUIBTpaus 1 ¢Gpudpos).

UsieHaM CO3MaHHBIX MCCIEIOBATEIbCKUX KO-
mutetoB 1o IgG4-RSSD (pykoBogutenb —
npod. Okazaki) m IgG4-MOLPS (pykoBo-
nutens — npod. Umehara) ynanoch npuiit K
€IMHOMY MHEHMIO O TOM, UTO TepMUH «IgG4-
acCOUMUPOBaHHAsT O0JIE3Hb» SIBJISIETCSI HaW-
OoJiee YHUBEPCAIbHBIM U JOJKEH HCMOJb-
30BaThCs MoBcemecTHO [115, 116], uto GbLIO
(uHanbHO 3akperuieHo petieHueMm [lepBoro
MexnyHapogHoro cumnosuyma mo IgG4-
ABb B bocroHe (rmmom TmpencenaTeabCTBOM
npod. Stone u3 MHoronpoduIbHON KIMHU-
K1 Maccauycerca) [29, 106]. Torma xxe ObLIN
MPUHSTHL TIPOYME TEPMUHBI, HOMEHKIIATY-
pa u marosiorndyeckue kpurepuun IgG4-Ab,
TPEe/ICTABJIEHHBIE C YYETOM KaK OOMIWX, TaK
M YaCTHBIX OCOOEHHOCTE BOBJIEYEHHOCTHU
OTIEIBLHBIX OpraHoB [106].

Wrak, 3aBepiiiag UCTOPUIO OTKPBITUS U (Pop-
MMPOBAaHUSI AKTYaJIbHBIX Ha CErOMHSIIHUI
neHb mpeacrasiennii o6 IgG4-AB, Heobxo-
JIMMO TIPUBECTH BCE BaKHEWIIIME MCTOpUYE-
ckue (hakThl, CBEIEHHbIE B EIMHYIO TAOJIUILY
(Tabn. 1.1), 6onbiIast YaCTh U3 KOTOPBIX MO/ -
poOHO 00CyXIanach BBIIIE, & TAKXKE HUHTE-
pECHbIE B UCTOPUYECKOM aCIEKTe, HO YyXe
yCTapeBIlIUE CETOMNHS JMAarHOCTUYECKUE KPU-
tepuu AUII (ta6m. 1.1—1.4). Cmbich ux npu-
BEIEHUS KPOETCS HE TOJIBKO B UCTOPUYECKOM
0030pe, HO U B TEOPETUYECKON BO3MOXKHO-
CTU UX PETPOCTEKTUBHOIO UCMOJb30BAHUS,
OLIEHKU JAaHHBIX paHee OMyOJIMKOBAaHHBIX
KJIMHUYECKUX CIy4aeB U UX CEPULA.

1.2. O6wme npepgcraBneHus
06 IgG4-Ab

IMamumenter ¢ IgG4-Ab xapaxkrepusyrorcs
IUDOY3HBIM WM JTOKAJTbHBIM (0YaroBbIM,
HOIYJISIPHBIM) TIOpakeHHUEM CaMBbIX pa3HBIX
opraHos [25, 26, 28, 35, 41, 50, 57, 63, 71,

88—90, 93, 101, 105, 109, 112—114, 124, 125],
BO3HUKAIOIIUX CHHXPOHHO (OAHOMOMEHTHO)
WM METaXpOHHO (MOCJeIOBaTeIbHO C pa3s-
HBIMU BpEMEHHBIMU HHTepBasamu) [9, §82].
ITatonornyeckuit mpolecc OOYCIOBIEH BbI-
paxxeHHO! WHdUABTpauueil auMdounuTaMu
Y TUIa3MalUTaMM C MOCIEAYIOLIMM Pa3BUTH-
eM ¢udpo3sa [115]. DTonorus atoro 3adoJe-
BaHUSI 10 CUX HE M3BECTHA, OJHAKO HEKOTO-
pbie BJIeMEHThI IaTOreHe3a C JeTajau3alueit
AHOMAJIbHBIX MMMYHOJIOTMUYECKUX peaKlnii
aKTMBHO u3y4aloTcsi. bojieioT mnpeumyiie-
CTBEHHO MYXUYMHBI CPEAHETO WM MOXUIOrO
Bo3pacra. KiimHu4eckass KapTuHa BapbUpy-
€TCS B IIMPOKMUX IpejaejaXx B 3aBUCUMOCTH
OT KOMOMHAIIMM TIOPaXXCHHBIX OPraHOB-
MHUILIEHEI UM BBIPaXXEHHOCTU IIpoliecca.
Bouibliast yacTh M3BECTHBIX CIYyYaeB XapakTe-
pY30BaJIach XOPOIIMM OTBETOM Ha Tepariuio
KC 29, 34,58,75,79, 81, 106, 115, 116, 123].
OnHaKO AOJrOCPOYHBII ITPOTHO3 10 CUX ITOP
JIOCKOHAJIbHO HE OIlpelieieH BBUIY OTHOCH-
TeJIbHO MaJIOro YKcjia HabIIoAeHUIA, YpE3BbI-
YaifHOro pa3HO00pa3ust KIMHUYECKUX (OpM
1 BaprabeIbHOCTH MOAXOI0B K Ha3HAYCHUIO
KC (mo3bl, cpoku). OrpaHMYMBaAIOIIAM MO-
MEHTOM B OIIpeIeJICHUM IPOrHO3a MOXHO
CYMTATh 1 YaCTOE PA3BUTHE OCIOXHEHUI: Me-
xaHnueckou xentyxu (IgG4-CX u/unu ova-
rosasg ¢opMma I tuna AUII ¢ nokanuzaruei
B rosoBke I12K); rugpoHedposa BcaeacTsue
nporpeccupyitomero PII® co caaBiaeHuem
MOYETOYHUKOB; JbIXaTeJIbHON HEI0CTATOY-
HOCTU BCJICICTBME BOBJICUEHMSI B BOCIHAJIM-
TeJIbHO-(DUOPO3UPYIOLINI TIpOLIECC JIETKUX
u T.o. [29, 34, 35, 39, 40, 58, 75, 7981, 106,
109, 112, 115, 116, 123].

1.2.1. HomeHknaTtypa lgG4-Ab

[lepBasg TOmBITKA CO3MaTh HOMEHKIATYPY
«IgG4-accounmnpoBaHHOM CKIIEPO3UPYIOLIEH
6one3Hu» Ha monenu AWMIT ¢ BHenmaHkpea-
TUYECKUMU U3MEHEHUsIMU [75] TJaBHBIM
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Tabauua 1.5. [Ipeonoumumenvras Homenkaamypa cucmemuvix nposenenuil 1gG4-Ab dns omoeavHbix opeanHbix
nopaxcenuii (uz J. H. Stone u coasm., 2012 e. [ 106], 6 moouguxayuu K. Okazaki u coasm., 2013 e. [§2]; c ucnpasn.)

OpraH, crcTeMa, TKaHb

HpC,Z[HO‘ITI/ITCJ'ILHOC Ha3BaHUE

K

I tunm AUIT (IgG4-accounmpoBannbiii AUTT unu IgG4-All)

[naza

IgG4-acconmmpoBaHHOe O TaIbMOJIOrMYecKoe 3ab0IeBaHNEe — OO
TepMMH TepuoKyasspHoii MaHudecrauuu IlgG4-Ab. Beinensercst MHOXe-
CTBO MOATUIIOB, HEKOTOPBIE XaPAKTEPUCTUKU KOTOPBIX MPUBEICHbI HUXKE

CI1e3HbIe Kele3bl

IgG4-accouumpoBaHHbIN TaKPUOAAEHUT

Msrkue TkKaHU OpOUTHI

IgG4-accounnpoBaHHOe BocTajieHe OpOUTHI (BOCTIAIMTEIbHAS TICEBIO-
OITyXOJIb OPOUTHI)

nOpa)KCHI/IC MBI 0p6I/ITI>I

1gG4-accounnpoBaHHbIi MUO3UT OPOUTSHI IJ1a3a

[TopaxeHne opOUTHI
C BOBJICUEHHEM MHOXKECTBA
aHaTOMMYECKUX CTPYKTYP

IgG4-accouumpoBaHHOE MaHOPOUTAIBHOE BOCTIAIeHHE (C BOBJIEYCHEM
CJIE3HBIX XKeJIe3, MyCKYJIaTypbl OPOUTHI U IPYTUMU TTOTEHIIUATbHBIMU
BHYTPMIJIA3HBIMU OCJIOXKHEHUSIMU)

CITIOHHBIE KeJIe3bl
(OKOJTyIIIHbBIC
¥ TIOTHMKHEYETIOCTHBIE)

IgG4-accounnpoBaHHbBIN CUAIONEHUT WK Oosiee crietnGuuHo —
IgG4-accommupoBaHHblii mapotut U IgG4-acconmpoBaHHas 60JIe3Hb
TTOTHVKHEYETIOCTHBIX XKeJie3

IMaxuMeHUHTUT (BocTaJieHue
TBEPJOI MO3TOBOI 000JIOUKMN)

IgG4-accolmmpoBaHHbI TAXUMEHUHTUT

Tunodus IgG4-accolmupoBHAHHBII TUITODUZUT

Tupeounur IgG4-accomnpoBaHHas TupeounHas 00ye3Hb (Tuepouaut Pumess)
AopTta IgG4-accoummpoBaHHBI A0PTUT (ITEPUAOPTHUT)

Aptepun IgG4-accounmpoBaHHEIN TTEpUAPTEPUUT

CpenocteHue IgG4-accormmupoBaHHbBIM MEIUACTUHUT

3a0pIOIMHHOE ITPOCTPAHCTBO

IgG4-accounmpoBaHHBIN PEeTPOIIEPUTOHEATbHBIN (GUOPO3

Bpbikeiika IgG4-accoummpoBaHHbI ME3EHTEPUUT
Koxa IgG4-accounmpoBaHHas 00JIe3Hb KOXU
Jlumbatuaeckue y3ibl IgG4-accormmmpoBaHHas TuMQoaaeHOIATHS

BunmnapHblii TpakT

IgG4-accounmpoBaHHBIN CKIEPO3UPYIOIINIA XOTaHTUT

2KeTaHbIii Ty3bIph

IgG4-accommpoBaHHbBIN XOJEUCTUT

IleyeHb IgG4-accounmpoBaHHasi rernaronaTus (30HbI MOPaKeHUs MapeHXUMBbI
0e3 BOBJIEUEHUSI IPOTOKOB)

Jlerkue IgG4-accouumnpoBaHHas JerouyHasi 60Je3Hb

[lnespa 1gG4-accounmpoBaHHbIi MIEBPUT

Tlepukapa IgG4-accouupoBaHHbI TIEPUKAPIUT

TMouku IgG4-accounnpoBanHas 6o0Je3Hb novek. [lopaxkeHue noyeyHoi mapeH-

XMMBI TIPOTEKaeT B ABYX popmax — IgG4-accounrpoBaHHBIN TYOYIOMH-
TEPCTUIMATBHBIN HE(PUT 1 MEMOPAHO3HBINT BTOPUYHBIN TIIOMepyIoHed-
put. [TopaxkeHue oxaHku nmouek — IgG4-accouMrpoBaHHbBIN TTUETUT

MoJtouHBIe XKeJIe3bI

IgG4-accoummpoBaHHBIN MACTUT

Hpe,Z[CTaTCJII)HaH KeJiesa

IgG4-accolmmpoBaHHbIIA TPOCTATUT
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obpa3oM Oa3upoBasach Ha pa3BUTUN BOCMa-
JINTENTbHO-(GUOPOTUYECKOTO Mpoliecca pas-
JIMYHOM JIOKAJIM3allMK, XapaKTepr3yIoIIero-
csl O0OBEMHBIM YBEJIMYEHUEM BOBJICUCHHBIX
B IpOLIECC TKaHEH, 1LIeJbIX OPraHOB WU UX
yacTei, HEPEeNKO HWMMUTHUPYS OIIyXOJIEBBIA
npouecc. Homenknatyper «IgG4+ SIPS»
n «IgG4+ MOLPS» [58, 123] 6a3upoBainch
MPEeuMYIIeCTBEHHO Ha JUMdOIuIa3MoLuTap-
HOW WHOUIAbTpAllMM B OpraHax-MHIIEHIX
C aKIIEHTOM Ha OBICTPYI0 OMHAMUKY IIpO-
1ecca — yBeJIMYEHUE OopraHa B pa3Mepax 0e3
OLICHKM BbIpaxkeHHOCTH ¢uodpo3a. [TpuumHb
HEOIHO3HAYHOTO TOAXoJa K HOMEHKJIaType
00JIe3HM MOHSATHBI — KOTAa pevyb UAET O BO-
Bneuenuun 12K [75], mpoTekatomem 6e3 TH-
nuyHoi kapTuHbl XI1 (6oau 1 gucrencus),
MpOoLIeCC HEPEOKO JIUTCS 10 MOMEHTA Jauar-
HOCTUPOBAHUS BechbMa J0JIro — (pudpo3 Kak
CJIEICTBUE JUIMTEIILHOM  BOCIAIUTEIbHOM
VHQUIBTPALUN yCreBaeT c(opMUPOBATHCS,
B TOM 4ucie U B oTnajieHHbIX oT [12K opra-

Hax-muieHsx. Korma mpoiiecc JoKanmsy-
eTcsa B Ooyiee MOCTYIHBIX JUISI TUAaTHOCTUKU
opraHax (opOuTta, CJIIOHHbIE Xeje3bl, JUM-
daTtnyeckue y3Jabl, Koxka) OOJIbllee UYMCIO
cIyJyaeB XapaKTepU3yeTCsl paHHUM oOpaliie-
HHEM U MacCUBHOI TMMGOIIIa3MOIIUTapHOMI
WHUIBTpaell ¢ MUHUMAJIBHBIMU SIBICHU-
SIMU (PUOPO3HBIX UBMEHEHMUIA.

JpyruMm oOBSICHEHUEM MOJ0OHOIO0 HECOOT-
BETCTBMSI MOXKET SIBUTHCST (DAKT BapruabeIbHO-
CTU (pUOPOTUYECKUX U3MEHEHUI B 3aBUCUMO-
CTH OT opraHa-mMuiIeHn. HecMoTpst Ha TO 4TO
uHwisTpauus 1gG4-no3UTUBHBIMU KJI€TKA-
MM U TIoBbIlIeHUEe YpoBHS IgG4 B CHIBOPOTKE
KPOBHU IIPEICTABJISIIOT XapaKTePHbIE MPU3HAKK
IgG4-Ab mo6oit ToKanM3aluy, BHIPAKCH-
HOCTh (pubOpo3a BapbUpyeTCs B pa3IUYHBIX
opraHax [82]. Dtu HabIIOOEeHUS BecbMa Ha-
IIOMUHAIOT MYJIBTU(OKAILHBIA MAMOIAaTHYE-
ckuii pubpockiepos [28]. Tak, crpopudopm-
HbIE (Hubpo3 u obauTepupyoIInil GIeoUT

Tabauua 1.6. [hasusie u donoanumenshole eucmonamonoeuteckue kpumepuu IgG4-Ab, munumanvHoie
duaeHocmuueckue Kpumepuu nopaxicenus opyeux opearos npu IgG4-Ab. Jlanuvie mexncoynapooroeo
KoHceHcyca namonozoarnamomoe (u3 V. Deshpande u coaem., 2012 . [29], ¢ nosch.)

1 BeipaxenHas («mioTHasi») TuMboriazMounTapHas UHGOWIBTpaLus

2 Ddubpo3, UMEIOLINIT CTPOeHUE CTOPUOMOPMHOTO, TI0 KpaiiHeil Mepe B LIEHTPaIbHOI 30He

3 Oo6nutepupytonuii hacout

Die6ur 6e3 obIMTEpALIMK TIPOCBETA COCYIa

1

2 VBeIMYeHHOE YMCI0 203UHOMUIOB B BOCTIATUTEIbHOM UH(MUIBTPATe

1 XapakTepHbIe TUCTOIATOJIOTUYECKUE TPU3HAKN B COUETAHUU C TTOBBIIIEHNEM KonndecTBa IgG4-
MMO3UTHUBHBIX TIa3MAlIMTOB B KPOBU U COOTHOMLIeHUsI ypoBHeit IgG4 / 1gG-o6mmii >40%

Ilpumenanue:
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23

XapakTtepHbie THCTOJIOTMYECKHE NPU3HAKHI:
1. BeipaxxeHHast iuM@oria3MaHUuTapHast

WHQUIBTpaIs
2. ®ubpPo3, TUIMMIHO-CTOPUODOPMHBII
3. ObnuTepupyoomuit ¢hiaeout

Jlokamm3anus

Tsepnast Mo3roBast 000J04YKa
Clie3Hble XeJe3bl

CIIIOHHBIE KeJe3bl

Jlumbatudeckuii y3ein

Jlerkoe (pe3eiMpOBaHHBIN CETMEHT)
Jlerkoe (Guorcust)

[lneBpa

T12K (pe3eniipoBaHHbBIM CErMEHT)
IT2K (6uoncus)

BunuapHbIii TpakT (pe3elMpoOBaHHbBIN CETMEHT)
BunuapHsbiit TpakT (6rorcust)
[Neuens (pe3eIPOBAHHBINM CETMEHT)
[Neuens (6uorncus)

[Touxka (pe3eMpoOBaHHbIN CErMEHT)
ITouka (Guormncus)

AopTta

3a0pIOIIMHHOE MPOCTPAHCTBO

Koxa

> 2 IpU3HAKOB 1 mpu3HaK

Yucao IgG4+ nia3mauuTos B noJie
3peHHs NPU OOJIBIIOM YBeJTHYeHHN

> 10 >10

> 100

> 100 > 100
> 50
> 20 >20

> 50
50
>10
50

>10 >10

50

> 10 > 10
> 30
~10
- 50
>30

> 200 > 200

Ceppble sTIeiiku | 1gG4 Bo3MOKHa

Pucynox 1.2. Cxema ouaenocmuxu IgG4-Ab ¢ ucnoavzosanuem eucmonsoeu4ecKux Kpumepues
(adanmuposaro u3 V. Deshpande u coaem., 2012 . [29], c uzm.)

HaunboJiee XapaKTepHBI TIPU TTOBPEKICHUSIX
K u OunmapHoro tpakra (T.e. must AUIIL
u IgG4-CX), 6onee Toro, creneHb MOBPEX/Ie-
HUSI TAKKE PA3INYAETCs Y Pa3HbIX MAIIMEHTOB.
Hanpotus, rpy0Obiit (pudpo3 04eHb penko pas-
BUBAETCSI B CJIE3HBIX UJIU CTIOHHBIX XKeJe3ax, a
TaKKe TUM(aTUIeCKNX y3/Iax.

TeKalolIMe CUHXPOHHO WM MEeTaXpOHHO,
npubausuTesbHo y 10—20% nanueHToB UMe-
eTCsl TOJIBKO OJIHA TePBUYHAS JIOKATU3AIUST
0e3 BOBJICUEHMUSI APYTMX OPTaHOB. DTOT (haKT
JI0 CHX TIOp OCTaeTcs MPEeIMETOM U3yYeHMs,
T.K. HEMOHATEH ITaTOTeHeTUYECKUii Mexa-
HM3M, OOeCIeYMBAIOIIM B ONHOM CJIydyae
CUCTEMHOCTD ITOPaXKEHHSI, a B IPYTOM — CTPO-

* JInst peacTaBieHUsl O MYJIBTUOPTaHHOCTH MOPaXKeH sl TPU OUE€BUIHOM BOBJICUEHHOM OJTHOM JJOKAIU3aluK1 He00X0-
NIMMO HaJIMyue 1o KpaiiHei 3 u3 4 yKazaHHbIX KPUTEPUEB.

V 6onbimmHcTBa nauueHToB ¢ IgG4-Ab nme-

0TCSL MYJIBTUOpPIaHHbIE MOBPEXIEHUs, mpo- L Y© OpraHoCIeHUpUIHOCTD.
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Bnepsrie B 2012 . Ha MexxayHapoIHOM CUM-
nosuyme mo IgG4-Ab Obuta mpemioxkeHa
HOMEHKJIaTypa MOpakeHUI OTAEIbHBIX Opra-
HOB (Tabx. 1.5), B KOTOpOIi clioBOCOYETaHKE
«IgG4-accollMnUpOBaHHBIN»  MCIOJIB3YETCS
B KayecTBe MOAM(UKaTOpa, 3a UCKIIOUCHUEM
nopaxenust I12K [106], MOCKOJBKY TepMHUH
AWII I Tuna yxe 3aKpernuicsl B HAy4HOM v~
Tepatype. AJbTepHaTUBHO 3TOT noarur AUTT
MoxeT Ha3biBaThcsl «IgG4-accolmmnpoBaHbIM
MmaHKpeaTUToM». M3 mopaxeHuii OMIMapHOro
TpaKTa B 3TOM HOMEHKJIATYPHOI CUCTEME BbI-
JIEJICHO OTAEJbHO MOpaXKeHUE KETUHOTO IMy-
3bIpSI U KETYEBBIBOMSIINX MyTel, B MOCIEI-
HEeM cjIyJyae pPEeKOMEHIOBAaHO MCIT0JIb30BaTh
TEPMUH «CKJIEPO3UPYIOIMM» 11 aKLEHTH-
poBanust otnumii [gG4-CX n I1CX.

1.2.2. Mopdonorus IgG4-Ab
(MeXxpgyHapofaHble KpUTepuu KOHCEHcyca
naronoros gns auarHoctuku lgG4-Ab)

Hnsa cranmaptuzauuu Bepudukamuu IgG4-
Ab MO THCTONOTMYECKUM JaHHBIM TIPUHSITHI
MEXIyHapOIHbIE  TUCTOJIOTUYECKUE  KpU-
Tepuu (tabm. 1.6) [29], BkIOYamolye TpU
[JIaBHBIX TUCTOMATOJIOTMYECKUX —TIpU3HaKa
W JOTIOJIHUTENIbHBIE (Majble) TUCTOJIOTIYe-
CKHUe TIpu3HakKu. MMMyHOTMCTOXMMMYECKOE
WCCIeIOBAaHME  BBISIBIISIET — BapuadeTbHYIO
vuHwisTpaunio 1gG4-no3UTUBHBIMU  TUTA3-
MaTUYECKUMM KJIETKaMH, YMCII0 KOTOPBIX U3-
MEHSIETCS B 3aBUCUMOCTH OT BOBJIEYEHHOTO
opraHa [107] (puc. 1.2). Tak, 151 IMarHOCTUKKU
IgG4-accollMMpoBaHHOTO TIOPAXEHUS CJIe3-
HBIX, CIIIOHHBIX XeJe3 U TUMGbaTUIECKNX Y3-
JoB Heobxonumo 6osee 100 IgG4-mo3uTUBHBIX
TUTa3MAalUTOB B TIOJIE 3PEHUS C OOJBIINM YBe-
mmyenveM (I13BY), mwia koxHoro mopaxe-
Hus — 6onee 200. Hanmpotus, 1151 Bepuduka-
IIVY TIOpaKeHUs TIe4eH, OUTMapHOTO TpaKTa
u [TXK HeobxonuMo mpucyTcTBre Oosiee YyeM
10 xnerok B [I3BY B MaTtepuase, monaydyeH-
HOM TIOCPEICTBOM TYHKIIMOHHOU OuoTCHH,

n 6ojee 50 IgG4-103UTHUBHBIX TUIA3MALUTOB
B FMCTOJIOTMYECKOM MaTepuaie, ImoJy4eHHOM
XUPYPTUUECKUM TMyTeM (pe3eKLius).

Jns uneHTUuduUKau BOBICYEHUS APYrUX
OpPraHOB HEOOXOAMMO HaJlnuue, Mo KpaHen
Mepe, TpeX, a UaeaabHO YeThIpex CAeAYIOIIUX
kputepueB [gG4-Ab:

nosblilieHue yncia IgG4-no3uTUBHBIX
MIa3MaTUYECKUX KJIETOK U YBEJIMUEHUE
ko3¢ dummenra coorHomenus IgG4 / IgG
B IJ1a3Me KPOBU;

BBICOKas KoHIIeHTpanusa IgG4 B mma3sme
KpOBU,

ITOJIOXKUTEIBHBIN OTBET Ha Teparmio KC;
BOBJICUCHUE IPYTUX OPraHOB, YKJIalblBalo-
meecs B npeacTtasieHue oo IgG4-Ab.

Takum obpazom, a1 BepubUKaLMM HOBOM
nokanuzaiuu 1gG4-Ab BaxXHBI THUCTOJIOTH-
YeCKHUe KPUTEPUHU, HO I OKOHYATEJIBHOrO
YCTaHOBJIEHUSI MHOXECTBEHHOCTH TTOPaXKEHMSI
HeoOxoquMa KOMOMHAIMSI ¢ KIMHUYECKUMHU
JaHHBIMU, BKItovas conepxkanue IgG4 B kpo-
BU U1 oTBeT Ha Tepanuio KC.

1.2.3. KoHuenuwms IgG4-
accoLMMpoBaHHOIO Nopa)KeHus
naHkpeaTo6unnapHoW cucTeMbl

COBOKYITHOCTh JIBYX BaXXKHEWILIMX KIMHUYE-
CKMX acTeKTOB — JIOMUHMPYIOIIasl 4acTo-
Ta nopaxeHus: 12K u OunnapHoro Tpakra
B ctpykrype IgG4-acconmmpoBaHHOII TaTo-
Joruu (1, COOTBETCTBEHHO, MX M3YYCHHOCTB),
a TaKKe TPYAHOIOCTYITHOCTD IJIST IOJIyYEeHU
JIOCTATOYHOTO KOJMYECTBAa Marepuaja Mop-
(osormyeckoro uccieqoBaHus 6e3 omepa-
THBHOTO BMeEIIIATEIbCTBA OTIPEICTIUIN HEeo0-
XOIMMOCTh PacCMaTpUBaTh MOPaKEHUE ITUX
opraHoB Haub6oJjiee moapodHo. IloBblilIaeT
aKTyaJIbHOCTb 3TOM MPOOJeMbl 1 HEOOXOIH -
MOCTb AuddepeHIMalbHON IUarHOCTUKU
nonturnioB AUII, 1gG4-CX u mepBUYHOTrO

1.3. KnuHuyeckue gnarHoctmnyeckme kputepum IgG4-Ab
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ckiieposupytoiero xonanrura (ITCX), rnas-
HBIM 00pa3oM BBUAY OTAWYUI B TPOTHO3E
1 BO3MOXHOCTU oTBeTa Ha Tepanuto KC. ITpu
3TOM CJIelyeT OTMETUTb, UTO OoJiee TOAPOOHO
BCE YIOMSIHYThIE BOIMPOCHI OYIyT OCBELIEHbI
B CIELIMAIIBHO OTBEIEHHBIX TSI 9TOTO TaBax
(IT w IIT).

1.2.3.1. Tun | AUIN (IgG4-AUM)

CyMMUpOBaHUE AAHHBIX CO BCEX PETMOHOB
Mupa, Ipexae Bcero u3 SnoHuu, ¢ akueH-
TOM Ha HECKOJBKO OIOPHBIX MCCIICAOBAHUMI
[25,101] mo3BoauMIM caenaThb OIHO3HAYHOE
CyXJIeHWe O HAIMYMU JBYX Pa3IMYHbIX MOJI-
tunoB AUIT — 1 u I1.

I Tunn AUTI ¢ yayeToM rMCTOJIOTMU MOKHO 000-
3Ha4nTh Kak LPSP, mockonbky B IT2K BbISIBIISI-
FOTCS CIICAYIOIINE XapaKTepHbIE OCOOCHHOCTH:

* BeIpakeHHass MHPUIBTpAIs Iia3Ma-
TMYecKUMU KiaeTkamu (6onee 10 1gG4-
MMO3UTUBHBIX TJIAa3MALIMTOB MO OOIBIITUM
yBenmueHreM u otHomreHue IgG4 k IgG
6osee 40%) u numdoLuTamMu;

* cienubudecKuit CTopruoOPMHBIN WU
LIUPKYJISIPHBIN (UOpo3;

* MIepUBEHYISIpHAs MHOUIBTpaLus TUM@O-
LUTaMU 1 TIa3MaTHISCKIMU KIJIETKaMH,
YacTO COTPOBOXIAIOITUMMUCS OOTUTEePH -
pyomuM (paeduToM.

1.2.3.2. Tun Il AN

II Tun AUII npennoxeH aMepUKaHCKUMU
W eBPOICHCKMMU ITaTOJIOTaMU Ha OCHOBa-
HUM  MHOXeCTBa HaOJIOAEHUI THUCTOJO-
rudeckux oopasuon 12K, pe3eipoBaHHbBIX
no moBoay XII HeaaKOrojJbHOW 3THOJIO-
run, otandHbix oT AUII I tuna. beuto co-
OOIIIEHO O APYrodl THUCTOIATOJOTMYeCcKOM
pasHoBuaHocTu AWII, KoTopas monydyuia
Ha3BaHME «UAMOMATUYECKUI TIPOTOKOBO-

KoHLeHTpu4yeckuit maHkpeatut (IDCP)»
unu «AWUIl ¢ rpaHyaonUTapHBIMU 3MUTE-
JuanbHbiMU ToBpexneHussmu (GEL)» [73,
101, 126]. Hanbonee TUIMMYHBIM IpH3HA-
koM AUII 11 Tuna npusnanu umenHo GEL,
KOTOpPBbIE YacTO OIPEIeNSIOT ASCTPYKIIUIO
U 0o0aMTEpalMI0 MaHKpeaTUYeCKUX Mpo-
TokoB. DT1oT Tun AWII xapakrepusyercs
yBenuueHueM pasmepoB [12K, Ho uucno
IgG4-1103UTUBHBIX TLIA3MAIlMTOB B BOCMHA-
JIUTeJIbHOM MH@UIbTpaTe HeBeauko. Kiu-
Huuecku AMIT Il tuna xapakrepusyercs
3HAaYMMBIMU OoTIMuusiMu oT AMUII 1 Ttumna,
CBUIIETEJbCTBYIOIUMMU 00  OTCYTCTBUM
«CHCTEeMHOCTH» TIpollecca:

 HeT nosbilieHus IgG u IgG4 B chiBOpoTKe

KpOBHU,
* OTCYTCTBYIOT ayTOQHTHUTEJIA,
* HET BOBJICUCHMS APYTUX OPTAaHOB (BHEMAH-
KpeaTu4eCcKUX MOBPEXKIECHU).

1.2.3.3. 1gG4-CX

IgG4-CX — xapakTepHbIil TUI CKJIEPO3UPY-
IOILEr0 XOJaHTUTa C TJIOTHOU MHGUIBTpa-
uveit IgG4-no3uTUBHBIMU TIIA3MAIUTAMU
M pacrpocTpaHeHHbIM (MOPO30M B CTEHKE
KeMYHbIX MpoTokoB [127]. IlupkynspHoe
Y CUMMETPUYHOE YTOJIIIEHUE CTEHKH KeTu-
HBIX TIPOTOKOB HAOIONAaeTCs HE TOJbKO
B y4acCTKaxX CTEHO3a MPOTOKOB, HO TAKXKE U B
o0Js1acTsix 6e3 SBHOTO CTEHO03a, KOTOPbIE BbI-
[JISIAST HOPMaJbHBIMU Ha XOJIAHTHOTpaMMax
[66]. IgG4-CX yacTo COIMPOBOXIAETCS BO-
BJIEUEHUEM JIDYTUX OPraHOB: HAOJIIOJAIOTCS
IgG4-accounupoBaHHbI JAKPUOATECHUT
i cuanoneHut, IgG4-accolMMpoBaHHBIM
PII® n AUII I tuna [33, 37, 67, 68, 72].
BaxHeiiiiee 3HaueHue umeeT auddepeH-
uuanbHblii guarHo3 ¢ IMCX, xomaHruokap-
LIMHOMOM, BTOPUYHBIM CKJIEPO3UPYIOLIUM
XOJIAHTUTOM.
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1.3. KnuHnuyeckune guarHoctmyeckue
Kputepum IlgG4-Ab

1.3.1. inoHCcKune guarHocTu4yeckue
kputepum IgG4-AbB (T.H. BCECTOPOHHUE
KPUTEPUU UNN KPUTEPUU CUCTEMHOMN
IgG4-AB)

SAnoHckue auarHoctuyeckue kpurepuu IgG4-
Ab ocHOBaHBI Ha KIMHUYECKMX, JIAOOpaTOp-
HBIX ¥ TUCTOJIOTMYECKUX TaHHBIX [116]:

1. Knmanmdeckass KapTUHA JIOKAJTBHOTO WU
MHOXECTBEHHOTO TTOPaXKeHUSI, XapaKTepU3y-
IOILIErOCs OIYXOJIEIOA00HOM BOCIAIUTEIb-
HOM WMH(UIBTpaleil 04aroBoro Win audg-
(y3Horo xapakrepa.

2. [MoBbrmeHne B chIBOpOoTKe KpoBu IgG4

(> 135 Mr/mn).

3. [ucromornyeckast KapTUHA CO CJICAYIOIIM -

MM IIPU3HAKaAMMU:

* nuMmdornaazMouTapHas UHQUIBTpaLus
u puobpos;

» nHuabTpanus IgG4-1103UTUBHBIMHA KJIET-
KaMU B TIOpa>KeHHOM OpraHe;

» oosiee 10 xnerok B [13BY;

* cootHoueHue IgG4/1gG-1103UTUBHBIX
m1asMauTos > 40%.

Huarno3 IgG4-Ab saBnsercs ybeauTesbHO
MOKa3aHHBIM MPU HAJIWIUUA BCEX TPEX KpH-

Tabauua 1.7. [lpuopumemmuoie kpumepuu ouazHocmu-
xu AHUII 6 pazuvix pecuonax mupa (na 2010e.) [4]

Crpana Kpurepun

SAnonus Snonckue, A3naTckue

10. Kopest Kopeiickue, A3uatckue
CLIA HISOR¢t*

Tepmanus M-ANNHEIM** Azuarckue
Hrtanus HranbsHckue
Bemukoopuranus | HISORt

TepUEB; HATUUME KpuTepues | u 3 o3BoJIsIET
roBOpUTH O «BeposiTHOU IgG4-Ab», 1 1 2 —
0 «Bo3MOxHOI [gG4-Ab».

JnarHocTuuecku 3HauYuMbIi ypoBeHb 1gG4
B CBIBOPOTKE KpoBM — 135 Mr/mi, aHaso-
TUYHBI TOMY, YTO YCTaHOBJIEH MJISI BEpH-
¢ukannu AUII [34]. BesyciaoBHO, psn j10-
kanmuzauuii IgG4-Ab cTaBUT Cepbe3HYIO
3ajauy no ocyuiectBiaeHuto ouorcum (IT2XK,
3a0pIOLIMHHOE TIPOCTPAHCTBO, TJa3HMIIA),
OHAKO 171 BepudUKAIINU 3TOTO 3a00IeBa-
HUS TUCTOJIOTMYECKOE UCCIIeIOBAHNE OCTa-
eTcs HeoOXonuMbIM. YeTKoe COOTBETCTBUE
YCTAaHOBJICHHBIM  MaTOMOP(OIOTMYECKUM
KPUTEPUSIM SIBISCTCS BaXXKHBIM acCIIEKTOM
npaBwibHOW auarHoctuku IgG4-Ab. Oto
o0ycioBieHo TeM, uTo IgG4-mo3uTUBHBIE
IUIa3MaTUYEeCKUe KJIETKU MOTYT HabJIo-
IaTbCSd B BOCHAJUTCILHOM WHQUIBTPATE
MPU CaMbIX Pa3HbIX 3a00JI€BAHUSIX — PEBMa-
TUYEeCKOM cuHoBUTe, cuHapome IllerpeHa,
BOCITAJIMTEIbHBIX TTOPAKEHUSIX MTOJOCTU pTa
n xoxwu, INICX, rpanyremaTto3e BereHepa,
capkougose, BropudHoM PIT®D, HekoTOphIX
BUAAX JUM@POM U KapUMHOM, XapakKTepu-
3YIOIIMXCS TePUTyMOpaIbHON BOCHAIM-
TenbHOU WHUAbTpaumeit [107]. BaxwHo,
yto npucyrcteue IgG4-no3UTUBHBIX M1a3-
MOILIMUTOB MpPU ATUX 3a00JIeBaHUSIX HEOOsI-
3aTeJIbHO, a MPU UX HAJWYUU — TIJIOTHOCTh
MHQUIBTPAIIUM OKa3bIBA€TCSI HEBBICOKOIA.
Kpowme 3TorO, panm BblllieyKa3zaHHBIX HO30-
JIOTU XapakKTepus3yeTcsl pa3HOW CTEeNeHbIo
cneu(GUIHOCTU OTIACIbHBIX TMCTOJIOTHYEC-
CKUX TMpU3HaKOB, oTIMYHBIX OT IgG4-Ab.
ITpu 1gG4-Ab uucno IgG4-mO3UTUBHBIX
IUTa3MaTUYECKUX KJIETOK TpeBbimaer 10
B [13BY. HemanoBaxHo misi 1MarHOCTUKU
IgG4-AbB cooTHolIeHMEe KJIETOK, MTO3UTHUB-
Heix 110 1gG4, x TakoBbM 0 1gG, mpeBbI-
matomee 40%.
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1.3.2. lnarHocTUYecKue Kputepum
BOBJIEYEHHOCTU OTAENIbHbIX OPraHoOB
renatobunuapHou cuctemsl u MXK

B pamkax IlgG4-Ab

1.2.3.4. MexpyHapoaHbIi KOHCEHCYC
amarHoctu4yeckux Kkputepues (ICDC) AUN
| Tna

Pemenust ICDC miig AUII [101] 6buin cos-

JaHbl Ha 0a3ze paHee WCIIOIb30BaBIINXCS

KPUTEPUEB:

* SImoHCKOro 0011IecTBa MAHKPEATOJIOTOB
2002 [61] u 2006 1T. [78],

* HISORt 2006 [22] 1 2009 rr. [24],

» Kopetickux (2007 1) [51],

» Azuarckux (2008 1) [83],

* M-ANNHEIM (2009 1) [96] u

* Uranbsauckux (2003 ., 2009 ) [32, 85].

Hcnonb3oBaHre 3TUX KPUTEPUEB B Pa3HBIX
CTpaHaX MHpa Ha TPOTSLKEHUM TIOCTICTHETO
JNECSATUWICTHS] TI03BOJISIO  TMAarHOCTUPOBATh
AMWII, BTomuucne 3acuet IgG4-1mo3uTUBHOCTU
(tab. 1.7). OnHaKo Ha CETOAHSIIHUMI 1eHb BCe
JaHHBIC KPUTEPUU MOXHO CUMTATH YCTApeB-
IIMMH, TIOCKOJIBKY OHM HE ITO3BOJISIIOT Au-
depenuuponatb AUII I u II Tuna, uyro crano
BO3MOXHBIM TOJIbKO ¢ 2010 rona [25]. B cBs3u
C 9TUM U OBbLIa co3aHa HOBasl CHCTeMa IHar-
Hoctnuecknx kputepues ICDC [101].

HuarHoctuka AUII 1 tuna npu ucnosb3o-
Banun ICDC 6a3upyercd Ha KOMOWHALIUKA
ST OCHOBHBIX KpuTepueB (1ada. 1.8 u 1.9):

1. JlaHHBIE METOOB BU3YyaIU3allUU

* mapeaxumsl [12K (ipu KT / MPT),

* TJIJABHOTO MTAaHKPEaTUYECKOro MpoToKa
(I'TIIT) — sHmockonuyecKask peTporpagHast
WJTM MAaTHUTHO-PE30HAHCHAS TTAaHKPEaTo-
xonanruorpadus (DPXIIT, MPXITIT).

2. Ceponornyeckre AaHHbIE (CoaepxKaHue
IgG4 B CBIBOPOTKE KPOBH).

3. BoBieueHue n1pyrux opraHoB.

4. Incronoruuyeckoe uccienoBanue tkanu IT2K.
5. OtBeT Ha Teparmmio KC.

[IpymopuTeTHBIE KPUTCPUU  TUATHOCTUKU
AMUII B pa3nbix pernoHax mupa (Ha 2010 1)

Wrtak, KaxXnpIii KpUTepHUid, 3a NCKITIOYCHUEM
otBeta Ha Tepanuio KC, knaccuduumupoBaH
KakK JTMarHOCTUYECKUI KpUTepuil ypoBHS |
win 2. Kputepuu 1-ro ypoBHSI CBUIETEIb-
CTBYIOT O BbICOKOW BeposiTHocTu [gG4-ANTIT
(Tabm. 1.8).

VY mnaiueHToB € MEXaHWYECKOW KeATyXOou
u muddysHo ysemmueHHoi I12K (ocobeHHO
¢ okpyxarorum 12K o6o1KoM o TuIy Karcy-
JIb1) 6e3 umaraiuu / «oopsiBa» ['TIIT v oua-
rOBOro 00pa3oBaHMs HU3KOMH ItoTHOCTH B [T2K
MO JAaHHBIM MYJIBTUCTTMPATEHON KOMITBIOTEP-
Hoit Tomorpadmm (MCKT) mnu  MarHuTHO-
pe3oHaHcHoit Tomorpaduu (MPT), ¢ BeicoKoit
BEPOSITHOCTBIO MOKHO Tipeanojarate AWMIIL.
OnHako y MalMeHTOB C TMITIO3XOTeHHBIM 00-
pazoBanueM B [12K no nanaeim MCKT c BHY-
TPUBCHHBIM KOHTPACcTHPOBaHUEM B CodYeTa-
HUU ¢ IuiaTaimei u/umm «oopbisom» ¢ I'TITT,
a TaKKe TpU3HAKaMU aTpoUM MapeHXUMBI
2K B mucTanbHBIX OTHOCHUTENIBHO «OOpbIBa»
I'TIIT otnenax ciemyet B MEPBYIO OYepenb IIy-
Math 0 pake [T2K. ¥ manumeHToB, He MMEIOIINX
TMOJTHOTO HAbOpa MapKepPOB, YKIIAIbIBAIOIIUXCS
B TunmuHble st AWTT wnum paka IT2K kpute-
puH, claeayeT UCKIoUaTh MepBOOUYEPEHO pak
IK xak 3abojieBaHME CO 3HAYMTEIBLHO XYI-
M 1porHozoM. [Ipu yBepeHHOM MCKITIOUe-
Hum paka [IDK B KayecTBe BO3MOXKHONM TIPH-
yuHbl nopaxeHus: 12K ciemyer paccMoTpeTb
AMII. TIpu OTCYTCTBUU 4YETKUX KpPUTEPUEB
muarHo3a AWMII B amarHOCTHKe TTOMOTaeT I10-
3UTUBHBIN OTBeT Ha Tepanuio KC. UpesBbruaii-
HO BaXKHO OTMETUTD, YTO MpodHas Tepanust KC
HE MOXKET pacCMaTpUBaThCsl B KAYECTBE CaMO-
crositeJIbHOro Meroaa nuarHoctuku AUII, 3a-
MEHSIST TIOMCK IPYTUX STUOJOTMUECKUX (haKTO-
poB (Tabu. 1.8).
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Tabauua 1.8. Mexcoynapoonwvie kpumepuu duaecnocmuku AUII I muna yposneii 1 u 2 6 pasnvix pecuonax mupa
(ICDC; T. Shimosegawa u coaem., 2011 e., c usm. [101])

Kpurepuit

‘Yposenb 1

Yposens 2

P W3meneHust
MapeHXUMBbI
TTK (nanHbIe
METOJIOB BU-
3yaln3aliim)

Tunuuneie uameHenus: uddysHoe
yBeauueHue [12K ¢ 3ameyieHHON TMHaMUKO
(MHOTIa aCCOLMMPOBAHHOE C 000IKOM

no nepucdepun I12K, 3a cuet KoToporo
onpeensiercs yeanueHue pazmepon [12K)

HeonpeneneHuble U3MeHEHMS,
BKJTIOYAsT aTUITUYHBIC:
CermeHTapHOe/JI0KaJIbHOE
yBeanuenue [12K ¢ 3amemieHHOM
JMHAMUKOM

D IIpoTokoBbIE
U3MEHEHUSI
(BPXIIT)

Mporsexennast (>1/3 anuuet [T wnn
MHOXX€ECTBEHHBIE CTPYKTYPhI 0€3 IBHOIA
JCTAIbHOM AUIaTALUK IIPOTOKA

CermMeHTapHOe/TOKaIbHOE CYy>KeHUE
0e3 TUCTaTbHOTO PaCIIUPEHUS
(amamMeTp mpoToka <5 MM)

S Ceponorust

Conepxanue [gG4 >2 HopM (orpeaeeHHbIX
T0 BepXHeii rpaHulie ped)epeHTHOTO
HMHTepBaja)

Conepxanne IgG4 B mpenenax ot
1 1o 2 HOopM (OTpeaeIeHHBIX 10
BepxHeil rpaHulLe peepeHTHOTO
WHTepBajia)

OOl | BosneueHue |awimb awimb
JIPYTUX
OpraHoB a. [ucronornyeckue HaXONIKH a. [ucronornyeckue HaxXOIKU
(Other organ BHEMaHKPeaTUIeCKOM JJOKaIu3aluu, JIOble BHenaHeraTvmqecxnx
. TPU MPU3HAKA U3 HUKECTETYIOLIMX: JIOKaIM3alui, BKITIoYast
involvement)
1. JlumporutazmanurapHass UHOWIBTPALINS 9HIOCKONYECKIE OUOTICUN
¢ (pubpo3oM, 6e3 nHGUIBTpaALIUKT JKeJTYeBBIBOSIIIIMX TyTel b, (06a
HelTpodmIaMu MpU3HaKa U3 HUKECIEAYIOIIUX):
11. Cropudopmuslii pudbpo3 1. JIumpomnazmaunTapHas
I11. O6aurepupyoimuit ¢piaedur nHbUIBTpauus 6e3 MHGUIBTpauu
IV. Bonbioe konmmuectBo (>10 B [13BY) HeuTpodmIaMmu
IgG4-103UTUBHBIX TIA3MOLIUTOB 1I. bonpioe kommuectso IgG4-
MO3UTUBHBIX M1a3MOLIMTOB
(>10 B I13BY)
Kpurepuit ‘Yposens 1 ‘Yposens 2

b. TunuuHbIE PEHTTEHOJIOTUYECKUE
Mpu3HaKu (110 KpaitHell Mepe, ONUH):

1. CermeHTapHasi/MHOXECTBEHHbIE
MMPOKCUMaJIbHBIC (BHYTPUIICYCHOUHBIE) VT
MPOKCUMaJIbHAS Y AUCTAIbHASI CTPUKTYPBI
JKEJTYHOTO TIPOTOKA

I1. PerponeputoHeaabHblil (prOpo3

b. ®usuKaabHble WIK
PEHTIeHOJIOTHYEeCKIEe TTPU3HAKHT
(o KpaitHeit Mmepe, OIUH):

I. CummeTpraHO yBeTMYCHHBIE
CJIIOHHBIE/CIIE3HbIE XKeJIe3bl

I1. PeHTreHoMOTMYECKUIT MPU3HAK
MOpaXXeHUsI TOYEeK, OMMCAHHbBII

B couetanuu ¢ AUII

H Tucromorus
TK

LPSP (6uorncust / pe3eKUMOHHBIN MaTepua).
ITo kpaiineii Mepe, 3 U3 HIKECIEAYIOIIMNX
MPU3HAKOB:

1. [lepuaykranbHas TuMdoILIa3MoLIMTapHast
nHbUIBTpaLus 6e3 MHGUIBTPAUU HEUTPO-
bunamu

I1. O6nurepupyromnii haeout

I11. CropudopmHsblii hpudpo3

IV. bosbinoe konnuectBo 1gG4-1mo3UuTUBHBIX
mazmMouuToB (> 10 kietok B [13BY)

LPSP (6uorcus). Jlio6bie 2 u3
HIKEC/IEIYIOIUX TPU3HAKOB:

I. lMepunykranbHast Tumdo-
M1a3MoLMTapHast MHGUIBTpaLus
6e3 uHGUIBTpauy HelTpoduiaMu
II. O6auTepupyoumii paedout

I11. CropucdopmHblit pudpo3

IV. Bosbiioe KOIMYECTBO
I1gG4-1103UTUBHBIX TIJIA3MOIIMTOB

(>10 knetox B [13BY)
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IIpo6nas Tepamusi KC ¢ tmarHocTiHuecKoii Heibio
(Rt) ¢ | OtBet Ha BricTpas monoxutenbHast
Teparuio nrMHaMuKa (<2 Heleslb), JoKa3aHHasl
PEHTT€HOJIOTMYECKUMU METOIAMK
BU3yaJIM3alluK WIK pa3pelieHre MpU3HaAKOB
nopaxenusi [12K v BHemaHKpeaTnuecKux
MPOSIBJIEHUI
Ilpumenanue:

a - ATunuuHele: Hekotopble ciaydyan AT xapakTepusyroTcs oyaroBbiM nopaxkeHuem I2K HU3KOM TMIIOTHOCTH, AWIIa-
Ttauueit I'TITT u atpodueit quctanbHbix otaenos [T2K. [TogoOHbIe aTUMTUYHbIE TPU3HAKKU PETUCTPUPYIOTCS Y OOJIBHBIX
C MEXaHWYECKOI KEeITYyX0i1, UTO B 11eJIOM BecbMa HartomuHaeT pak [12K. B Takux ciyJasix 1ejiecoodpa3Ho mpuaepxKu-
BaTbCsl TAKOM Xe TaKTUKM, Kak 1 Tipu pake [TK, ecnu HeT sipkux pusHakoB AWTI, a nonHoe obciieioBaHKe naiueHTa
He moaTBepXkaaeT auarto3 paka I12K (cM. anroput™m).

b - DHpockonuueckas OGUOINCUST OOJIBIIOTO JYyOJEHATBHOTO COCOYKa — MH(MOPMATUBHBIN JTOTOJHUTEIbHBIN METOJ
JIMarHOCTUKU, TaK Kak aMIlyJia YacTo BOBJIEKAETCs B MaTosiornueckuit npouecc npu AUII.

¢ - [Ipo6Has tepanus KC ¢ AMarHoCTUYECKOI LIENbIO T0JIKHA MTPOBOIUTHCS TOJIBKO CIENUATUCTOM-TTAHKPEATOJIOTOM
(ronoOHas crieuruaabHOCTh B POCCUM OTCYTCTBYET, Y HAC MOXXHO FOBOPUTD O CIIELIUATUCTE-TACTPOIHTEPOIIOTe, U3BECT-
HOM 3KCIepTe B 00J1aCTH MaHKPEATOJOTMM) MOCse OTPULIATENIbHBIX Pe3yIbTaToB o0cienoBanus Ha pak [12K, Bkitouas
TOHKOMTOJIbHYIO acriupauroHHyto ouorncuio (TADB).

HeobxonumMo moMHMTh, 4TO Jit00ast SMUTENIN-
aJIbHasI OITyXOJIb YaCTO COMPOBOXKIACTCS TTePH-
KaHKPO3HBIM BOCHAJICHUEM, KOTOPOE MOXKET
yMeHBbIINUTLCS Ha (poHe Tepanuu KC B cpoku
110 4 Hezie b, 3a 3TOT MEpUOoJT BpeMeH! He Bceraa
(UKCUPYETCS MPOTPECCUPYIOIINIA POCT OIyXO0-
JIM, 9TO B 1ICJIOM MOXET UMUTHPOBATH KAPTUHY
TOJIOXKUTEIBHON TMHAMUKH U TICEBIOIMArH03a
AMWII. 3a 3TUM 1iceBIOaAMAarHo30M OyIeT CKpbI-
BaTbCsSl OPYroi, 3HAYMTENIBHO OoJiee yrpoxka-

IOIIMIA >KM3HMA JWArHO3 paka WM IePBAYHOMN
JumdoMsbl TT2K, koTopast Toxke MOXKET OTBevaTh
COKpaIllcHHEM 00BbEeMa OITyXOJIEBOTO TIOpake-
Husl Ha oHe Tepanuu KC mpu cTaHmapTHBIX
st AUTT no3ax u cpokax mpyUMeHEHUSI.

ITocne yyera BceX BO3MOXHBIX KPUTEPH-
eB ypoBHS | M 2 ycTaHaBIMBaeTCsl OMArHo3
onpenesieHHoro unu BeposgtHoro AWII I tTuna
(tabm. 1.9).

Tabauua 1.9. Kpumepuu ouaerosa onpedenenrozo u eeposmuoeo AUII I muna coenacro mencoynapooHomy
KoHcencycy ouaenocmuueckux kpumepueg (ICDC; T. Shimosegawa u coaem., 2011 e., ¢ uzm. [101])

Jlnarao3 OcHoBa Auar{o3a KocBennble npu3Haku

OnpeneneHubiii | [cromorus Tucronornyecku noarBepxaeHHbili LPSP (yposens 1 H)

Imvn AWTI Buzyanuzaius JI1060ii mpu3Hak ypoBHeii 1 unu 2 (kpome D)
J1Ba uu GoJjiee MPU3HAKOB YPOBHsI 1 1/uau ypoBeHb 2D

JInarno3 OcHoBa AuarHo3a KocBeHnHble npusHaku

Otset Ha Tepanuio KC | Yposens 1S / OOI + orBet Ha Tepanuio KC mian B3K + ypo-

BeHb 1D + yposens 2S/ OOl / H + oret Ha Teparnuio KC

BeposiTHbIit CoueraHue pa3HbIX VYposens 2S / OOI / H + orBer Ha Tepanuio KC

I Tum AUTT MPU3HAKOB

ITlpumeuanue:

H — rucronorusi, D — npotokoBbie u3MeHeHus1, S — ceposorusi, OOI — BoBeueHUEe IPYTUX OPTAaHOB.
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Tabauua 1.10. Kaunuueckue duaenocmuueckue kpumepuu AUII anonckoeo oduecmea nankpeamonoeos

(JPS, 2011 2. [102,111], ¢ u3m.)

Kpurepuii nnarnocTku

XapakrepucTuka

1. YBenuuenue 12K
(MCKT, MPT)

a. nuddysHoe
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I11. Bo3MOXHBIIT 1MarHO3**

Auddy3HbIi TUIT*:
Ia + II + otBeT Ha Tepanmio KC

CermeHTapHasi/odaroBas ¢hopma*:
Ib + II + oTBeT Ha Tepanuio KC

b. ouaroBoe/cerMeHTapHOE

II. Tannbsie SPXIIT

WpperyasapnHoe cyxenue I'TITT

I11. Ceponorust

[ToBbilieHHbIN ypoBeHb 1gG4 (=135 mr/mn)

IV. [ucronornyeckme HaXOIKU
(1-4):

1. BeipaxkeHHass MTHOWIBTpAIs
JIUMGOLIMTAMU U TUIA3MOLIMTAMU
¢ HammureM hubposza

2. Necath wim 6ostee qudby3HO
PacCIIONIOKEHHBIX
IgG4-no3UTUBHBIX
mia3ManutoB B [13BY

3. CropudopmHbIii hudpo3

4. O6muTepupyoomuii haeouT

a. Tpu wnu 6oJ1ee 0OHAPYKEHHBIX OTKJIOHEHUI
b. JIBa 0OHapyXeHHBIX OTKJIOHEHMSI

Kpurepuii nnarnocTku

XapakrepucTuka

BogseueHue apyrux opraHoB
(0OI):

* CKJIEPO3UPYIOIIUIA XOJIAHTUT,
CKJIEPO3UPYIOLINNA JaKPUO-
aJICHUT/CUAJIO/ICHMT,
PEeTPOIEePUTOHEATbHBIN
hubpo3

a. Kiimanyeckue nmpusHaku

CKJ1epO3UPYIOLIUIA XOJTAHTUT C IMOpakeHUeM BHEMaHKPeaTUuecKoro
otaesia xonenoxa, bBM win peTpornepuToHeaabHbI (hMOPO3, KOTOPhIE
MOTYT ObITh TMAarHOCTUPOBAHBI TI0 KITMHUYECKUM M PEHTI€HOJIOTMYeCKUM
JAHHBIM

b. [McTomornyeckue Mpu3HaKu

Mopdonornyeckre Mapkepbl CKJIEPO3UPYIOLIEro XOJIaHTUTa,
CKJIEPO3MPYIONIETO TaKPUOAIeHUTa/CUAIONCHUTA WIIN
peTpoTepUTOHEAIbHOTO (hrbpo3a

JIOTIOTHUTEJTbHAST OTILIMST: OTBET
Ha Tepanuio KC

Tepanusa KC ¢ mocaenyrolieii olieHKoi ee 3¢ (GeKTUBHOCTU B KaUeCTBE
kputepusi auarHo3a AWTT Bo3aMOXHA TOJBKO TOCIEe UCKITIOUEHHUSI
MPOTOKOBO# aneHoKapurmHoMbI [12K nin xonmanrnokapunHomsl. [1pu
TpyaHocTu nuddepeHmaibHoro auarno3a AT u 31o0kauecTBEHHOTO
nporecca HeoOXOIUMO TTPOBEIEHUE LIUTOJIOTMYECKOTO UCCIeTOBAHUS
¢ ucnoib3oBaHueM MeToguku TAB ¢ momomnibio DYC. JInarHOCTUKMH,
OCHOBaHHOI1 Ha 1poOHoit Teparuu KC B cirydasix, Korma
3JI0Ka4eCTBEHHBII MPOLIecC He UCKITIOUEH, ClIeyeT u30erath

Jnarno3z AUTT

XapakTepucTuka

. OnpeneneHHbIN AUaTHO3

1. Iucddy3Hbrii Tum*

la+<IIl/IVb/V(a/b)>

2. CermeHTapHasi/ouarosas (popma*

Ib + II + nBa wium 6onee u3 <III / IVb / V(a/b) >

Ib+ 11+ <III /IVb / V(a/b) > + tepanus KC

3. OmnpenesieHHbIN IUATHO3 ¢ UCTIOIb30BAHUEM TMCTOJIOTMYECKOTO
uccienoBanus [Va

1. BeposaTHEIii TMarHo3

CermeHTtapHasi/odaroBas hopma*:
Ib+ I+ <IIl/IVb/V (a/b)>

Ilpumeuanue:
" «+» - 0003HAYACT «U»; «/» - «UJIN»

"y GOJIbHBIX, COOTBETCTBYIOIINX «BO3MOXKHOMY AWIT», Heb3st uckmounts 11 T AUTT

1.3.2.2. KnuHu4yeckue guarHoctu4yeckue
Kputepuun AUM anoHckoro obwecTea
naHkpeartonoroB (JPS), 2011 r.

KimHndeckre AMarHOCTUYECKHME KPUTCPHUU
AWNII gmoHcKoro ooOIIecTBa IaHKpPeaToJIo-
roB 2011 . [102,111] (ta6a. 1.10) 6azupyroTcs
Ha GyHIaMEHTaJIbHbBIX ITOJIOXEHUSIX IBYX IIpe-
JBITYIIMX SIMTOHCKMX KOHCEHCYCHBIX CUCTEMax
[61, 78] u ICDC s I turma AUIT [101].

JaHHbBIE KPUTEPUU XapaKTepU3YIOTCS:

* | — mpocToToit 1151 TpUMEHEHUSI B PYTUH-
HOM MPaKTUKE;

« II — akmieHTOM Ha TTOApa3AcIeHIEe TOIIO-

rpaduu nopaxenus I12K Ha nuddysnyio /

CerMeHTapHYIO / ToKaJbHYI0 (hopmy AUTI

10 TaHHBIM BU3YAJIM3UPYIOLINX METOIUK;

III — mpuMeHeHreM TOJIbKO OJJHOTO CEPO-

Jornueckoro mapkepa — IgG4;

* [V — BO3MOXHOCTbBIO UASCHTU(DUKALMI
OOI (cknepo3upyonii XOJaHTUT, CKIIe-
posupytoluii cuananeHuT u PT10);

* V — OTCYTCTBUEM BBIICICHUS YPOBHEH 1/2
JIJISI CEPOJIOTMYECKOi BepuduKalum ¢ uc-
nonb3oBanueM IgG4 (Bximouass OOI);

* VI — BO3MOXXHOCTBIO TPOOHOH Tepanuu
KC nocne uckitouyeHus 310Ka4yeCTBEH-
HOCTH TIpoliecca IyTeM TOHKOUTOJIbHOM
acniupauroHHoii 6uorncuu (TAB) ITXK
C TIOMOILIBIO HIOCKOIMYECKOU yabTpa-
conorpacpuu (DYC).

B omimuMe OT paHee HCHOJb30BABLIMXCS
[102, 111], xputepuu JPS-2011 BbigeasiioT
ONpPENEICHHBI, BEPOSITHBIM WM BO3MOX-

Hblii AWUTI, aHaloruyHo TOMY, KaK 3TO ObLIO
caenano B kputepusax ICDC, Ho 6oJiee eMKO
(tabm. 1.10).

Xota kputepun JPS-2011 cdhoxycupoBaHb
Ha I Tune AWUII, y HEKOTOPBIX MALIUEHTOB CO
IT Tumom AUTI gaHHbIE KPUTEPUU MOTYT OBITh
TIOJIOXXUTEIIBHBIMI B pasieliec «BO3MOXKHBIN
AWII». DTa HETOUHOCTH JOITyIlleHa aBTOpaMu

Tabauya 1.11. Kpumepuu HISORt ouaenoza 1gG4-
ckaepozupyrouieeo xonarneuma (A. Ghazale u coasm.,
Mayo Clinic [33])

Tucronornyeckoe rcciieioBaHuE

JInmormazmounTapHbIii HHOWIBTPAT ¢ COmep-
xaHueM He MeHee 10 IgG4-TTo3UTUBHBIX KIIETOK

B [13BY B cTenke u mo nepudepun KeJTdHOTO
MPOTOKA, ACCOIMMPOBAHHbIN C OOJIUTEPUPYIOILIUM
(aedouToM 1 cToprhOPMHBIM (HHOPO30M

JIY‘ICBI)IC METOAbI

He meHee oqHoi hoTupyoleil/MUTpUpyIoIIei
CTPUKTYPHI C BOBJIEYCHNEM BHYTPUIIEYEHOYHOTO,
MPOKCUMAJIbHOTO BHEMEYEHOYHOTO MU MHTpa-
IMaHKPEaTUIECKOI YaCTH KETYHOTO TIPOTOKA

Ceponornqecxne METOAbI

[loBbIlIeHHBII YPOBEHb CHIBOPpOTOUHOTO [gG4

TTopaxkeHue Ipyrux OpraHoB

TTomxenynouHas xkene3a (TUIMMUIHbBIE XOJaHTHO-
rpaduyeckre v TMCTOJOTUIECKIE MTPU3HAKI
AWII); peTponiepuTOHeabHBII (DUOPO3; TTOUKH;
CJIIOHHBIE/CIIE3HbIE XKeJe3bl

OrtBet Ha Tepanuio KC

Hopmanuzaims akTHBHOCTH ITeYE€HOTHBIX
(bepMeHTOB MM 0OpaTHOE Pa3BUTHE CTPUKTYPHI
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Tabauua 1.12. Knunuueckue duaenocmuyeckue kpumepuu IgG4-CX 2012 e. (H. Ohara u coasm., 2012 e. [ 74])

Kpurepuii quarHocTuku XapakrepucTuka

BU3YyaJIU3aLMU OWINAPHOTO
TpakTa MPOTOKOB

1) UHcTpymeHTanbHble MeToabl | JInddy3Hoe uim cerMeHTapHOe CyKeHUe BHYTPUIIEYEHOYHBIX
Y/WIA BHETICUEHOUYHBIX TPOTOKOB B COUETAHUU C YTOJIIEHUEM CTEHKHU

2) Ceposiornueckoe ncciaeno-

[ToBbIlIeHNE CHIBOPOTOYHOM KOHIIeHTpaunu 1gG4

BaHue
3) ComnyTcTByloIINe 3a00J1€Ba- I tun AUTI, IgG4-accounnpoBaHHbIN JaKPUOATCHUT/CUANIAICHHUT,
HUS IgG4-accounupoBaHHbIi peTporepuToHealbHbIi Hrdpo3

4) TucToaornyeckoe Ucciemao-

a. BeipaxeHHast tuMoriasMmouuTapHasi THGUIBTpalus u hpuopo3

BaHUE

b. Undunbrpanus IgG4-11o3UTUBHBIMY TUTA3MAaTUIECKUMU KIJICTKAMM:
>10 IgG4-n03UTUBHBIX IJIa3MaTHYeCKKX Ki1eToK B [13BY

c. CropudopmHbIii pudpo3

d. O6nurepupyowuii ¢hiaedut

Db dekTrBHas tepanus KC *

B cnyuasx, koraa neranbHoe 00ce10BaHUE, BKIIOUAIOIIEe
9HIIOCKOMNYECKYIO OMOoTICHIO KeTIHBIX TpoToKoB 1 DYC ¢ TAB, He
MO3BOJISIET YCTAHOBUTD TOYHBIN AMArHO3, BO3MOXHA MPOOHAst Teparusi
KC B ciiydae HanexxHoro vckimoueHust paka [12K nim GunuapHoro Tpakra

Juarnos IgG4-CX

XapakTepucTuka

1+3

1+2+4a,b

4a,b,c

4a,b,d

BeposiTHbIi1

1+ 2+ adppexr KC

IIpenmnonaraeMblii 1+2

TOJIKO B CBSI3U ¢ TeM, uto Il Tumn nmpakrtuue-
CKM He BcTpedaeTcs B SAmoHun. BaxkHocTb
OPXIII' B Bepudukaunum auarHosa AMUII
OODBSICHSIETCSI TEM, YTO 3TOT METOJ SIBJISICTCS
OJHUM M3 OCHOBHBIX JJis1 iuarHoctuku AUTT
u paka [12K B AnoHuu u ucrnosb3yeTcs yaiie,
yeM OYC c¢ TAB. IobanpbHO mnpoBeaeHUue
OPXIIT HeobxomuMoO 1711 TOATBEPXKACHUS
ouaroBoii/cermeHTapHoit (hopmbr AUTI.

B ToMm ciyyae, Koraa y malueHTa ¢ JOKallb-
HBbIMU/CerMeHTapHbIMU Tpu3Hakamu AWII
no gaHHeIM MCKT/MPT He BbIOTHEHA
DPXIIT, Ho nuMeeTtcst 6oJbie ogHoro u3 IVb
u V (a/b) KputepueB — AUarHo3 TPaKTyeTCs

Kak «BO3MOXHbII AWTT» TOJBKO mocyie oTpu-
naTenbHbIX pe3ynabraTtoB TAB ¢ BYC Ha 3710-
Ka4yeCTBEHHBII IIPOLIECC, YTO MTO3BOJIUT B Ka-
YECTBE JOTIOJIHUTEIbHOTO TMaTrHOCTUIECKOTO
MeTona mpumMeHnuTh Tepanuio KC.

Eiie onHa KoMOMHALIMSI KpUTEPUEB TPeOyeT
00CYKJIeHUST — KOTla IMalMeHT C 04aroBoii/
cermeHTapHoii dopmoit AUIT nmo maHHBIM
MCKT/MPT wu nHemoctynmHOocTH OPXIIT
xXapakTepusyercss 6osiee yem omgHum u3 I1I
(ceposnorusa 1gG4), IV b (nBa matosjoruye-
ckux mpusHaka) u V (a/b) (OOI) xpurepn-
eB. B 3TOM ciIygae MOXeT OBITh YCTAaHOBJICH
MarHo3 «Bo3MoOXHbIE AWMII», HO TOJNBKO

1.3. KnuHuyeckue gnarHoctmnyeckme kputepum IgG4-Ab
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nocne nposeaeHus DYC ¢ TAb u nckmoue-
Hus paka; nuarHo3 AWIT moarBep:kmaeTcs
Takxe mpooHoii Tepanueir KC.

1.3.2.3. AinarHocTtuyeckue kputepum lgG4-CX

Yerkue nuarHoctudyeckue kKputepuu IgG4-
CX HeoOxomumbl g auddepeHmanbHON
JIMarHOCTUKY 3a00J1eBaHUI, UMEIOLIUX O01I1e
npuzHaku — I[1CX, XoJaHTUUETIONSPHOMI
kapurHoMbl (XIK) u [gG4-CX. Dkcniepramu
KIMHUKU Meito B 2006 T. GbLIM TIPEITOXEHBI
nepBble auarHoctuyeckue kKputepuu IgG4-
CX, o6o3naueHHble kak HISORt (histology,
imaging, serology, other organ involvement,
response to therapy) [33]. B coorBeTcTBUM
C COCTaBJISIIOLIMMM Ha3BaHue abOpeBUaTy-

paMy, OHM BKJIIOYAIOT JaHHbIE TMCTOJOTM-
YEeCKOT0 MCCJICIOBAaHUS, METOIOB BU3YaJlH-
3alMM OMJIMAPHOTO TPaKTa, CEPOIOTMUECKIE
rapaMeTpbl, BOBJICYEHHE APYIMX OPraHOB
M OTBET Ha Tepamnuto (tab. 1.11).

B 2012 r. paboueii rpynnoii Komurera no uc-
cnegoBannio IgG4-accolMMpPOBaHHBIX 3a-
6oneBannii 1 Komurera 1o mccienoBaHUIO
TPYAHOIMATHOCTUPYEMBIX 3a00JIEBAaHUI TIe-
YeHU ¥ OMJITMApPHOTO TPaKTa ObITN MPETOXKe-
Hbl OOHOBJIEHHbIE JUAarHOCTUYECKUE KPUTE-
pun IgG4-CX (tab6m. 1.12). CornacHO 3TuUM
KputepusiM, auarHo3 IgG4-CX Gaszupyetcs
Ha KOMOMHAIIUKM YeThIpeX Kputepues [74]:

* XapaKTepHbIe MPU3HAKU TTOPaXKESHUS
OMIMapHOTO TpaKTa IO JaHHBIM METOHIOB

Buoncust

I1eG4/1gG>40%
(IgG4-xneroxk>10 B [I3BP)

OmnpeneaeHHbIN BeposiTHbII

Kimuunaeckoe momo3peHune
Ha IgG4-Ab

IgG4 B criBopoTKe KpoBU > 135 Mr/mit

Crneuunduiyeckue KpUTEPUM IS

1gG4-AUTT/ 1gG4-CX/BM u 1p.

Buoncus

1eG4/1gG>40%
(IgG4-xireroxk>10 B I[I3BP)

Her IgG4-AB

Pucynox 1.3. Ancopumm ouaenocmuxu IgG4-Ab (adanmuposaro uz H.Umehara u coasm., 2012 e. [116]).
Aneopumm 6azupyemcs Ha KOMOUHAYUU 8CECMOPOHHUX duazHocmuueckux kpumepuee IgG4-Ab u kpumepues
8o6aeUeHUs. OmMOenbHbIX opeanos. Jluaenos IgG4-AB 6ydem onpedenernvim y 00AbHbIX ¢ OUDGY3HBIM UAU
NOKANbHBIM YEeAUMEHUEM 0P2AHA-MUUEHU UAU OUCHYHKUUU 0P2aHa (KAUHUHECKOe NOO03PeHUe), NOGbIUEHHbIM
yposrem IgG4>135 me/0n u cneuupuueckumu eucmonoeuueckumu usmerenuamu — > 10 IgG4-nozumuenvix
Kkaemok 6 I13BY 6 couemanuu ¢ omuowenuem kaemok IgG4+ / IgG+ > 40%
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1.4. AnropuTtm guarHoctukm IlgG4-Ab
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Tabauua 1.13. Cpasnumenwvhoiii anaruz duaenocmuueckux kpumepues 1gG4-RD (K. Okazaki u coasm.,
2013 e. [82], ¢ ymoun.)

Kpurepnn, | Kimnnueckue Ceponorust | Tucroaorus Bosieuenne OtBet Ha
CCbLIKA JaHHbIe, MeTObI | (YpOBeHb HECKOJIbKHX OPTAaHOB | Tepanuio
BU3YAJH3AINN 1gG4) KC
Munu- - [ToBbiieH | XapakTtepHble YuutsiBarotcs Yuursl-
MaJIbHbIE (6e3 yTOu- | TUCTOMATONIOTHYECKUE BaeTcs
KpUTEPUU HEHUST) MPU3HAKH, YBEINICHUE
MeXIyHa- IgG-1mo3UTUBHBIX
POAHOrO MJ1a3MalUTOB
KOHCEHCY- U OTHOIICHUS
ca raToJio- IgG4 / 1gG
ToB [6]
Bcecro- JuddysHoe <135 wmr/mn | I. BeipaxeHnHas iumdo- | - Her
pPOHHUE / ouaroBoe M1a3MaluTapHast
(strroH- TIOBpPEXIEHNE UHOGUIBTpALUS
CKHe) OIHOIO WU u ¢pudpo3
KPUTEPUU | HECKOJIBKUX I1. OtHowenue 1gG4+/
[5] OpraHoB- 1gG+ knerkam >40%;
MHUILLIEHEN >10 IgG4+ rua3manm-
ToB B [13BY
ICDC g I. [MTapenxuma- LPSP a. [ucronornsa OOI Yaurel-
I Tnna TO3HBIE U3MEHE- 1. JIumdonnazmaru- b. JlaHHBIEC METOAUK | BaeTcs
AMUII [41] Hust (MCKT/ TapHas UHGWIBTpaUus | BU3yalu3aluuu
MPT) I1. >10 IgG4+ xnetok
I1. ITpoTrokoBbIe B [13BY
M3MEHEeHUS 111. CropudopMHBbIii
(OPXIIT) Gubpos
IV. O6nutepupyroui
Gredur
VYposens 1 | AuddyzHoe >2-xHopMm | 3 m Gonee (I-1V) a. JlroOble Tpu
ICDC TopaxkeHue (I-1V); b. TunmuHbIi
OIMH
VYpoBenb 2 | CermeHTapHOE 1—2 Hopmel | JTtoOsie 2 u3 -1V a. [Isa (I + II); b.
1ICDC / odaroBoe Wnu dusukanbHbie
TopaxkeHune TaHHBIE
JPS-2011 Huddysnoe yse- | <135 mr/an | 1. JIumboruiazmauurap- | Ckiepo3upyrommit Yaurei-
[64, 65] nnuenue ITK 1o Hast UHGWIBTpaLus XOJIAHTHT, BaeTCs
naHHbiM MCKT I1. >10 IgG4+ knetok JTaKPUOATEHUT
/ MPT Cermen- B I[13BY / CUaJIOICHUT
TapHoe / ouaro- I11. CropucdopmHbIit Perponepuroneansb-
BOE YBEJIMYEHUE ¢buobpos HbII (UOpPO3
12K, cBsi3aHHOE IV. O6nurepupyrommii
C UPPEryISIPHBIM Gbaedur
cyxxennem ['TITT
10 TaHHBIM
DPXIIT

Kpurtepuu | 1. Cyxenue <135wmr/mn | 1. Jlumdomnrazmanm- AUIT Yuutei-
1gG4-CX BHYTPUIIEYECHOU - TapHas uHGuAbTpauus | Ckiepo3upyommii BaeTCs
2012 [66] HBIX / (MHO- 11. >10 IgG4+ xieTok XOJIAHTUT, JAKPUO-
JKECTBEHHOE / B [13BY aJIcHUT / cuajoje-
CerMeHTapHOe) I11. CropudopMHBIf HUT
BHETEYEHOYHBIX hudpo3s PerponepuroHeans-
JKETYHBIX TTPOTO- IV. O6murepupytomnii | HbIA GUOPO3
KOB dedur
1I. Yronmenue
CTEHKM KEeTUHBIX
TPOTOKOB

Busyannzanuu (OPXIIT u apyrue qydyeBbie
METOJIbI);

* noBbIlIeHUE YpoBHS IgG4 B CHIBOPOTKE
KpOBHU,

 conyrcTBytoiue IgG4-accounpoBaHHbIE
3a00JIeBaHUS;

* XapaKTepHbIE THCTOIMATOJOTUYECKHE OCO-
OEHHOCTH.

B nepByio ouepenpb ciemyeT OTMETUTh, UYTO
TPUKMU3HEHHAsT OMOTICUST JKETUEBBIBOMISIIIINX
MyTel ¢ MoJy4yeHreM AOCTaTOYHOrO Koanye-
CTBa Marepuana Jjisi TUCTOJIOITMYECKOro Mc-
CJIeJOBaHUs — 3agadya TPYAHOBBLIIIOJHUMAs
[42]. Tlo anamoruu ¢ KpUTEPUSIMU TUATHO3A
AWII, npencraneHHbiMu [ICDC u JPS-2011,
B KauecTBE JIOTMOJHUTEIBHOTO KPUTEPUs
nuarHocTuku IgG4-CX takke MOXET IpH-
MEHSTHCS olleHKa 3P GEeKTUBHOCTA MPOOHOM
Tepanuu cteporaamu (ex juvantibus).

1.4. Anroputm guarHoctuku lgG4-
AB. Kom6uHaumsi CUCTEMHbIX

M NoKanbHbIX (BOBNEeYEeHUs
oTAeNbHbIX OpPraHoOB) KpUTepues

B 2012 rony H. Umehara u coaBT. npejio-
SKUJIM TUarHOCTUYECKUIA aJIfTOPUTM BepubU-
kanun IgG4-Ab [116], ocHOBaHHBII Ha HC-
MOJIb30BAHNM KOMOWHAILIMM BCECTOPOHHUX
MUaTHOCTUYECKHNX KPUTEPHUEB 3TOTO 3a00J1e-

BaHWS W KPUTEPUEB BOBJICUCHUST OTICITbHBIX
opraHoB (puc. 1.3; Taom. 1.13).

ITpu mpakTrUyeckoii peain3alu 3TOro ajiro-
PUTMa BBIACSIOT NOKA3aHHbIM, BEPOSTHHIN,
BO3MOXHBIA WM MaJOBEPOSTHBIA TMArHO3bl
IgG4-Ab.

Hoka3aHHblIi (OnpeaesIeHHbI) AUarHo3 ycTa-
HaBJIMBACTCS MIPYU HATMINU CIICAYIOIMNX KPH-
TEPUEB:

1) AnddysHoe yBeamueHne MopaskeHHOTO Op-
raHa B pa3Mepax, Wiu XKe ero yacTu, Wiu 10Ka-
3aHHAas JUC(YHKIIUS OpraHa.

2) Conepxxanue IgG4 B CBIBOPOTKE KPOBU

135 Mr/mn v BbIIIIE.

3) Pe3ynabTaThl TMCTOJIOTMYECKOTO MCCIEHO0-
BaHWS, CBUIETEIbCTBYIOIIETO O OOJBIIOM
yucie IgG4-mo3uTUBHBIX KJIETOK B BOCHAJIM-
TeapHoM uHbubsTpaTe (> 10 kierok B [13BY)
u cootHomeHnu IgG4+ / IgG+ KiIeTok B MH-
dunsrpare >40%.

BeposTHbIil Anartos:

* TIPY COOTBETCTBUU KPUTEPUSIM 1 1 2, HO
TPY OTPULIATEIBHBIX Pe3yIbTaTaX T’MCTO-
JIOTUYECKOTO UCCIIENOBAHUS, WU Ke
B CJlydae HEBO3MOXHOCTH €T0 TIPOBEACHUS
B CUJIY Pa3HbIX TPUYMH.

Bo3MOXKHBII TMAarHo3:

* [IpY coyeTaHUU Kputepues | u 3, Ho Oe3
yBenmueHust conepxkannst IgG4 B cBIBO-
POTKE KPOBH.
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ManoBepOosITHBII IMarHO3:

* [IpY HAJIMYUK TTPU3HAKOB BOBJICYEH ST Opra-
Ha, HO C OTPHULATETBLHBIM CEPOJIOTUYECKM
tectupoBaHureM Ha IgG4 u oTcyTcTBUEM
TYICTOJIOTMUECKOTO TTOATBEPKICHMS.

B ciydyae BO3MOXHBIX WIM BEPOSITHBIX OT-
JeJbHbIX U30aupoBaHHbIX [gG4-accouuupo-
BaHHBIX ()OPM MOTYT MPUMEHSTBHCS paHee
HUCIIOIb3yeMble  KPUTEPUU  BepUdUKALIMU
AMII [78, 101, 102, 111], BM [59] u 1gG4-
aACCOLMMPOBAHHBIX 3a00JIeBaHMi1 TToYeK [43].
VY Tex mauueHToB, KOTOPbIE XapaKTepU3YIOT-
Cd HaJlU4UeM JIOCTOBEPHBIX KPUTEPUEB BO-
BJIEYEHUS JIIOOBIX IPYIUX OPTaHOB B paMKax
1gG4-Ab, nnarHo3 Takxke c4YMTaeTCs OTNpee-
JICHHBIM.

1.5. 3tnonorusa u natoreHes lgG4-Ab

Kaxk stnonorus, tak u natoreHes IgG4-Ab
OCTAalOTCS HEAOCTATOYHO M3ydeHHbIMU. [1o-
BUIMMOMY, KaK U IIPU IPYTUX ayTOMMMYH-
HBIX 3a00JIeBaHUSIX, MOXXHO TOBOPUTH HE 00
STUOJIOTMYECKHX, a O TPUTTEPHBIX (PaKTOpax,
B POJIM KOTOPBIX MOTYT BBICTYNaThb pPa3HO-
obpa3Hble Hecrneunu@uueckue MMMYHOMO-
IyJIVPYIONINE BO3ICHCTBUS (OaKTepWu, BU-
PYCHI, JIEKapCTBa, BaKLIMHALMS, WHCOJISIIINS
M T.J.), BeAyIIUX K MaHUGecTauuu 00Je3HU
Ha (poHE reHeTUYEeCKU IeTepMUHUPOBAHHOM
npeapacrojioxkeHHocTu. He BbI3bIBaeT co-
MHEHMI Beayllast poJib ITaTOJOTMYECKOTo U3~
MEHEHMsI MMMYHHOTO OTBETa, pacCMaTpuBa-
€MOI0 B JIBYX BapMaHTax — aJlIepTUYECKOTO
¥ ayTOUMMYHHOTO.

B monb3y ayroMMMYHHOIM THITOTE3bI CBHUIIE-
TEJIbCTBYIOT, HAPSITY C TTOBBIIIIEHNUEM CBIBOPO-
TOYHOI KOHLIEHTpAllU¥ UMMYHOIJIOOYJIMHOB
BooO1ie u IgG4 B yacTHOCTH, TaKXkKe 4acTo
BbISIBJISIEMbIE CHIBOPOTOUYHbIE ayTOAHTUTEIA.
BMmecte ¢ TeMm apyrue aBTOpBI IIpUAEPKUBa-
I0TCSl Teopuu ajiepruyeckoro reHesda IgG4-
acCOIMMPOBAHHOI 00JI€3HM, HAa YTO yKa3bl-
BaeT IIOBBIIICHUE CHIBOPOTOYHOIO YPOBHS

IgE, nHabmoparomieecst y 35% 6onbHbix AUTT
[129]. YTo Xe KacaeTcs BBIPaXKEHHOTO IIO-
JIOXKUTEILHOTO OTBeTa Ha Teparmmio KC, To
OH XapaKTepeH KakK JUIsI ayTOMMMYHHBIX, TaK
U JUTS aJlIepruyecKux 3a00eBaHUM.

PaccmarpuBasi ayTOMMMYHHYIO TUIIOTE3y
maTtoreHe3a IgG4-Ab MoXHO ToyaraTh, 4To,
BEPOSITHO, CYIIECTBYIOT OOIIME aHTUTEHBI
B [12K u apyrux 3K30KpUHHBIX OpraHax, Ta-
KUX KakK CIIIOHHBIE KeJie3bl, rerarooumap-
HBIIl TPaKT M KaHaIbIBI TIoyeK. HekoTopkie
ayTOaHTUTENA, B YACTHOCTY aHTUHYKJIEapHbIe
anturena (AHA), aHturtena K JakTopeppuHy
(AJI®) u yrnepomuctoit anrumpase Il twuma
(xapboaHTHIpa3e) M PEBMATOMIHBIN (PaKTOp
4yacTo oOHapyXuBaloTcs y nauureHToB ¢ AU,
OTHAKO WX HaJMYUe HEe SBJSIETCS CTPOTO
crienupUIHBIM [T 3TOTO 3a001eBanus [9].

Kap6oanruapassl — 3T0 ceMeicTBO (hepMeH-
TOB (LIMHKCOAEPKAIIIMX METaJUIONIPOTEUHOB),
KOTOpOEe KaTaau3upyeT OOpaTUMYIO THIpa-
TallMI0 ITUOKCHUAA yIJiepoda ¢ oO0pa3oBaHUEM
MOHOB OMKapOoHaTa M Bomopoaa. Dtu dep-
MEHTHI TJIaBHBIM 00pa3oM pacmpeacaeHbI
B JKEJIYIOYHOKUIIICUHOM TPaKTe, B OCOOCHHO-
CTU B CJTIOHHBIX XeJie3ax, XKeIyaKe, IBeHaIa-
TUIIEPCTHOM U ToJicToM Kuike, [T2K v Ounuap-
HOM TpaKTe, a TAKXKEe B IUCTAIbHBIX KaHAJIbIIaX
moyek [56]. VYrnepomucteie anrmapassl 11
TUTA HaXOMATCS Ha SMUTEIUM TMaHKpeaThye-
CKHUX TIPOTOKOB, M B YCIIOBUSIX ITPUCYTCTBHUS
CIIelIM(UUECKUX TMPOTUBOAHTUAPA3HBIX aH-
TUTEJI BO3MOXHO pPa3BUTHE ayTOMMMYHHBIX
peaxivii, HampaBJeHHBIX Ha YHUYTOXCHUE
AHTUTEHOB, pPAcCIOJIOXeHHbIX B TKaHu [12K.
HeiictButenbHo, y 0oabHbIXx AWMIT B smmTe-
JIMM TTaHKPeaTUIECKUX MTPOTOKOB OOHAPYXKM-
BalOTCS aHTUTEHBI, TOMOJIOTMYHbIC KapOoaH-
ruapasze Il tuma. Takum oGpa3zoM, Hannuue
ayTOAHTUTEJI TIPOTUB 3TOr0 (DepMeHTa MOXET
OOBSICHSTH MEXaHU3M UMMYHHOT'O ITOPaKeHUSI
SIUTEIUST TIPOTOKOB, HECYIIIET0 Ha CBOEH MOo-
BEpXHOCTHU aHTUTEHbI-MUILIEHU [7].

1.4. AnropuTtm guarHoctukm IlgG4-Ab
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JlakrodeppuH — HEIH3MMATUUECKUI TPOTEUH
OIpeie/ISIeTCs] BO MHOTUX YEJIOBEYSCKMX TKa-
HSIX, BKJIIOYAs JJAKTUPYIOIIYIO MOJIOYHYIO JKe-
Jie3y, OpOHXUAIbHBIC, CIIOHHBIE, XKeTYIT0YHbIC
JKesle3bl, MaHKpeaTUYecKre alyHychl. Bbico-
Kast BcTpeyaemocth AJI® npu AUIT moxer
CBUIETEILCTBOBATH O TOM, YTO JIAKTOhEPpUH
TakKe MOXKET BBICTYNaThb B POJIM aHTUICHA-
MMIIIEHU, BBI3bIBasI KJIETOYHO-OMOCPEIOBAH-
HBIi1 UMMYHHBIM OTBET IIPU 3TOM 3a00JIeBAHU .

Heobxoa1mMo 0OTMEeTUTh, UTO HEe Y BceX 00b-
Hbix AUTT umerorcst aHtuTena K KapOboaHTr-
npase I1 u nakrodeppuny, npearnosnaras, 4To
B IMaToreHe3e 3TOoro 3adojieBaHus MOTYT ydya-
CTBOBATh U JPYyrve ayToaHTUTEa.

MMMyHHBII KOHTPOJIb y YEJIOBEKA OCYILECT-
BJISIETCSL MPEUMYIeCTBEHHO T-xenmnepamu
(Th) u perynaropubsimu T-xitetkamu (Tregs).
BonbIIMHCTBO AyTOMMMYHHBIX OOJIE3HEN,
B TOM YKCJIE MOPAXKAIOLIMX OpPraHbl MUILE-
BapUTEJIbHOM CUCTEMBI, XapaKTepU3YIOT-
ca mnpeumyliectBeHHo Thl-otBetom, co-
MPSDKEHHBIM € TIOBBIIIIEHHOW TMPOMYKIIME
uHtepdepona-y (IFN-y), mpomyunpyembim
T-xennepamu 1-ro tuna (Thl). B To xe Bpe-
MSI B OCHOBE ajUuIeprhuyeckux 3a00JIeBaHUA,
Harnpumep, OpPOHXUATBHOU aCTMBI U aTOIMU-
YeCcKOro AepMaTura, jexut Th2-oTset, onoc-
penoBaHHbIil nHTepeiikunamu (IL)-4, 1L-5
u IL-13. Tregs cmtocoOHBI MUHAYLIMPOBATH CYy-
MPECCUI0 UMMYHHOTO OTBETa MOCPENCTBOM
MPOAYKIIMUA PETYISTOPHBIX IUTOKUHOB, Ta-
kux Kak IL-10 u Tpancopmupyromuii hak-
top pocta B (TGF-B), uto ompenensieT ux
BaXKHYIO POJIb B TIPEAOTBPAILIEHUN PA3BUTHUS
ayTOMMMYHHOI TlaTosioruu [14,129].

AyTOMMMYHHasl peakiiisl K KapOoaHTHUIpa3e
II n naktodeppuHy MPOTEKAET OMOCPEIO-
BaHHO ¢ yuyactueMm T-xammepoB (Th-1, Tun
CD4+). B psae umcciemoBaHUil OBLIO ITO-
Ka3aHO, YTO B ayTOUMMYHHOM MeEXaHHU3Me
nopaxeHust 12K, kelueBbIBOASIIUX TyTEK

U CJIIOHHBIX XeJe3 3(PPEeKTOPHBIMU KJIeTKa-
MU SBISITACH T-TMM@OLIUTHI, B OCOOEHHO-
ctu CD4+. B skcriepuMeHTaIbHBIX HCCIe-
JOBaHMSIX Ha MBbIIIAX, UMMYHU3UPOBAHHBIX
aHTUreHamu kapooaHruapassl 11 wim nakro-
(eppuHa, oTMeUagach BbICOKAsl YaCTOTa BOC-
nanutenbHbIX M3MeHeHuin B [12K. Cnenyer
OTMETUTH, YTO Y ITUX IKCIICPUMEHTAJIBHBIX
JKMBOTHBIX UMEJI MECTO arloIITO3 IIPOTOKOBO-
TO W allMHAPHOTO 3ITUTEIINS TIPU HEPeTyIn-
pyemoii skcripeccuu reHa [FN-y. [Tono6HbIe
U3MEHEHUs HaOII0AaIUCh B CTIOHHBIX XeJe-
3ax W TeuyeHu. BeisiBneHHble T-KieTOYHBIE
OITOCpeOBaHHBIC MMMYHHBIC PEaKIIUU CO-
TIPOBOXIATNCH MOHOHYKJICAPHON W TIOJIM-
MOP(MHOHYKJIEAPHON KJIETOYHOW WHGUIb-
Tpauuein TkaHeir [12K B TeueHue mepBbIX
TpeX Hemejab C IOCASAYIOIIMM pa3BUTHEM
(ubposa B TeueHue najibHEHLIEro nepuosaa
(6 Hemenb) U MpoOrpeccUpylolleil arpodueit
aLKMHYCOB [9].

B mepudepuueckoil KpoBU M ITOpaXKeHHBIX
TKaHSIX OTMeuaeTcs ToBeleHne CD4+
u CD8+ T-numdbouuton, Hecymnx HLA-
DR. HLA-DR aHTuUreHsl Takxe 3KCIpeccH-
poBaHbI U Ha TMpPOoTOKoBOM anutenun [T2K,
YTO SIBJIIETCSI KOCBEHHBIM J10KAa3aTeIbCTBOM
BEOyIIe pOJM ayTOMMMYHHOTO MEXaHM3-
Ma B npouecce paszputusi AWUII. Heodbxonu-
MO 3aMETHUThb, UTO M IIPH CKIICPO3UPYIOIIEM
XOJIJAHTUTE OCHOBHBIMM BOCITAJIUTECIIEHBIMU
KJeTKaMu B TKaHsx sBistorcss CD4+HLA-
DR+ Thl-nuM@oLuTh, B MEHbIIIECH CTere-
HU oOHapyxuBaeTcsa mHmibTpanusgs CD8+
1 B-muMdonmTamMu, 9To TaKKe OATBEepKIa-
€T B3aMMOCBSI3b MEXKIY 3TUMM 3a00JIeBaHUSI-
MU 1 OOIIHOCTb 3BeHbeB MaTtoreHe3a. Heob-
XOIUMO OTMETUTh, YTO y namueHToB ¢ AUTT
yaile BcTpevaercst crienudpuueckuii HLA
rartorurt DRB1*0405-DQB1#0401 [9].

HurokuHoBei npopunas nipu IgG4-Ab xa-
pakTepu3yeTcsl 3HAUNTEJIbHBIM YBETMICHUEM
skcnpeccun MPHK IL-4, 1L-5, IL-10, IL-13
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u TGF-B o cpaBHeHUI0, HanTpuMep, ¢ 60JIb-
ubiMu [1BLL unu TICX. Tlpu srom IFN-y
ObLT OAMHAKOBO IOBBIIIEH B O0OEUX TPYII-
nax. Kpome toro, madunsrpatr npu IgG4-
OITOCPENOBAHHBIX 3a00JIEBAHUSIX CONEPXKUT
0O0JIBIIIOE KOJIMYECTBO KJIETOK, SKCIIPECCUPY-
tomux Foxp3 — TpaHCKpUNIIMOHHBIN (hakTOp
u Mapkep Tregs [14]. DTu gaHHBIE TTO3BOJISIIOT
MPEAIIOIOXNTh, YTO B HMMMYHOIIATOTCHE3e
IgG4-ADb 3HauuMoOe, eciu He KJII0YeBOe Me-
cto 3aHuMaeT Th2-omocpenoBaHHBII OTBET
Ha HeWICHTU(hUIIMPOBAHHBIN TPUTTEPHBII
(hakTOp, C MACCUBHOI MUTpalleil B oyar Boc-
majeHust Tregs, 4TO OTIMYAET TAHHYIO HO30J10-
TMYECKYI0 TPYIIIY OT ayTOMMMYHHBIX Oo0Je3-
Heli. Baxno ykazatb, yto IL-4 1 IL-10 moryT
BBICTYNATh (haKTOpaMU CTUMYJISILIMKM  TIPO-
nykuuu 1gG4 B-mumdponmramu [30]. TGF-B,
B CBOIO OYepelb, — MOIIHbBII TpodudOporeH-
HBII LIUTOKWH, KOTOPBI MOXET MPUHUMATh
yuactie B wHQmIsTpanmuu TKaHeit IgG4-
MO3UTUBHBIMM TUIA3MaTUYECKUMU KJIETKaMK
¥ pa3BUTUM TepUAYKTaIbHOTrO (budpo3sa. ITo-
ciaenqHue nBa (peHOMEHa TMPEACTaBISIOT JBE
Hau0oJjiee [IeHHbIC B AMarHOCTUYECKOM OTHO-
meHun Haxoaku ripu [gG4-Ab.

Mexay TeM HeOOXOAMMO YMOMSHYTh, 4TO
Oojice paHHee HCCAEIOBaAaHUE IPOAEMOH-
ctpupoBasio y OonbHbiX IgG4-AB moBbI-
meHHbll ypoBeHb IFN-y, Oonee xapak-
TepHBIA IJI1 ayTOMMMYHHBIX 3a00JieBaHUM
¢ npeo6namanueM Thl-orBera [76]. Takum
00pa3oM, Ha CErOAHSIUIHUN AeHb HE BIIOJ-
HEe $ICHO, KakKOW THUIT MMMYHHOTO OTBETa
nomuHupyet npu IgG4-accounnupoBaHHOM
narogoruu: Thl, TUITMYHBIN 19 AyTOUM-
MYHHBIX 3a001eBaHuii, uiu Th2, xapakTep-
HbII IS aJlepTuyecKuX peakiuii. Bnoane
BO3MOXHO, YTO 3TH JIBa TUIA UMMYHHOTO
pearupoBaHuUs MPEACTaBISIOT COOO cMe-
HAOLIME OPYr Apyra asbl, oTpaxas cra-
nuio 1gG4-Ab.

1.5.1. Ponb 1gG4

3HAYUTE/IHHOE MOBBILIEHNE ChIBOPOTOYHOTO
ypoBHs 1gG4, Hapsiny ¢ nHGWILTpaueit co-
OTBETCTBYIOIIMMM TUIA3MAaTUIECKUMU KJIET-
KaMM, CIIY>KUT ITATOTHOMOHHMYHBIM MapKe-
pom IgG4-accoumupoBaHHOI MAaTOJOTUH.

IgG4 npencraBisgeTr coOoif caMblii MaJo-
YUCJIEHHBbIN CYOKJIacC MMMYHOIJIOOYJIMHOB
G, B HOpMe cocTaBisiolmii 3—6% o01ie-
ro nyna IgG B CBIBOPOTKE KPOBU UeIOBEKa.
IgG4 wmmMeer WHTepecHBIE OMOJOTMYECKUE
ocobenHoctu. IgGl u 1gG3, B ommune OT
IgG4 u IgG2, umeroT BhIpaXXeHHYIO COCO0-
HOCTb CBSI3BIBATBhCS KJIACCUYECKMM TIyTeM
¢ Fc-peuentopammn meMOpaH JeHKOLIMTOB.
IgG4, nanbonee «HeOOBIYHBIN» U3 CyOKIIac-
coB IgG, paccmarpuBaeTcs KaKk BapuaHT He-
BOCHAJIMTEIBHBIX TIPOTEKTUBHBIX aAHTUTE]L.
T-xenmepbl TOCPEACTBOM 3KCIIPECCUU ITUTO-
kuHoB Tuna IFN-y crnocoGHBI cTUMYIUpPO-
BaTh cekpeuuto IgG1 u IgG2, npuHumas Bo
BHMMaHue, uyro 1L-4, IL-5, n IL-13 perynu-
pyioT cexpeunio IgG4 u IgE [9].

ITo cBouMm OmosorndyeckuMm cpoiictBam IgG4
SBIISIETCS B CBOEM pOIC YHUKAIBHBIM UM
MYHOTJIOOYJIMHOM, TIOCKOJIbBKY OH HE CITOCO-
OeH K TPEUUNTUTAIINNA C OYUIICHHBIMA aHTH-
reHamu. Kpome Toro, anturena IgG4 cnabo
KOHTaKTUpYIoT ¢ Fc-pelienTopamu 1o cpas-
HeHmio ¢ IgG1 1 nmpakTUYecKn He aKTUBUPY-
0T KOMIIOHEHTHI KOMIUIEMEHTa. AHTHTeJa
tumna IgG4 MoryT 3ammmiars ot OMosornye-
CcKMX 3(h(HeKTOB KOMITJIEMEHT CBSI3aHHBIX CYO-
KJ1IaCCOB MMMYHOIJIOOYJIMHOB U OJIOKMPOBATh
IgE-oOycnoBneHHble 3¢ ¢eKThl Tapa3uTap-
HBIX aHTUTEHOB in vitro [9].

IMoBbimienHbie TMTPHI [gG4 BHISBIECHBI Kak
IIpY aJJIEPTUYeCKKX, TAKUX KaK OpOHXUAIb-
Hasl acTMa WJIM aTOMMYCCKUN IePMATHUT, TaK
U TIpU ayTOMMMYHHBIX 3a00JIeBaHMSIX, Ha-
MpuMep, My3bIpyaTKe, MUACTCHUW VI CH-
CTEMHOI KpacHO# BovyaHKe [14].
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He BriosiHe MOHATHO, UMEIOT JIM KaKoe-1100
sHauenne IgG4 B matorenese IgG4-Ab. On-
HaKo ycTaHOBJIeHO, uTo IgG4 criocoOHBI Kak
3aIycKaTh KJIACCUYECKUI MyTh aKTUBALUU
KOMITJICMEHTa, TaK M WIPaTh IIPOTHBOBOC-
MaJTUTEIbHYIO POJIb TOCPEACTBOM YMEHbB-
LIeHUST IyjJda aHTUTEHOB, JOCTYITHBIX IJIsI
KOHTaKTa ¢ 0oJjiee MaTOreHHBIMU KJIacCaMu
aHtutes. Tem He MeHee IgG4 TOKyMeHTUPO-
BaHBI U B KAYECTBE MMaTOT€HHBIX ayTOAHTUTE
TP TTy3bIpYaTKe, WHIYLUPYIOLINX IEPMO-
snuIepMaibHylo cenapauuio [62,120]. Ipu
PEeBMaTOMIHOM apTpUTE pacCMaTpUBaeMbIi
cyOKJIacc onmucaH B KayecTBE TOMMHUPYIO-
IEro B OOIIeM ITyJie aHTUTeJ K LUKJInYe-
CKOMY UMTPYJUTMHUPOBAHHOMY TIETITULY.
CriBoporounsle IgG4 y manuenToB ¢ 1gG4-
Ab pearupyioT ¢ HEU3MEHEHHBLIMU aHTU-
reHamu TKaHu, Hanpumep IT2K u XKenuHbIX
MPOTOKOB, YTO TOATBEPXKIAAeT HUX BEpOST-
HYIO POJIb B KauecTBe ayToaHTUTel. BmecTe
C TEM OCTAEeTCsI HEM3BECTHBIM, SIBJISIIOTCS JIN
IgG4 mpuumHHBIM (aKTOPOM WM IIaToTe-
HETUUYECKUM IIOCIECACTBUEM IIPOTPECCUPO-
BaHus IgG4-Ab.
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2. |gG4-accoummnpoBaHHbIi NaHkpeaTuT

2.1. BeepgeHue v onpepeneHue

AyToMMMYHHBII naHkpeatut (AUIT) — mano-
YUCJCHHAsl TPyIa PeAKUX BOCHAIUTEIbHBIX
3a0oseBanHmii [12K ¢ Hem3BeCTHOI 3THOIOTHEH
M YACTUYHO M3YyYEHHBIM I1ATOIE€HE30M C J0-
MHMHUPOBAaHUEM ayTOMMMYHHBIX MEXaHN3MOB
¥ BO3MOXKHOCTBIO 0TBeTa Ha Tepanuio KC, uTto
TTO3BOJISIET OOBEIUHSTL BCE 3TH 3a00JIeBaHMS
I10]1 OOIIIMM Ha3BaHUEM.

J10 HaCTOSIIIIETO MOMEHTA CYILIECTBOBAJIO MHO-
JKECTBO TEPMUHOB, IIPUMEHSIEMbIX [P OITKCa-
nun AUII, o yeM MBI yrioMuHanu B 1-11 raBe:

«riepBUYHbIN XI», «HealKOTONbHBIN JIECTPYK-
muBHBIE  XII»,  «1MMQOIIIa3MOLUTaPHBII
ckieposupytonmii XII», «rpaHyaeMaTO3HbIN
XIT» 1 «CcKIepo3UpPYOIIMI MaHKpeaToXoaaH-
ruT» [5]. Bce BblleyKazaHHbIE TEPMUHBI ITPU-
MEHSUTUCh Tpu crietmpudeckux dpopmax XIT,
KOTOpPBIE B OOJIBIIIMHCTBE CBOEM MMEJN aHa-
JIOTUYHBIC TUCTOJIOTMUYECKHE XapaKTePUCTUKU
¥ ayTOMMMYHHBI MeXaHW3M TaToreHe3a. Ha-
YWHas ¢ aTHoJIornyeckoi kinaccuguxaumum XIT
TIGAR-O c¢ BblAeleHHMEM H30JUPOBAHHOTO
AWII u cuHapoma BTOPUYHOTO ayTOUMMYH-
Horo XI1, no paznenenus AWUIT na I u I Tunsr

Tabauua 2.1. Omauuus eucmonamonoeuueckux munoe AUIT

B IU1a3M€ KpOBU

Bospact/mon Crapiue 50 jieT, mpeuMyIIiecTBEHHO Mounonapie, yaliie 60JCIOT XKEHITUHbI
MY>KUMHBI

BerpeuaemocTh PaBHOMepHOe pacnipeneneHue Bo BceM | [1peumyiectseHHo B EBporie u CILIA
MHpe, OOJIBILIMHCTBO CIIy4aeB coodLIe-
Ho u3 AAnonuu u Kopeu

VYposuu IgG u IgG4 [ToBbllIeHHbBIE Yaiiie HopMaJibHbIE

B IJ1a3Me KPOBU

AyToaHTHTEIa BrisisiioTcst He BoIsiBISIIOTCST

ITpotokoBsiii srutenuii | CoxpaHeH

IpanynouurtapHast AeCTPYyKIMSsI

SKCTpanaHKpeaThye- Peko sI3BEHHBII KOJIUT
CKMX MTPOSIBJICHUIA
60% (IgG4-CX)

Cuanoagenur — 13%

Jumpoanenonarus - 9%
Tupeounur — 7%

[ceBmoomnyxonu — 2%

Hanuune IgG4-accounnpoBaHHbIe TOPaKEHUSsI Yaruie s13BeHHbII KOJIUT

Yaire cKIepo3upyOIINi XOJaHTUT — coveTaHue ¢ CUHAPOMOM DBaHca

PetporneputoHeanbHbiit hrbpos — 9%
WHurtepcTuninanbHeiii Hehput — 9%

WHTtepcTULiManbHasi MTHeBMOHUS — 7%

(IgG4-HeraTuBHBII), BO3MOXHO

U TUPEOUIUTOM XammmoTo

Tucronornyeckue

Wudunsrpanus mapenxumbt [12K
TPU3HAKUA mumbonutamu u [gG4- mo3utuBHBIMU | TUMdoOTUIa3MaTHIeCcKast
MJa3MOLUTaMU, MyapohOpMHbIT

Gubpo3, obauTepUpyOmIunii (GaedouT

INepunykTanbHast

nHOWIBTpaLus 1 ¢JIeOuT, HO OH MeHee
BBIpaXXeH, 4eM 1pu | Ture; THnyHa
MHOUIBTPAIS CTEHKYU TPOTOKOB
HEUTPODUIBHBIMY TPAHYIOLIUTAMKI

Otger Ha Tepanuio KC | Xopoumit

He Bo Bcex ciydasix
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MPOILTO MeHbIIE 5 JieT. B TOT mepuon BpeMeHu
onIToBasio MHeHUE, yTo AWTIT — 310 cucteMHoe
3a00J1eBaHMe, Topaxaroliee He Tonbko [12K,
HO U IpYTHe OpraHbl — OMJIMAPHBII TPaKT, K-
IICYHUK, CITIOHHBIC 3KeJIe3bl, JISTKUE, TTOYKU,
JuMdarryeckre y3ibl, a TakKe 3a0prOIIWH-
HOE€ MPOCTPAHCTBO, MO-BUAUMOMY, UMEIOLIE
o0llIie aHTUTeHbl, K KOTOPBIM BbIpadaThIBa-
IOTCSI  COOTBETCTBYIOIIME ayTroaHTuTena [1].
JeiicTBUTEIbHO, M30IMPOBAHHOE TOpPaXKCHHE
I2K BcTpeyanoch He Tak 4acTo (OOJbIIMHCTBO
cJIydyaeB BIOCJEICTBUM ObLTO OTHeceHO Ko I
tuny AUIT), B To BpeMsl KaK T.H. «BHeaHKpea-
TUYECKME» TIPOSIBIICHMUSI, OITHO MJIN HECKOJIbKO,
Bctpeuanuch nipu AMIT upesBblyaitHO yacto
(I urt AWIT). ITpu ipoBe A€ HUM IMMYHOTHICTO-

XUMUYECKUX UCCIENOBAaHUN BBISCHWIOCH, YTO
J1s1 Oonbliieit yactu ciaydaeB AMII, ocobeHHO
MPOTEKAIOIINX C MHOXKECTBEHHBIM ITOpaXKe-
HHEM OpraHOB-MMIIICHEH, XapaKTepHa BbIpa-
keHHas nHOwIsTpanmus 1gG4-Tmo3UTUBHBIMI
BOCITAINTEIbHBIMM  KJICTKAMU, Yero He Ha-
omopaetcs npu «kaaccuueckux» TTBL, TTICX,
B3K, Gomnesnsx Ilerpena u PII®. Baxweii-
IEW OTJIMYUTEBHOU 4E€PTOM, MOATBEPKIA0-
et hakt [gG4-mmo3utuBHBIX M3MeHeHmi [12K
¥ IPYTYX OPTAaHOB, TTOMIUMO MOP(OIOTITIECKIX
OCOOEHHOCTEH, SIBJIsIeTCs OoJiee SIpKUii OTBET
Ha Tepanuio KC, B To BpeMsl KaK «Kjaccuye-
ckue» [1BL u TICX, PII® u 6one3ns Kpona
3HAUYMTEIBHO peXke U B MEHBIIICH CTETIeH! BOC-
MPUMMYKBHI K TTOTOOHOMY JIeYeHUIO [7].
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Puc. 2.1. AymoummynHnbiit nankpeamum. JleMOHCMPUPYIOMCS pe3yabmamsl UCMOA02UHeCK020 UCCAe008d-
nus [1K. Ha pucynkax npedcmasnervi munu4tbie nPOMOKO08ble U NAPEeHXUMAMO3HbLe UBMEHeHUs NPU UCHONL-
308aHUU CMAHOAPMHbBIX MeMO0008 OKPAUUBAHUS.

A — Bocnanumenvhutii npoyecc 8oKpye mexuc001ebix NPOMOK08 MAn0eo u KpynHoeo duamempos (0Kpacka
2eMAMOKCUAUHOM U 303UHOM, y6. X 70) (uz V. Deshpande u coasm., 2005 e. [11]).

b — I[lankpeamuueckuii npomox, okpysceHHblill MOHOHYKAAPHbIM AUMPONAAZMOYUMADHBIM UHPUALMPAMOM
(okpacka eemamoKxcuauHoMm u 303unom, yeeauvenue x 200) (u3 L. Aparisi u coasm., 2005 2. [9]).

B — [lepudykmanshovie 3numensuouoOHo-KAemouHble 2paHyiemvl (OKPACKA 2eMAmMOKCUAUHOM U 503UHOM,
6. x 250) (uz V. Deshpande u coasm., 2005 e. [11]).

I — Jlemoncmpupyemcsi npeumyuecmeennoe nopaxjcerue 00AbKu (OKPAcKa 2emMamoKCUAUHOM U 203UHOM,
y6.x 70) (u3 V. Deshpande u coasm., 2005 e. [ 11]).

JI — I[lepuoykmanvhwlit pubpos ¢ aumgponiazmoyumapuoil unguivbmpayueil. Pazpoie anacmuyeckux 6010K0H
6 CMeHKe NaHKpeamu1ecko2o npomoxa (okpacka snsacmunom no Bawn Tusony, ye. x 24) (uz T. Kamisawa u co-
asm., 2003 e. [19]).

E — Jlykmoyenmpuueckue aumgponiazmouumaphbie UHOUAMpamoL ¢ 3apooblulegblmu UeHMpamu u uHmep-cmu-
UUANBHBIM UOPO30M (0KPACKA 2eMamOKCUAUHOM U 303uHoM, ¥6. X 20) (uz R. Pezzilli u coasm., 2004 2. [32]).

MO BCEHl BUAMMOCTH, CBSI3aHO C M3yYeHUEM
Mpr3HaKa B MajbiX BblOOpkax. [lo maHHBIM
OOJBIIMHCTBA UCCTIEIOBaHMIT HanboJIee YacTo
3a00JIeBaHIE PETUCTPUPYETCS Y MYKIMH, CO-
OTHOIIIEHUE MYXXUMH U JKEHIIWH KOJIeOaeTCs
B npenenax 2:1 — 5:1. CpeaHuit Bo3pacT Mma-
Hudectauuu KIMHU4YecKou kaptuHbl AUIIT
Ha 10—20 Jer BbIlIE, YeM TAaKOBOU TIPU TPO-
yux aTHoJIornuecknx Bapuanrtax XI1 [7, 8, 28,
29]. B HemaBHEM KpPYITHOM MEXIYHapOIHOM
UcCceA0BaHNM, BKJIIoUaBllieM 978 maluueHToB
¢ AUTI I Tuna, cpenHuit Bo3pact OOJIbHBIX CO-

2.2. Annpemuonorusa

Tounas pacnpoctpaHeHHocTs AWUIT Hewus-
BecTHA. YacToTa perucTpalvii B SIUACMUOIIO-
TUYECKHUX MCCIICIOBAHUSIX 3TOTO PEAKOro 3a-
OoseBaHMs KojeoeTcs B npenenax 4,8—5,8%
OTHOCHUTEILHO TIPOYNX STUOJIOTHUECKIX (PopM
MMaHKPEaTUTOB (B KPYITHBIX CIICIIMAIM3UPOBAH-
HbBIX KJIMHUKAX), JOCTUTAasl pacIIPOCTPaHEHHO-
ctu 0,71—0,82 cayyaes Ha 100 000 HaceneHus.
MHdopmaiivst OTHOCUTETBHO MOJIOBBIX PA3JIN-
ynii cpeny nauueHToB ¢ AWUIT B coBpeMeHHOI
JIUTEpaType 3HAYUTEIbHO BapbUpYeTCs, UTO,

2.4. MaTomopdonorus

Puc. 2.2. AymoummyHnviii naumkpeamum. JleMOHCHMPUPYIOMCS De3YAbMAMbL  UMMYHOLUCTOXUMUHECKO020
uccaedosanusn I2K. Ha pucynkax npedcmaenenvl munuuHble npomoKogbie U NapeHxXuMamosHbvle UMeHeHUs:
NpU UCHOAB308AHUU UMMYHHBIX MEMO008 OKPAUUBAHUSL.

A — Hupgysnas unguarsmpayus 1gG4-nosumusnvimu kaemxamu (y8. x 250) (u3 V. Deshpande u coagm.,
2005 e. [11]).

b — [lankpeamuueckuii RPOMOK, OKPYHCEHHBLI BbIPANCEHHIM AUMPONAAZMAUUMAPHBIM UHDUALMPAIMOM npe-
umywecmeenno uz 1gG4-nosumuenvix nnazmamuyeckux kaemok (y8. x 40) (uz L. Aparisi u coaem., 2005 e. [9]).

crapisul 61,4 roma Ha MOMEHT BepUbUKALIMI
nuardosa [16]. B aTom ke rccienoBaHu ObLTO
otMeueHo, yto AMII I Tuna gocroBepHO pexe
BCTpeYaeTcsT B CTpaHaxX A3WH, IO CpaBHEHUIO
¢ EBpomnoit u CeBepHoit Amepukoii — 3,7%,
12,9% wn 13,7% cootserctBeHHO; p<0,001 [16].

2.3. Knaccudpmkaums
Brinensior 2 rucTonaTojlornyecKux TUIA:

I Tun — numdonaazMoLUTapHbIN CKIEPO3U-
PYIOIIMI TAHKPEATUT,

II T~m — uaMoNaTYeCKUit MPOTOKOBO-KOH-
LHEHTPUUICCKU ITaHKpPeaTUT C TPaHyJIOLM-
TapHbIMU SIUTEIMATBHBIMUA ITOBPEXICHUSI~
mu — GEL (ta6n. 2.1).

ITo noxanuzaunu nopaxenus: IT2K Beiaensitor
nudOyY3HYI0O U 04aroByl0 (DOPMBI, TOCIIEA-
HSISI M3 KOTOPBIX HarboJiee 4acTo BCTpeyaeTcst
B rosioBke 12K 1 uMuTUpyeT pak 3TOro opra-

Ha, OCOOEHHO TIPY BOBJICUYEHWUU B BOCIAJIU-
TesbHBIN Tipotiecc xonenoxa (IgG4-CX) c ero
CYXXEHUEM U Pa3BUTUEM MEXaHUUYECKOU XKeJ-
Tyxu. B 3HauUMTENbHOI CTereHu 3aTpyaHSIET
npoBeneHue nudepeHIaTbHON TMarHOCTH-
k1 AUII ¢ pakoM 4acTo TMOBBILLIEHHbIN YpO-
BeHb CA 19-9, o6iuratHO TOBBIIAIOIIVIICS
TIpY CUHAPOME XoJiecTasa JJio0oro reHesa [2].

2.4. NaTtomopdonorus

B Hacrosmee Bpemst AUIT aBasieTcss enuH-
ctBeHHOI dopmoit XII, umerolieii apkue
Mopdosioruyeckue OTIMYMS OT IPOYMX
STUOJIOTUYECKNX (POPM 3TOro 3aboJieBaHUS
(puc. 2.1).

Wrak, rucronormyeckum mpuzHakom AMIT
SIBJISIETCSI BbIpaXKeHHasi MH(MUIBTpALMs BOC-
MaJTUTEIbHBIMU KJIETKAMU BOKDYT MEXIOJIe-
BBIX IIPOTOKOB CPEIHETO M KPYITHOTO pa3mepa
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Puc. 2.3. Aymoummynnuiit nankpeamum. Pezysomamot eucmonoeuueckoeo uccaedosanus I[12K. I[lpedcmasne-
Hbl MUNUYHBLE COCYOUCIble U NEPUBACKYASPHbIE USMEHEHUS.

A — Ilepugaeoum ¢ mranu IIK ¢ pacnpocmpaneHuem Ha nepunanKpeamuyeckue mxanu (OKpacka
2eMAMOKCUAUHOM U 03UHOM, ¥8. X 20) (u3 R. Pezzilli u coasm., 2004 . [32]).

b — [lankpeamuueckas éena ¢ noaxol ooaumepayueti npoceema nPeuUMyu,ecmeeHHo KAemouHbMU UHDUAL-
mpamamu ¢ pazgumuem Gubpo3a (oxpacka snacmunom no Ban luzony, ys. x 50) (u3 T. Kamisawa u coagm.,
2003 [19]).

B — [lankpeamuueckas 6éena ¢ NAOMHbIM AUMPONAAIMAMUHECKUM UHDUALMPAMOM U NEPUBCHYASAPHIM
@ubposom (okpacka eemamoxcurunom u 203urom, ye. x 200) (uz Aparisi L. u coasm., 2005 e. [9]).

I' — IgG4-no3umusHsie naasmamuyeckue KAemKU pacnoNazaromes 6HYmpu NAOMHO20 AUMPONAAZMOYU-
mapHoeo uHgurbmpama, okpyxicaroujeeo apmepuro ILK (ummynoeucmoxumuueckoe okpawugatnue, y8. x 40)
(u3 L. Aparisi u coaem., 2005 e. [9]).

2.4. MaTomopdonorus
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(puc. 2.2 a,0). [1poToku MeHbBIIIETO AMaMeTpa
TaK:Ke MOTYT OBITh BOBJICUEHBI B Ipoliecc. Boc-
MaJIUTEIbHBIA MH(UIBTPAT COCTOUT IJIABHBIM
00pa3oM 13 TMMQOLIMTOB U TIIa3MaTUYeCKUX
KJIETOK, MakpoaroB 1 MHOTIAa HEUTPODUIOB
¥ 303nHOMDUIOB. B psage ciydaeB oOHapy:Ku-
BAlOTCSl TIEPUAYKTATbHBIE IMUTETUOUIHO-
KJIETOUHbIE TpaHysieMbl (puc. 2.1 B).

[Ipy UMMYHOIIUTOXUMUYECKOM  THUIIUPO-
BaHUM JUM@OIINTOB BBISIBICHO, YTO OOJb-
mUHCTBO U3 Hux siBiasgercss CD8+ u CD4+
T-numbpouutamu; B-numdounTtapHas WH-
usTpalys BhIpakeHa B MEHbIIICH CTeTICHU.
[TpakTraecku Bcerna B MHPMIBTPATE IPUCYT-
ctByIoT Ig(G4-TI03UTUBHBIE TTa3MaTUYeCKue
kinetku (puc. 2.2). MHOUIBTpAT MOJTHOCTHIO
OKPY>KaeT MPOTOKU M MOXET CyXaTb UX MPO-
CBET, YacTO MpuaaBasi MocaeIHEMY BUI «3Be3-
npl» (puc. 2.1 a, 6). B 6onee mo3mHUX cTaausIX
CTEHKa IIPOTOKA YTOJIIIACTCS 3a CUeT IepH-
IyKTanbHOTO (hrbpo3a (puc. 2.1 1, e).

‘- -
~ L

Puc. 2.4. Cxema, demoncmpupyrowas paziuuHvie
8apUAHMbL  B0BACHEHUS NOO0NCENYOOHHOU  dicene3bl
u buauapHo2o mpakma, Habaoaemvie y NAYUeHmMos
C aymoumMmyHHbIM haukpeamumom (no Y. Zen
u coagm., 2004 2. [16], ¢ modupuxayuu G. Kldppel
u coaem., 2005 e. [24]

Hanporus, npu AWUII 11 Tuna mopdonornye-
ckas kaptuHa B 12K nipeacraBiieHa rpaHyJio-
LUTaAPHBIMU MOBPEXIACHUSIMMU SIUTEIUS ITPO-
ToKoB (GEL). DTOT OCcTpoBOCTATUTENbHBIN
KomnoHeHT AWII xapakTepu3yeTcst 04aroBoit
JMECTPYKIIMEH SIMUTeNINs ITPOTOKOB. [1pu aTOM
MPENMYIIECTBEHHO HEUTpomiIbl U MHOTIA
503MHOMUIB  KOHIEHTPUPYIOTCS TpyIla-
MU TI0f TIPOTOKOBBEIM 3TUTEIMeM. MHPMIE-
Tpauusl TpaHyJOLMTaMU MOXKET 3aTparuBaTh
MEJIKHE MEXKIIOTbKOBBIC TIPOTOKHU 1 allHYCHI.
Hecmotpst Ha TO UTO 3TM U3MEHEHUS B TIPO-
TOKaX MOTYT OBbITb BeCbMa BbIPaKEHHBIMMU,
TOTaJIbHAsI MPOTOKOBAsl NECTPYKIIUS, OCTaB-
JIsTIolasi pyolloBble M3MEHEHMSI — SIBJICHUE
JIOBOJIBHO PENKOE.

PacripoctpaHeHHOCTB 1 BBIPaXKEHHOCTh OCTPHIX
M XPOHWYECKUX THUCTOJIOTMIECKUX WM3MEHE-
Huit ipu AWII B 3HaYUTENILHOI CTETIEHU Ba-
purabesibHa He TOJIBKO B KaXKIIOM KOHKPETHOM
ciyyae, HO B IIpeieiax OqHOro opraHa. B Heko-
TOPBIX CITy4yastX BOCIIAJIUTEIbHBIN Mpoliece 3a-
HUMAaeT CPaBHUTEBbHO Maityio Tiomans [12K,
1o nepudeprr 0OHAPYKUBAOTCS 30HBI C MU-
HUMaJTbHBIMU TIPU3HAKAMU BOCTIAJICHUST WU
HeusMeHeHHas1 mapeHxuMa [12K 6e3 ueTkoit
TpaHUIIbI C 30HOM MopaxkeHus. Kak npasuio,
MPpY HE3HAUUTEJILHO WX YMEPEHHO BbIPaKeH-
HOM BOCHAJIUTEJILHOM TpoIiecce MH(MIBTpa-
WS TIOYTH TIOJTHOCTBHIO 3aXBaThIBAaeT OJIM3IIE-
Kamue npotoku. Ilpu Gosiee BbIpaKeHHOM
MOpaXkeHUU B JIOTIOJTHEHKE K IMPOTOKaM B BOC-
MaJUTEIbHbIA TMpOIIECC BOBJIEKAETCS IMapeH-
XuMa ¢ allMHycaMU, 4To BeleT K auddy3HoMy
CKJIEpO3y, OYar KOTOPOTO MOTYT COAEPXaTb
pa3po3HeHHbIe  JUM(OMIHBIE  (DOITUKYITBI
MaJlbIX pa3MepoB, boraTbie B-kieTkamu. Auu-
HapHbIe KJIETKW 3aMeIaroTCs BOCIAUTE b~
HBbIM MHQUILTpaTOM U (PUOPO3HOI TKaHBIO,
YTO TOCTENICHHO BeAeT K yTpaTe IOJbKOBOI
crpykTypsl ITK (puc. 2.11).

B nmomnonHeHue K M3MEHEHUSIM, TIPOMCXOAs-
UM B IPOTOKOBOM CHCTEMe M MapeHXUMe,
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B TIpOLIECC TaKXKe BOBJEKAIOTCS U COCYIbI
TIK. Backynut, mopaxarolmuii BeHbl Majo-
ro kaaubpa — HauboJiee YacTo HaOJI0IaeMBblid
npusHak nipu AUIT I tuma, Torma kak o6au-
TEPUPYIOLIUI apTEPUUT BCTPEYAETCS peXke.
BocnanurenbHblid npoliecc, 3aTparuBarOLIMi
COCYIIbl, MOXKET PacpoOCTPaHSITLCS Ha OJ1u3/e-
JKallue ydyactky napeHxumbl T12K, okpykaro-
1IMe ee TKaHU, B PSIAC CIydaeB 3aKaHIMBAThCS
MOJHON obnuTepalyeid BeH KJIETOYHbIM MH-
GUIBTPaTOM C TMOCIEOYIONIM (PopMHUpOBa-
HUEeM rpy0oli COeAMHUTENIbHOI TKaHU, B TOM
4Yuciie IEpUBacKyJIsipHO (puc. 2.3).

Ecnu  BocmanuTeNbHBIA MpoLEcC pacrpo-
cTtpaHsiercss Ha rosioBky II2K (a 10 mpo-
ucxomut B 80% ciiyyaeB), TO BOBJIEKAETCS
TaKKe M TUCTAJBHBIA OTAE] OOIIero Kemrd-
HOTO TIPOTOKA, TJIe pa3BUBACTCSI BRIPAXKCHHOE
VTOJIIEHUE CTEeHKM BCAEICTBUE AUPPy3-
HOU JMMOTUTa3MOIIMTapHOM  MHGMUIIBTPa-
U C TPOTPECCUPYIOIINMHI  (PUOPO3ZHBIMU
u3MeHeHusiMu (puc. 2.4) — couyeTaHHbII
1gG4-CX. B HEKOTOpBIX CIydasix XOJAHTUT
pacrpocTpaHsieTcsl A0 30HBI OMbypKalmu
B BOpOTax IMEYEHW M Ha CTEHKY XEITYHOTO
my3eipst  (IgG4-accoumnpoBaHHBIN XOJEIU-
ctut). [1pu 3TOM BocHaauTEIbHBIN Mpolece,
Kak TpaBUJIO, XOPOIIIO OTTPAaHUYEH OT OKpY-
XKallux TKaHel. MoryT ObITh YBeJIWYEHBI
3a0pIOLIMHHBIE TUM(pAaTUUECKUe Y3bl (BOPOT
TeYeH!, TepUTaHKpeaTndeckKre) U 3a CUeT
pa3BUTHS B HUX aHAJIOTUYHBIX U3BMCHEHUI —
1gG4-accouuupoBaHHas JuMdoaneHonaTus.
B MeHbIIeM gmcie CiIydaeB BOCITaJICHIE KOH-
HeHTpupyeTcs B Tene 1 xBocte [12K.

B otnnuue ot apyrux tunos XII, Takux Kak
QIKOTOJIbHBIN, HACJIEACTBEHHBI U TpOoIuye-
CKMIT TaHKpeaTUThl, MCeBAOKUCThI Tpu AUTT
BCTpEYAOTCS O4YeHb peako. KoHKpeMeHTHI
0OBIYHO OTCYTCTBYIOT, HO €CJI BCe-TaKy OHU
00HApYXMBAIOTCS, TO, KaK MPaBuIo, IPU 111~
TeJLHOM TeUeHUHU 3abosieBanus [2, 5, 6].

Hcxonst u3 naHHBIX JOTIOJTHUTEIBHBIX METOIOB
obcnenoBanusi, AWII MoxHO mNoapa3nenvThb
Ha muddy3HyIo ¢opmy, BOBIEKAIOIIYIO B ITa-
Toslornyeckuii mpouecc Bcro [12K 1 ouaroByro
dopMy, TOpaxXamIIyl0 IIPECUMYIICCTBCHHO
rosioBky I12K, 3HaunTE1ILHO pexke — XBocCT [7].
B HemaBHeM wuccrienoBaHWM, BKITIOYABIIIEM
73 maumenta ¢ IgG4-AWII, BocnaneHue Tep-
MUHAJIBHOTO OTIeNa XOJedoXa C pa3BUTHEM
CTPUKTYPBI OOHApPYKMBAJIOCh  UYpe3BBIYAii-
HO 4yacTto — B 81% citydaeB, IIpryeM aBTOpam
yIOaJioch 1MOKa3arh, YTO B Pa3BUTUM CTPUKTY-
pbl ydacTByeT Kak camocrositeibHoe IgG4-
aCCOLIMMPOBAHHOE TTOpaKEeHUE XOJea0xa, Tak
¥ KOMIIPECCHsI YBEIMUSHHOM 3a CYET BOCIIAJIM -
TeapHOro oteka royjosku 12K [40].

2.5. 9TuonaroreHes

[TpuuuHbsl 1 MexaHusMmbl pasutust AUII,
kak u IgG4-Ab, mo HacTosIIero BpeMeHU
TOYHO HE YCTaHOBJeHbI. ExeromHo mnosiB-
JisieTcsl Bce OoJblliee YMCI0 IMyOJMKalluid,
B KOTOPBIX pPacCMaTpUBAIOTCS pPa3IUIHbBIC
MaToU3NOJOrMYEeCKUE 3BEHbsI MHULMALIUUA
U TIPOTPECCUPOBAHUS 3TOTO 3a00JIeBaHUS.
OO011Me mpeacTaBieHus O MaToU3NOJOTUU
npuBeneHbl B pazaene 1.5. B naHHo# rnaBe
MBI PACCMOTPUM PSII TUTIOTE3 MaTo(hr310I0-
run nopaxenus ITXK, koropoe ceituac 060-
3HavatoT kak AWUII. B ¢Bsi3u ¢ Tem, 4TO yacTb
9TUX pabOT TMPOBeJeHA B 3M0XY A0 OTKPBITUS
IgG4-acconmmnpoBaHHOTO TAaTOTeHE3a, OHU
HMMEIOT BO MHOTOM HMCTOPMYECKOE 3HAYEHUE,
HO He yTepsuUlu MOJHOCTbIO CBOEl MH(opMa-
TUBHOCTH.

2.5.1. AUM n 3aboneBaHus
C ayTOMMMYHHbIMMN 3B€HbSIMM
naTtoreHesa

Kaxk mMbl oTMeuanu paHee, UMeeTCsI HECOMHEH -
Has B3auMocBsi3b AU T v psima ayTOMMMYHHBIX
3aboneBaHuit. Ecnu B ciyuae ¢ AWIT I tuna
CErOMIHSI Mbl MOXKEM FOBOPUTH O €IMHOM I1aTO-

2.5. OTnonaroreHes
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SKCHCPHMCHT&HBHEU[ MOJEIb

AYTOMMMYHHOTI'O ITaHKpEaTuTa

BunuapHsbIit
TpakT

Toncras
KUIIKA

Tununas mopdonorus XI1

XOJIaHTUT MEJIKUX MPOTOKOB,
noxooHb [TCX

KapTl/IHa SI3BEHHOTI'O KOJIMTa

 Unnykuus T-kiaeToyHoro |
| IMMYHHOTO OTBETA, -
MOHOHYKJIeapHast ]
1 ]
| uHGWIBTpanus, Guépos

Pucynok 2.5. Dxcnepumenmanvras mooeab aymoumMmyHHo20 NaHKpeamuma. JleMoHcmpupyemcs 83aumocesi3b
8 IKCnepuUMerme ¢ Opyeumu aymoumMMyHHbIMU 3a001e6AHUSMU 0P2AH08 NULesapeHust (NOSICHeHUS 6 meKcme)

MopdosiornueckoM npoiiecce nmopaxkeHus [12K
(HEeoOMMTaTHOM) M MHOXKECTBA JPYTMX Opra-
HOB M TKaHei, To nist AWTT 11 Tuna Bo3amoxkHa
accouuranys, He UCKJIIOYEHO, YTO CaydaiiHas,
C JpyruMu OOJIE3HSIMU, IEMOHCTPUPYIOIIN-
MU ayTOMMMYHHbBIE MEXaHW3MbI TIaTOTeHe3a
(tabn. 2.1). [Mpuuunbl BoBneueHust [12K npu
psiie ayTOUMMYHHBIX 3a00JIEBaHUI HE BCEraa
SICHBI; BO3MOXHO, OHU OIPEAENSIOTCS KakK
CaMOCTOSITEJTbHBIM ayTOMMMYHHBIM TIpOIIeC-
coM B I12K, Tak 1 psimoM apyrux (akTopos.
Taxk, y 60onbHbIXx B3K B 20—30% cityyaeB oT-
MeYaeTcsl CHIDKEHUE 9K30KPUHHOU (PyHKIIMMT
ILK. Ilpu 6one3nu KpoHa B AyoneHambHBIX
acnupatax OOJIbHbIX HAOIIOJAeTCs CHUXKEHUE
AKTUBHOCTM JIMIIa3bl U amwia3bl. Haunbosnee
HU3KHUE MoKa3aTeau (hepMEHTOB BbISIBISIOTCS
y OOJIBHBIX C CYOTOTATHHBIM TTOPAXKEHUEM KH-
IeYHNUKA. Y OOJIbHBIX C TEPMUHAIBHBIM MJIe-
uroM byHkiwms [1K B 3HauuTeIbHON CTeIEHU
CHUXEHA B TeX CIIyvasix, KOraa TsSXKecTb 3a00-

JiIeBaHUsI 00yCJIOBJIEHA OOJIBLION TIIOIIAIBIO
rnopaxkeHus1 KuiedHnKa. CTerneHb BbIpaXKeH-
HOCTU KJIMHUKO-JTabOPaTOPHBIX MPU3HAKOB
XIT npu 6onesnu KpoHa, BeposiTHO, orpene-
Jiget Maciutab nmopaxenus [TK.

TouHbIT TTATOMU3NONOTUYECKUIT MEXaHU3M

B3anmocBa3u B3K ¢ pasButuem XII Hems-

BecTeH. TeopeTuuecku o0CyKIaeMble 3BEHbS

BKJTIOUAIOT;

* HegocTaToyHylo ctumyisuuio [12K Bcaen-
CTBUE CHIKEHHOTI'O BBIICJICHUSI CEKpeTHHA
U XOJCLUCTOKMHIHA BOCIIAJIECHHOM CIU3H-
CTOI1 000JI0YKOM KUIIIEYHUKA;

* OMJIMApHBIN ClIamX;

* B3aMMOJICMCTBUE ayTOAHTUTEN C IK30-
KpUHHOI TKaHblo [TXK;

* HapylleHUs MUTaHUSI.

B mocnennee Bpems B JquTepaType 0OCYyX-

JIAeTCS HOBas KOHIIEMIUS O BO3MOXHBIX
npuurHax pa3sutusg AUII, B yacTHOCTH TTO-
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SBUJUCH MYOJIWMKALUMU O POJU MHGPEKIUU
H.pylori B reHe3e aToro 3a60j1eBaHMsI.

IIpennonaraercs, yuro H.pylori MmoxeT nHu-
nuupoBath paszputue AWMII y reHeTmyecku
MPeapacIioloXeHHBIX WHIWBUIYYMOB, OI-
HaKO JI0Ka3aTeJIbCTB ATOTO 0 CUX MOJYYEHO
HepocTtaTouHo [ 18, 25].

2.5.2. kcnepumeHTanbHas mogens AUM

B 1996 romy V.Puig-Divi u coaBT. nmokasanu,
YTO BBEIEHUE TPUHUTPOOEH30JICYIb(MOHHON
kuciaotrel (THBCK) B mpoTOKOBYIO cucTEMY
IT2K kpbic BbI3BaIO MOP(MOJOTMYECKUE W3-
MEHEHUsI, TUIIMYHbIC IJIs1 MaHKpeaTuTa, I0-
JIOOHBIE TeM, KOTopble HabmonaroTcst mpu XI1
y desoBeka [33]. DTo XxuMHMYeCcKOoe BEIIECTBO
JIEACTBOBAJIO KaK TaIlTEH, U3MEHSISI MEMOPaHbI
M aHTUTEHHBIA MPOdUIbL MTPOTOKOBOTO 3MU-
teausi. HoBble cpopMUpOBaHHbBIE aHTUTEHbI
CTUMYJIMPOBAI MMMYHHbII T-KIeTOYHbII
OTBET — C MOHOHYKJICAPHOI U TOJUMOpP(dHO-
kietouHoit nHdwisTparueit B [12K B Teuenue

MEePBbIX TPEX HENEb C MOCICAYIOIINM Pa3BU-
TheM ¢pubpo3a 1 mporpeccupyouieii arTpopuu
alMHYCOB B TeueHHe 6 Hemenb. MHTepecHO,
yro BBeneHne THBCK B xemueBbIBOIAIIME
IyTU KPBIC CTUMYJIMPOBAIO Pa3BUTUE XPO-
HUYECKOTO XOJIJAaHTUTAa MEJIKUX TMPOTOKOB,
Kak 310 umeetr Mecto npu INCX, a BBeaeHUE
THBCK B TONCTYI0 KUIIKY KPBIC TTOTEHIA-
pOBaJIO pa3BUTHE M3MEHEHUI, aHAIIOTMYHBIX
SI3BEHHOMY KOJIUTY (puc. 2.5).

Mogens THBCK-uHIynnpoBaHHOTO 3KC-
nepuMmeHTanbHoro XII, gBiasgeTcs, Mo cyTu,
MepBO MOJENbIO, IPUBOSIIECH K Pa3BUTUIO
XIT 6e3 4YaCTUYHOTO BHYTPUIIPOTOKOBOTO
0670Kka. Bo-mepBbiX, MMMYyHOOIIOCPEAOBAH-
HbIi MEXaHMU3M MOXET ObITb 3TUOIIATOre-
HeTu4yeckuM BapuaHToMm pas3Butus XII. Bo
BTOPBIX, BO3MOXHOCTb WHUIUUPOBAHUS
MopaxkeHUuil OMJIMAapHOro TpakTa M TOJICTOI
KUIIKA OAHUM U TEM K€ BEIIECTBOM YKa-
3bIBAET HAa BEPOSITHbIE B3aMMOOTHOILICHUS
MEXITy MMMYHHOOOYCJIOBJIIEHHBIMU 3abo0Je-
BaHMUSIMU 9TUX OpraHoB [6].

abeppaHTHast
AHTHUT€HHOE TIOBPEXIEHUE 9KCIIPECCUst
TTAHKPEATUIECKIX TTPOTOKOB HLADR
WJIU ALIMHAPHBIX KJIETOK

Hapyuienue perynsitopHbix
MEXaHM3MOB IPOLECCa arloITo3a

INepcucTrpoBaHre ayTOPeaKTUBHBIX TUMOOIIMTOB

Hakoruienue AKTUBUPOBAaHHBIX T-m M(l)OL[HTOB

------ IMepcucTrpoBaHye ayTOMMMYHHBIX PeaKit

PacnoznaBanne CD4+ komruteke HLA 11 xacca +
ayTOAHTUTEHHBIE TTENITU/IbI, TOMOJIOTMYHBIE

KA I vir JI® ¢ peanuzaryeii XamepHOM I
IIUTOTOKCUIECKOU (DyHKITAN

CD8+ nurotokcnyeckue KISTKI

MHAYKI U arorros3a

Pucynok 2.6. [lamoeenes aymoummyHnoeo nankpeamuma (NOACHeHUs 6 mexKcme)
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HenaBHo onmyOiMKoOBaHbI pe3yJIETaThl UCCIE-
IOBaHUI, B KOTOPHIX ObLIa OIMMCaHa HOBas
aKcrepuMeHTalbHas Moaeab AUIT y Mbi-
e, ”MMYHU3UPOBAHHBIX aHTUTEHAMU He-
natoreHHoit E.coli, ¢ pa3Butuem ¢dubposa
T12K, rmoBeIlIeHUS B TIepudepruuecKoit KpoBU
9KCIEePUMEHTAIbHbBIX XXMBOTHBIX JID, KapOo-
aHruapassl 11 Tria u aHTUHYKJIeapHbIX AaHTU -
TeJI, TIOpaXkeHNEeM CITIOHHBIX 3keme3 [17, 42].
K coxaneHuio, B 5TOM UCCICIOBAaHNHT HE OBLT
olieHeH ypoBeHb 1gG4 10 U nmocjie UMMYHU-
3allMU, YTO HE TMO3BOJSIET paccMaTpUBaTh
JNaHHYIO SKCIEPUMEHTAJIbHYIO MOJEb B Ka-
YyecTBe 0a30BOM ISl M3YIeHUST TATODU3NO-
norum IgG4-Ab n AUIL.

2.5.3. OcHOBHble natochu3anonornyeckue
MeXaHU3Mbl

Kaxk ykasbIBaJloch paHee, NMPUYMHBI U Me-
xaHu3mbl paszButusi AUII go HacTosero
BpPEMEHU TOYHO HE€ YCTaHOBJEHbI. fICHO,
YTO TeHeTUYecKasl MpeapacrofoKeHHOCTb,
OIpeeIsIoNnIasl pa3BUTHUE HACICACTBCHHO-
ro MaHKpeaThTa, He MMEET HUYEro OOIIEero
¢ pazsutuem AUII [3].

ITo Bcelf BUAMMOCTH, TIEPBBIM IIAr B pa3-
BUTUU 3a00JieBaHUS — aHTUICHHOE II0-
BpeXIeHME MaHKpeaTUYeCKUX IMPOTOKOB
VI allMHApHBIX KJIETOK. B mampHeimmem
CD4+ T-num@oLuuTE MOTYT paclio3HaBaTh
koMmruiekc HLA 11 kitacca 1 ayToMMMYHHBIX
MEeNnTUA0B, TOMOJOTMYHBIX KapOoaHTUApa-
3¢ Il Tuma unm nmakToeppruHy, MHIYIAPYS
MIPOIIeCC aloIlTO3a HECYIIMX WX KJIIETOK.
BeposiTHO, B MexaHU3Me TaKXe MPUHUMA-
0T yyactue 1 CD8+ T-numdouuTsl, BbI-
MOJTHSOIMME (PYHKINIO ITUTOTOKCUICCKUX
KJIeToK [1, 6].

Kak wu3BecTHO, HapylleHUE MeXaHW3MOB
arronTo3a UrpaeT BeIyIllylo poJib B ITaTOTeHE3e
MHOTHMX ayTOMMMYHHBIX 3a00eBanuii. CpbiB
PeryJIsITOPHBIX MEXaHU3MOB Mpoliecca aror-
TO3a COCTaBJISIET OCHOBY Pa3BUTUSI TTOCIHIEM-

HUX B CBSI3U C COXpaHEHUEM ayTOpeaKTUBHbIX
JMdonuToB B opraHm3Me. I[loBBIIIEHHOE
HaAKOIUIEHWEe aKTUBUPOBAaHHBIX T-KJIETOK
CIIOCOOCTBYET IEPCUCTUPOBAHUIO ayTOUM-
MYHHBIX peaKIUii, OMHUM W3 IPOSBICHUI
Kotoporo u cuntator AUIT [1].

V nekortopwix nauueHToB ¢ AUII BbIABAS-
eTCsT caxapHBIN nuadet I Thma, B OCHOBe ITa-
TOTEHEe3a KOTOPOro, KaK WM3BECTHO, JIEKUT
ayTOMMMYHHBI MeXaHU3M. Y 3TUX OOJbHBIX
BBISIBJISTIOTCSI ayTOAHTUTENIA K TUIyTAMUH Jc-
KapOoKcu1a3e, MHCYJIMHY, TUpo3uHdochaTa-
3e. KileTouHo-omnocpenoBaHHBIM UMMYHHBI
OTBET MOXET yJ4acTBOBATH B ITATO(DU3NOJIOTHHI
caxapHoro nuabeta, MHIyLMpoBaHHoro Thl-
OITOCPEIOBAHHEBIM aIlONTO30M WHCYJIMHIIPO-

IYLHAPYIONTUX [3-KIIETOK.

Hcxonst U3  BBILIEU3IOXEHHOIO, MOXHO
TMOCTPOUTH CJIEAYIONIYI0 TATOT€HETUYECKYIO
MOCeNoBaTeIbHOCTh  coObiTUiA Tipu  AUII
(puc. 2.6).

JedexTsl peanu3allid MeXaHU3MOB aroIl-
TO3a WTPAlOT OTPOMHYIO POJIb B ITATOTCHE-
3¢ TaKUMX ayTOMMMYHHBIX 3a00JeBaHUll Kak
PEeBMATOUIHBIN apTPUT, CUCTEMHAsI KpacHasi
BosuaHka, B3K wu, kak npenmnosaraercs,
AWII. HapyueHue peryasauuy Ipolecca
aIToNTO3a MOXET JIeXKaTh B OCHOBE MaTOTCHE-
3a ayTOMMMYHHBIX 3a00JIeBaHUIl ITyTEM CO-
XpaHEHHUsI ayTOPEaKTUBHBIX JUMQOIUTOB
B opraHm3Me. Upe3MepHOe HAKOIUICHHE aK-
TUBUPOBAHHBIX T-TUMGbOLMTOB BEAET K UX
BOBJICUCHUIO B TIATOJIOTMYECKHUI ITpOIIeCcC
M CIIOCOOCTBYET MEPCUCTUPOBAHMIO ayTOUM-
MYHHBIX peakuuii, Bkiodasa u AUTI.

[IpencraBiaeHHBINM BbIlIE KIETOYHO-OMOCPE-
JMOBAHHBIN MEXaHW3M Pa3BUTHS U TIPOTPECCH-
poBaHus AMII noaTeepxaaeTcst ciaeayonm-
MM JaHHBIMU, HAOJI0JaeMbIMU y TIAIIMEHTOB
¢ 9TUM 3abosieBaHueM [7]:

1. BeIpaxkeHHasT BOCITaJIMTEIbHAs KIJIETOU-
Hass UMHOUABTpalus TPEUMYIIECTBEHHO
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JIOKaJIM3YeTCsl BOKPYT IMaHKpeaTUYeCKUX
MPOTOKOB CPEIHETO pa3Mepa U MEXKI0JIbKO-
BBIX MMPOTOKOB KPYMHOTO pa3Mepa, OIHAKO
B MPOLIECC TakXe BOBJIEKAIOTCH U [IpYyrue
ctpykTypbl 12K (almHychl, cocyabl M Hep-
Bbl). BocmanurenbHbIi MHOUABTPAT CO-
CTOUT B OCHOBHOM M3 JTUMGOILIMTOB U ILJIa3-
MaTUUYECKUX KJETOK, HO COACPXKUT Takxke
oIpelnesieHHOe KOJMYECTBO MakKpodaros
¥ MHOTAAa HeHTpODUIIbHBIE U 203MHO(PUIb-
Hble TpaHyaouuThl. [Ipu MMMyHOUMTO-
XUMUYECKOM TUIMPOBAHUU JTUM@OILIUTOB
00HapykeHO, YTO OOJIBITMHCTBO M3 HUX SIB-
nsoress CD4+ u CD8+ T-aumdountamu,
C OTHOCHUTEJILHO MEHBIIUM KOJUYECTBOM
B-numdouurtos.

2. TloBblieHHass dKcOpeccus aHTUTEHOB
IJIaBHOTO KOMILIEKCa TMCTOCOBMECTUMOCTH
II Tuma (HLA-DR) HaGnonaetcst Ha anuTe-
JIMAJIbHBIX KJIeTKaX MaHKPeaTUIeCKMX ITPOo-
TOKOB, Ha KOTOPBIX B HOPME OHA OTCYTCTBYET,
a takxke Ha CD4+ T-numdboruTax.

3. NHdunprpaiusg pacrnpocTpaHseTcsl T1aB-
HBIM 00pa3oM Ha CyOPMUTENIUATbHOE MPO-
CTPaHCTBO, TOLJAa KaK caM JIMUTENIUNA pel-
KO MHOWIBTpUpPYETCS JUM@POUUTAMU. DTO
MOXET CIIOCOOCTBOBATh CYXEHUWIO TIPOCBe-

Ta IPOTOKOB, OJjlarojapst yeMy IOCAeIHUI
MpuoodpeTaeT 3Be3ayaTylo CTpPYKTypy. Boc-
NnajeHue MEePUAYKTAIbHOIO IPOCTPAHCTBA
U CTEHOK ITPOTOKOB IPUBOIUT K CYXKCHUIO
IpOCBeTa, OOCTPYKLMU M MHOTIAA IECTPyK-
LIMU MIPOTOKOB. PacripocrpaHeHue Bocmaiu-
TEJLHOTO TIpoliecca 10 allMHYCOB BEIET K UX
IOCTEIICHHOMY 3aMEILIEHUIO COCIMHUTEIIb-
HOI TKaHbIO, CIIOCOOCTBYS HEKPO3y H/UIu
arnonto3y. B urore nonvkoBas ctpykrypa 12K
IOJIHOCTbBIO yTPauMBaeTCs.

4. T-mumM@OUUTHl yJacTBYIOT B WMHAYKLUU
afomnTo3a alMHapHBIX KJIETOK. B ocobeH-
Hoctu CD4+ T-numM@OLUTHI, KOTOPHIE OCY-
IIECTBIISIOT MPSIMOM LIMTOTOKCUYECKHUI 3~
dekT uepes akcnpeccuio FasL (Fas-nurann).

2.6. [lInarHocTuka

2.6.1. KnuHnyeckas kapTuHa

I1aBHast ocobeHHOCTh cummroMatuku AUTT —
yYMepeHHasl BbIPAXKEHHOCTb WJIM IIOJHOE OT-
CYyTCTBUE aOMOMUHANBHON OONMM M JPYTUX
npu3HaKoB, TUNUYHBIX 11t XI1, mo kpaiiHeit
Mepe Ha paHHUX CTaausx pa3Butus [2, 31].
JIuTenbHO MEpCUCTUPYIOLINIA BOCTIATUTEb-
HBIII Tpoliecc, He KoHTpoaupyembiii KC,

Tabauua 2.2. Kaunuueckue ocovennocmu AHUII 6 pasuwix peeuonax mupa (no K. Okazaki u coasm., 2010 e.,

[30] ¢ uzm., don.)

Snonus CIITA Tepmanuns Hrammsa Bemkoopu-
TaHUS

N 127 28 36 87 28
Kentyxa, % 61 79 14 44 64
Boxb, % 13 50 33 20 18
ITpusHaku ocTporo 2 25 64 32 0
nankpearuTa, %

BHenankpeaTnieckue 63 75 44 15 82
n3MeHenus, %

Accormanus ¢ B3K, % 3 11 8 30 14

2.6. dnarHoctmka
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JMOO TpU KpailHEe pEeAKO BCTPEYalOLIUXCS
pe3ucteHTHBIX K KC ¢dopmax, 3aKOHOMEPHO
3aBepuiaeTcsl ¢opmupoBaHueM ¢udposza 12K
U yTpaToll (ByHKIIMOHUPYIOUIEH MapeHXUMBbI.
B aTOM ciydae cripaBeuTMBO OXXMIATh KITMHH-
YECKUX IIPOSIBIICHUM 3K30- U SHIOKPUHHOM
MaHKpeaTU4eCKoil HeaocTaTOYHOCTH. B 1ie-
JIOM B KJIMHUYECKON KapTuUHE 3a00sieBaHUsI
AWII MOXHO BBIIECTUTD CJEAYIOLINE CUMIITO-
MbI Y CUHIPOMBI [7]:

1. AGmoMuHanbHass 0OJb XapaKTepU3yeTcs
MaJloii MHTEHCUMBHOCTBIO; 0OJiee YeM B II0-
JIOBUHE CJIyd4aeB OHa BOOOIIE OTCYTCTBYET,
4acToTa €€ PETrMCTpaluy He IIPEBbIIIaeT
27—50%; B 20% caydaeB 60JIb UCXOIHO JIO-
KaJIM3YeTCs B CIIMHE.

2. CUMNTOMBI MEXaHUYECKOMN KEITYXU: UK~
TePUIHOCTh KOKH, 3y/I, O0CCIIBEUCHHBIN KaJl
u 1p. —y 30—79% nanueHToB U3-3a COYETaH-
Horo ¢ AUII IgG4-CX ¢ pa3BUTHEM CTEHO-
3a MHTparaHKpeaTu4ecKoil 4YacTu OOIIEro
JKEJTYHOTO MPOTOKA M/WIM TUCTaJbHEE pac-
MOJIOXKEHHBIX CTPUKTYD KEITYEBBIBOISIIINX
MmyTeit, Jamie Xojieoxa WM OOIIero Iede-
HOYHOTO MPOTOKA, 30HBI OM(ypKaIIIN.

3. CuMnToMbl Hecrneuu@UuecKoin Aucrern-
cuu (10%).

4. HapymeHue 3K30- 1 SHIOKPUHHOM (PyHK-
nuu [12K. TunuyHo ObICTpOE MpOrpeccupo-
BaHME TTaHKpeaTUYeCKOUW HEeZOCTaTOYHOCTHU
BCJIEICTBUE BbIPAXXEHHOW BOCTAIMUTEIbHOM
WHQUIABTpALMM MaHKPEaTUYECKUX OCTPOB-
KOB M auuHycoB. OcOOEHHOCTb (PYHKIIMO-
HaJIbHBIX HapyIICHW — OTHOCUTEJIBHO 00-
Jiee OJIaroNpUsITHOE TedeHHMe auaberta (1O
CPaBHEHUIO C JAPYTMMU 3THUOJIOTMYECKUMU
¢opmamu XII) ¢ BO3MOXHBIM YaCTUUHBIM
0oOpaTHbIM pa3BUTUEM, a B psle CiIydyaeB
M MOJTHOM penyKuuei GyHKIMOHAIbHBIX Ha-
pyureHnit Ha (hOHE MMaTOreHeTUIEeCKOi Tepa-
i KC.

5. TloxymaHue Kak CJEICTBUE aHOPEKCUU
/WA TUIOXO KOHTPOJIMPYEMOTO CaxapHO-
ro auabera, M/ KIMHAYECKU 3HAYMMOM
MajibabCcopOLIMKU B pe3yJbTaTe 3K30KPUHHOM
IMaHKpeaTUIeCKON HEeTOCTATOYHOCTH.

6. AcrteHuyeckuii cuHIpoM (oOIas cia-
00CTb, ITOBBIIIIEHHASI YTOMJIIEMOCTB).

7. CUMOTOMBI TIOPaKEHUSI APYTMX OPTaHOB
(CTIOHHBIX Keje3, MoYekK, JIETKUX, TMeYEeHU
" ap.).

Y4uThiBasi OTHOCUTEIBHO PENKYI0 BCTpe-
yaeMocTb AWMII, camble KpymHble padOThHI
HACYUTBHIBAIOT [ECATKU, PEXE COTHU Ha-
omonenuii. [Tpu aToM nMeeTcs ompeneyaeH-
Hasi BapuabebHOCTh KJIMHUYECKUX TaHHBIX
B Pa3HbBIX perMoHaX MUPa, YTO MPENCTABICHO
B Tabuue 2.2.

[TockonbKy KIMHMYECKM KapTUHA TMopa-
xeHus [12K nmpu AWII manocneuuduyHa,
a TIPU KCTpanaHKpeaTU4eCKUX MOBPEXIECHU-
sIX BEChMa pa3HOOOpa3Ha, CUMITOMBI 3a001e-
BaHUsI 1aXKe C y4eTOM BO3PACTHBIX, T€HICPHBIX
U, BEPOSITHO, STHUYECKUX OCOOEHHOCTEN He
TTO3BOJISIIOT C BBICOKOW CTETIEHBIO BEPOSITHO-
CTU pacrno3HaTh 3TO 3abojeBaHue. JlaHHbIE
(bakThl B 1IE7IOM OOBSICHSIIOT UX OTCYTCTBUE
B WICHTU(OUIMPYIONIUX KPUTEPUSX, TTPUMe-
HEHME KOTOPBIX MO3BOJISIET JOCTOBEPHO AMa-
rHoctupoBath AUII (paznmen 1.4) [31].

2.6.2. [laHHble nabopaTopHbIX METOLOB
uccnepoBaHus

YV nauuienTos ¢ AWII I Tumna B aHanu3ax KpoBu

OOHapY>XMUBAIOTCS CJICAYIOIIME W3MEHEeHUs,

UMEIoIIe OMNpeaeIeHHOE AUAarHOCTUYECKOe

3HAUYEHUE:

* TUTIepramMmarjaoOyIuHeMus (YBeIMUeHME
IgG 1 ocobenno IgG4>135mr/mn);

* HaJTM4Ue Pa3TMIHbIX TUTIOB ayTOAHTUTE
(MMEIOT TOJTLKO BCITOMOTATEJIbHOE 3Haue-
HUE):
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- AHA,
- aHTUTeNA K IIMTOTUIa3Me HeUTpOohUIOB
(p-ANCA),
- aHTUTeNa K Kapooanruapase I, [T u IV
TUTIOB,
- peBMaTOUIHbIN (haKTOp,
- AJ1D,
- aHTUIJIAJKOMBIIIIEYHBIC aHTUTENA,
- aHTMMUTOXOH/IpUAIbHbIC aHTUTEJIA;
* TIOBBILIICHHBII YPOBEHb TAHKPEATUUECKUX
SH3UMOB B CBIBOPOTKE;
* TUNEepOUTUPYOMHEMHS, CHHIPOM XOJIecTa-
3a (30—60% cmydaes);
* noBeilieHue ypoBHs CA 19-9;
* CHUXKEHUE aKTUBHOCTHU (pakinii KOMILIe-
MEHTAa.

2.6.2.1. FT'mneprammarno6ynuHemus

B mepBBIX paboTax, IMOCBSIIEHHBIX THATHO-
cruke AUII, 6610 OTMEUYEHO, YTO MOBBILIE-
HUe TIa3MeHHBIX ypoBHel IgG BecTpewaercs
Mpu 3TOM 3a00JIeBaHUU JOBOJBHO 4YacTo.
OnHako MpuU3HABaJIOCh, YTO 3TOT TECT BPSI
T IBJsIcs cnennduIHbM. [TosTomy B 110-
clenylolye rofbl HaubOoJblliee BHUMaHUE
YIEJISIOCH OTIPENeICHUIO TIJIa3MEHHBIX KOH-
HeHTtpauuit nmogakiaacca IgG4, MoBbILIEHHBI
ypOBEHb KOTOpPOro Haomonaicsa y 68—90%
nauueHToB ¢ AUII B mepuon, Koraa 3To 3a-
OoseBaHue eule He ObLTIO AUGGEpEeHLIUPO-
BaHO Ha TUITEI. YyBCTBUTEIHLHOCTD M CITCII-
ubuvHocTs ompeneneHuss IgG4 yxe B TOT
Mepuo BpeMEHU OBbLIN JOCTaTOYHO BHICOKU
u coctaBnstiiv 95% v 97% coOTBETCTBEHHO.

H.Hamano u coaBT. 00HapyXWau, YTO Cpe-
HAs1 KoHueHTpamus IgG4 y mauueHTOB
¢ AUTI 3HaYUTENBHO BBIIIIE, YEM Y 3I0POBbIX
monaeit. B To ke Bpems, ypoBeHb IgG4 B chl-
BOPOTKE KPOBH y IMAaIlMeHTOB ¢ pakoM IT2K,
XI1, TIBL, TTCX u cunapomom IllerpeHa
CXOJIeH C TAKOBBIM Yy 3I0POBBIX JINII [ 15].

Psimom uccienoBaHuii ObIIO POAEMOHCTPU -
poBaHo, yTo Ha hoHe npuMeHeHus1 KC mias-
MeHHbIe ypoBHU IgG4 3HAYMTENBHO CHU-
JKalOTCsI, TOPOi BIUIOTh J0 HOPMalu3alliH,
KOPPEIHNpys ¢ peAyKIIeil KIMHUKO-UHCTPY-
MEHTaJbHBIX IIPOSIBICHUI 00JIe3HMU.

Takum obpaszom, omnpeneneHue ypopHsa IgG4
B CBIBOPOTKE KpPOBM SIBJISIETCS HE TOJBKO
HaaeXHBIM MeTOIOM muarHoctuku AWUTI
u auddepeHImanbHOro IMarHo3a 3Tou ¢op-
Mbl XIT ¢ ipyrumu ayTOMUMMYHHBIMU 3a00J1€-
BaHUSIMM, HO U OJHMM M3 MapKepoB, B IH-
HaMWKe TIOKa3bIBAlOMMNM 3(D(HEKTUBHOCTD
IpoOBOAMMOM Tepanuu [7].

2.6.2.2. AyToaHTuTENA

CymiecTByIoT HaHHBIC, 4YTO IWArHOCTHYC-
CKOE 3HaueHMEe MOXET HMeTb OIlpenesie-
HHE CBIBOPOTOUYHBIX KOHIICHTpAIlWii peBMa-
tougHoro (akropa, AJID, AHA, p-ANCA,
anturen K kapboanruapase I, II u IV tuna,
KOTOpPBIC 3HAUUTEIHLHO MOBBIIIAIOTCS Y O0Tb-
Hbix AWII. JlocTaTOYHO MOKa3aTeabHbl HC-
cnenoBanmst K. Uchida 1 coaBT., B KOTOPBIX
AHA n AJI® 6butn 0OHapy>KeHBI B IMOJOBH-

Pucynox 2.7. Obpasybl monkoueonvHoi oOuoncuu.
Llumonoeuueckoe uccaedosanue. Dpaemenm na-
peuxumbl 112K ¢ evipadiceHHoll MOHOHYKACAPHOU UH-
dunsmpayueii, codepicauiuii Kremky no muny Muo-
hubpobracmos (0Kp. eeMamoKCUAUHOM U F03UHOM,
y6. x 500) (uz V. Deshpande u coaem., 2005 2. [11])
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He CllyyaeB, aHTUTeJIa K KapOoaHIruapa3am
II Tuna — B 30%, aHTUIIaAKOMBIILIEYHbIE aH-
tutena — B 28,5%, peBMaTOUAHbINA (haKTop —
B 12,5% cinyvaes [39].

Jlnsa ompeneaeHUsT MHOTMX ayTOAaHTUTEN He-
00X0aMMO crieluraabHOoe JabopaTopHOe 000-
pyooBaHHUE, KOTOPOE HEOOCTYITHO JJISI MHO-
rux KinHukK. Kpome Toro, naxe eciiu ypoBHU
STHX aHTUTEJ OYIYT OMPEACTIATHCS, TIyBCTBH -
TEJIBHOCTh 3THUX MapKepoB majieka oT 100%.
DTO 03HAYAET, UTO XOTsI yKa3aHHbIE aHTUTEA
1 CUMTAIOTCS Hanbosiee BEpOSTHBIMU aHTH-
reHamu-muieHssMu npu AUII, ciaydau, npu
KOTOPBIX TTOBHBIIIICHNE JAaHHBIX IOKa3aTeseit
OTCYTCTBYET, Takxke BcTpedarorcs. Huszkas
crennUIHOCTD 00yclIoBIeHa TeM, 9To AJID
M aHTUTeNa K KapboaHruapase 11 Tuma moryr
OBITh MOBBIIIEHBI W TIPU 1EJIOM PsIIe IPYTUX
3a00J1eBaHU, HanboJIee YacTo y MalueHTOB
¢ pakoM IT2K nnu «o6b1yHbIM» XTT.

= -
10 11 12 13 14 15

Pucynok 2.8. Onepayuonnbwiii mamepuan. AUII, oua-
eosas gpopma. JloxanvHoe yseauuerue eoroexu 12K,
obycaosusuiee mexanuueckyro yceamyxy. Kiunuuec-
Kas KapmuHa umumuposana onyxonsv eonoeku I1K
(u3 R. Pezzilli u coasm., 2004 2. [32])

AHA, p-ANCA, antu-SSA/SSB aHTuTena
(criettumunbsie mas cuHapoma Illerpena) y
O0oNbHBIX ¢ u3onupoBaHHBIM AWIT Habm0-

JIAIOTCSI KpaifHe peiKo, BISIBJISISICh Yallle Py
AWII I tuna (IgG4+).

2.6.2.3. OHKOMapKepbl

Cepbe3Hylo mpobiieMy TIpeAcTaBisieT aud-
epeHmanpHblii guarHo3 AUIT (mpeumy-
IIECTBEHHO ouyaroBoii ¢opmbl) u paka IT2K.
Coobmaercs, uro ypoBeHb CA 19-9 Moxer
ObITh TOBBIIIEH Y 50% ¢ AUII, uro B ompe-
JIeJIEHHOM CTENEHN 3aTPYAHAET IUarHOCTHKY.
JlaHHOE TMOBBIIIEHUEe HecIelu(UIHO, I10-
cKoIbKy ypoBeHb CA 19-9 B CHIBOPOTKE KpO-
BU KOPPEJIUPYET C BIPAXKEHHOCTBIO X0JIeCTa-
TUYECKOIO CUHAPOMA, YACTO OCIOXKHSIOIIETO
teueHue AUII.

2.6.3.4. KomnnemeHT

JuarHocTUYecKoe 3HaueHMe TakKXke MMe-
€T ypOBeHb KOMILIEMEHTa B ChIBOPOTKE. Y
nauneHToB ¢ AUIT o0bryHO HaOIIOmMAETCS
CHIXeHUe (pakiuii KoMIuleMeHTa (TUIo-
KOMIUIeMeHTeMus1). Takke y HUX BbISIBJISICTCS
BBICOKUI YPOBEHDb HUPKYJIUPYIOIITNX UMMYH-
HbIX KOMILJIEKCOB, KOTOPbIi CBS3aH C aKTH-
BallMeil CUCTeMbl KOMIUIEMEHTA, IIperMyliie-
CTBEHHO 10 KJIACCUYECKOMY ITyTH.

TRV

Pucynox 2.9. Tpancabdomunanvroe Y3U 12K npu
AHUII. lughghysnoe yseauuenue pazmepos ¢ HeKkomo-
DblM YMeHbUIeHUEM IX02eHHOCMU 0peana (NOKA3aHO
cmpeaxamu) (u3 D.V. Sahani u coaem., 2004 ¢. [35])
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2.6.3.5. Buoxumuyeckn aHanus KpoBu

K HacrosiiieMy BpeMeHM u3BectHO, uto AUTT
COUeTaeTCsl C TaHKpeaTHMUeCKOou Turepdep-
MeHTemueir B 36—45% ciydaeB, 4To BpSII JIU
MOXET CJIYXUTb CIelM(pPUIeCKUM TUarHOCTH-
YECKUM KpUTepUeM. Y MalMeHTOB C COYETaH-
HbiM [gG4-CX BBISBISIOTCS TOBBILLIEHHbBIE
YPOBHU OMIMPYOMHA M TICICHOYHBIX (hepMeH-
ToB. B 3THX ciydasx oOsi3aTeslbHO HOJIKHBI
OBbITb MCKJIIOYEHBI Apyrue 3abojieBaHus Teve-
HM, B YACTHOCTU BUPYCHBII U ayTOMMMYHHBI
renatut, [IBLl. Ilocre npoBegeHus Kypca
CTepOUIHON Tepanmuyu MHOTUE JIabopaTOpHbIe
rokazarejd BO3BpallaloTCsl K HOPMaJbHOMY
YPOBHIO.

2.6.3. N'ncronoruyeckoe uccnepoBaHue

3070TbIM cTaHAApTOM auarHoctuku AMIT
SIBJISIETCSI TUCTOJIOTMYECKOE HCCIeTOBaHUE.
B OonblIMHCTBE HayyHbIX padOT AMArHo3
AWII Ob11 nipeanonoxeH npu nomown TAB
C TIOCJICAYIOUIMM TIPOBEACHUEM LIMTOJOTH-
YecKoro uccieaoBaHus. Marepuana mjisl Th-
CTOJIOTMYECKOTO MCCIENOBaHUS MOXKET ObITh
MOJy4YeH MPAaKTUYECKU TOJBKO IMOCPENCTBOM
OIEePaTUBHOIO IOCTYIIA, YTO SIBJSIETCS 4Upe3-
MEPHO UHBA3MBHOW MaHUNYJISILUEN, OTPaHU-
yuBas MIPMMEHEHNEe METO/Ia B IIUPOKOU K-
HUYECKOM MMPaKTUKE.

Kak yxe Obl10 oTMeueHo Bbite, mist AUTT
XapakTeHa  BbIpaXeHHas  JauMmdoluTap-
Hasg UWHOWIbTpAUUsS, MPEUMYILIECTBEHHO
T-numbountapHasg, Tormorpaguyecku Cco-
cpenoroueHHass Bokpyr [TIIT u mpotokos
BTOPOTO TMOpSNKa, C JOKAJIBHOW WJIM pac-
MPOCTPAHEHHOU UX AecTpyKuueil. Bocnanu-
TeJIbHasl KJIETOYHasT WHQUIBTPALUSI MOXET
pacmpoCTpaHATbCd Ha AalUHYChl, COCYIbI
u Hepsbl [12K. [uTonornyeckuii matepuail,
MOJYYEHHBI TOCPENCTBOM MYHKIIMOHHON
ouoncuu noa koHTposemM Y3U unu MCKT,
TaKKe XapaKTepU3yeTCs] HaludyueM OO0Jb-

Pucynox 2.10. MCKT opearnos 6prowiroii norocmu
v 6oavHo20 AUTT

A — Jlupghysro yeeauuennas 6 pazmepax ILK Oe3
kanvyugurkayuu. Ilo nepugepuu xncenesvl Habawoa-
emcs y3Kuil 00000k Hu3Kkoil naomuocmu (no K. Kim
u coaem., 2006 e. [23]).

b — Ouacosas copma AHUII. ughgyznoe eunos-
XxoeenHoe obpazosanue 6 npoekuuu 2onoeku 112K,
umumupyiouee onyxoav (uz D.V. Sahani u coasm.,
2004 2. [35]).
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IIOr0 KOJWYecTBa JUMMOIIUMTOB, IUIa3Ma-
TUYECKUX KJIETOK, B MEHbIIECH CTEIEeHU rpa-
HYJIOIIUTOB, W CKOIUICHWI 3ITUTEINATbHBIX
KJeToK (puc. 2.7).

Hns  obnerdyeHus1 BepuduUKalMU OMarHo3a
AMII ¢ nopaxkeHreM rojIOBKU U MpU3HaKaMu
nuctanbHoro IgG4-CX T. Kamisawa u co-
aBT. MpPeaJoXuiau OpaTb 00pa3libl OUONCUU
13 0osbIIoro ayoaeHanbHoro cocouka (BJIC)
C TIpUMEHEHNEM METOIMK MMMYHHOTO OKpa-
IIMBaHUS OOpas3loB. ABTOpaMM T0Ka3aHO,

Pucynoxk 2.11. Maenumuo-pe3onancras momoepam-
Ma opeanos oprouHoll noaocmu y 60avH020 AUII.
Mugpchysmo yeeaunennas 12K (no K. Fukumori

u coasm., 2005 e. [14])

Pucynoxk 2.12. DPXIIT npu AUII (no K. Kim
u coagm., 2006 e. [23])

A — Ceemenmapnwiit cmerno3 T'ITII (npokcumanvhas
mpemy, NOKA3aH CMPENKaAMUL).

b — Uppeeyaapuviit cmenos I'll11 6 npoexyuu 20106~
Kku u meaa 12K (nokazan cmpeaxamu).

yT0 y nauueHtoB ¢ AWUII npu nccnenoBaHumn
ouonratoB  BJIC MMMYHOTMCTOXUMWYECKU
BBISIBJISIETCSI  BbIpaXkKeHHast JuMddoruia3mMo-
mutapHasg uHuasrpanus CD4+ unmu CD8+
T-numdbouutamu  u  [gG4-n03UTUBHBIMU
TUTa3MaTuIecKuMHM Kietkamu [20].

HeoOxomymo oOTMeTUTh, 4YTO HaUOOJIbIINE
TpyAHOCTH B nucddepeHIInaTIbHOM AUarHo-
3¢ BO3HUMKAIOT Mpu ouaroBoil ¢opme AWII,
nmutupymoomieit omyxonb 12K (puc. 2.8). K
COXaJICHUI0, HU3Kasg WHOOPMUPOBAHHOCTH
psiIa MPaKTUKYIOIINX Bpadeil O CyIIecTBOBa-
HUU 3TOTO 3a00JIeBaHUSI HEPEIKO MPUBOIUT K
HeoTpaBIaHHBIM OITePAaTUBHBIM BMEIIATEThb-
CTBaM B 0ObeMe ITaHKpeaTOdyoJeHAaIbHOI
pPEe3eKIIUM WJIM MTAaHKPEATIKTOMUM.

2.6.4. MeTogukun Bu3yanusauum

IIpn Y3U, MCKT n MarHUTHO-pe30HaHC-
Hoit Tomorpauu (MPT) y GonbHbix AUTT
BU3yaym3upyercss  auddy3Ho-yBeIMIeHHAS
T2 (muddysHas ¢opma), pexe odaroBoe

Pucynok 2.13. MPXIIT npu AUII (no A. Yurci u co-
asm., 2013 e. [43]). Pacnpocmpanennas cmpukmypa
I'TIIT 6 obnacmu eonoeku u xeocma I12K ¢ ymepen-
HbIM NPOKCUMANBHBIM pacUiUperuemM npomoka 8 06-
saacmu meaa u xeocma (6eaas cmpeaka). Boipasicen-
Hasi 6HYMpPUNeYeHOUHAs eunepmensus 6credcmeue
CMPUKMYPbL  MEPMUHAAbHORO 0modend X01edoxa
(nyHkmupHas beaas cmpenka)
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o0Opa3oBaHKUe, MMUTUPYIOIIEE OITy-
X0JIb (ouaroBas popma), UpperyiIsip-
Hag nunatauus ['TITT. KonkpeMeHTbI
u riceBgokucThl B [12K HaOmomatoTcst
JIOBOJIBHO PEIKO.

V33U 3avacTyio sIBAsieTCS  TEPBBIM
METOIIOM, KOTOPBIA IPUMEHSIETCS
y TalueHTa ¢ OOCTPYKTUBHOM XKeJi-
TyXOil U OOJIbBI0 B BEPXHUX OTAENIaX
xkuBoTa. [Tpu Y3U BUmHO rumosxo-
reHHoe nuddysHoe yBeanueHue 12K
C XapaKTEePHBIM «COCHCKOOOPAa3HbIM»
(sausage-like) Bumom (puc. 2.9) unu
0YaroBoe YBEJIMYCHHUE OMHOTO U3 OT-
nenoB IT2K (kak mpaBuiio, TOJOBKH),
VMUTHUpPYIOILIEE  HEOIIaCTUUECKUIA
npouecc. Yacto Habmomaercs pac-
IIXPEHUE BHEMEUEHOYHBIX XKEeTUHBIX
TIPOTOKOB B pe3yjbraTe CHABICHUS
BHYTPUIIAHKPEATUYECKOTO  OT/elia
XOJenoxa YBEJAUMYEHHOM TIOJIOBKOM
ITK nubo pa3BUTHUS JUCTAIBHOTO
ayrouMmmyHHoro xonaHruta (IgG4-
CX). Ha 1uBeTHBIX moruieporpammax
OTMeYaeTcsl 3aMeJIeHHas BacKyJsi-
puzanusa 12K, Tlpu tpaHcabmomm-
HasibHOM Y3W mnpusHaku CyxXeHUus
I'TIIT (owyaroBoro uau aucddy3HOro)
YacTo He OTPENESIIOTCs, B TO BpEMs
KaK 9TOT MPU3HAK CIY>KUT OTHUM U3
TJIABHBIX JTMATHOCTUYECKUX KpHTe-
pueB AUIIL. TTpu Y3U uHoraa mMoryt
OIPENEISATHCS CTPUKTYPHI BHYTPUIIC-
YEHOYHBIX KETYHBIX ITPOTOKOB, HeE-
peako comnyrcrBytomue AWTI.

QYC ¢ ucrnoabp3oBaHUEM KOHTPACT-
HBIX BEILECTB TTO3BOJISIET BU3YaJIM-
3UpOBaTh MEJKHUE COCYIbI B 00JaCTH
noBpexaeHuit [12K u MoxeTt urparb
OCHOBHYIO POJib B pacliO3HaBaHUU
¥ quddepeHIIaIbHOM IUarHOCTHKE
omnyxouieir IT2K. HekotopsiMu aBTO-

Pucynox 2.14. Yavmpaszsykogoe uccaedosanue nooicenyoou-
HOU Jicenes3bl NpU AYMOUMMYHHOM HAaHKpeamume. JlemoH-
cmpupyemcest pezyabmam cmepoudroii mepanuu (u3 L. Czak6
u coasm., 2006 2. [10])

A — [12K 0o neuenus — ougpghysnoe yseauuenue pazmepos jice-
Ae3bl ¢ YemKuMu Koumypamu («cocuckooopasnas [12K»).

b — Yepes 4 nedeau mepanuu cmepoudamu — ommeuaem-
€S BHAYUMeNbHOe COKpPaujeHue dceesbl 8 pamepax, epaHuya
C OKPYICAOUUMU MKAHAMU MeHee BbIPadiCeHa.
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Pucynok 2.15. Komnstomepras momoepadus nooxiceayoouHoll jceaesvl npu aymoumMmyHHOM NaHKpeamume.
Jemoncmpupyiomes pezyavmamoi cmepoudroil mepanuu (uz L. Czak6 u coagm., 2006 2. [10])

A — Jlo neuenus — dughghysroe ygeauuenue pazmepos dicenedvl ¢ YeMKUMU KOHMYPAMU («COCUCKOOOPA3HAs
112K»).

b — Yepes 4 nedeau mepanuu cmepoudamu ommeuaemcs 3HaUUMeNbHOe COKPAUleHUe diceaesvl 6 pasmepax,
2PAHULUA C OKPYICAIOUWUMYU MKAHAMU MeHee 8bipaiceHd.

A B

Pucynox 2.16. DPXIIT npu AHII. Jlemoncmpupyiomes pesyasmamor mepanuu KC (uz L. Czaké u coasm.,
2006 2. [10])

A — Jlo aewenus — mHoeouucaenHvle cmpukmypsl (nokazanst cmpeaxamu) I'IIIT 6e3 nocmemenomuueckoeo
pacuupenus (uppe2yasipHoe CylceHue).

b — Yepez 4 nedeau mepanuu KC gvipasxcenHocms Cmpukmyp ommeuaemcs 8 MeHvuieli CmeneHu.
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)

Pucynok 2.17. MPXIIT y 60avn020 AUII. Jlemoncmpupyromes pezyassmamor mepanuu KC (u3 K. Fukumori

u coaem., 2005 2. [14])

A — Jlo neuenus — I'llI1 ¢ nepasHoMepHbIM NPOCEEMOM, BU3YAAUSUPYEMCS MOAbKO 8 00nacmu eon08ku TIK.

b — llocae neuenus — onpedensemcs npakmuuecku Heusmenennwiii I'llI1 na écem npomscenuu 6e3 omuem-

JAUBBIX YHACMKOE CYIHCEHUA.

paM# OBLTIO OTMEUYEHO, YTO OYaroBbIe OOpa-
3oBaHus1 [12K kpoBocHaOXal0TCSI B MEHbIILIEH
CTEMEHM, YeM OKpYyXarollas X HOpMalb-
Hag mnapenxuma I12K. YyBCTBUTEIBHOCTH
M CelMDUIHOCTD TaHHOTO METOJa COCTaB-
ns1eT 98% 1 95% COOTBETCTBEHHO, TOTAA KaK
npu MCKT — tonbko 73%.

Ha KT u MPT, xak npaBuio, BUiHa yBeJIu-
yeHHas B pazMepax 12K, xapakrepHoro «co-
CHUCKOOOPa3HOTO» BUIA, OKPYKEHHAsI TOHKUM
0060ak0oM Hu3koi miaoTHocTU (pu MCKT
n  T2-3BemeHHBIX  MP-TOMOrpammax).
Kanpundukarel MM TICEBIOKUCTH HAOIIO-
narTtcs peako. K xapakTepHbIM Mpu3HaKaM
oTHOcUTcs  aucddy3Has HEroMOTeHHOCThb
MMapeHXMMbI, YepeloBaHUE YYaCTKOB pa3-
JIMYHOUW TIJIOTHOCTHU, B Psifie CIydyaeB Haro-
MHWHAIOIINX COJMUTAPHBIC WJIM MHOXKECTBCH-
HbIe 00beMHbIe o0paszoBanus [TXK (puc. 2.10,
2.11). Hepenko oTMmeuaeTcsi paclivpeHue
BHEIMEUYEHOUHBIX KEIYHBIX MPOTOKOB B pe-
3yJIbTaTe CHaBJEHMS BHYTpPUITAHKpeaTUye-
CKOro OTaesa XoJieqoXa YBEJWYEHHOW TIo-

joBkori TI2K nubo pa3BUTUS AUCTATIBbHOTO
ayTOUMMYHHOTO XOJlJaHTUTa. YyBCTBUTENb-
HocTh ¥ crienuduanocts MCKT B mmarHo-
ctuke AUTI nocturaet 86 u 95%.

ITpu OPITXT BbIsABASIETCS CETMEHTAPHOE WU
muddysHoe cyxenue I'TIT (puc. 2.12).

Hecmotpst Ha To utro MPIIXI He Bcerna B 10-
CTATOYHOI Mepe II03BOJISICT BBICKA3aThCS
0 Hauuuu cyxeHus uiau creHosa I'TIIT, ato
HCClleIOBaHNE SIPKO IEMOHCTPUPYET U3MEHEe-
HMS OOIIETO XeJTYHOTO TPoToKa. Y TaleH-
toB ¢ accounauueit AWUIT I tuna n IgG4-CX
O0OBIYHO BUICH CTCHO3 MHTpamaHKpeaTHde-
CKOIl YacTH XOJjiemoxa, MPUBOISIINIA K pac-
IIAPEHUIO €T0 BEpXHUX 0Tae10B. Kpome Toro,
MOTYT HaOII0AAThCS CKIIEPO3UPYIOIIUE U3ME-
HEeHUS BHEMIaHKpeaTU4yeCKOol YacTu MPOTOKa,
cxoxue ¢ TakoBeiMU Tipu [TCX.

[Ipy TO3UTPOHHO-3MHUCCUOHHONM TOMOTIpa-
un y 6oabHBIX AWTI BBISIBISIOTCSI HAKOIU-
TeJbHBIC CUTHAJIBI B YUaCTKaxX IMOBPEXICHMS
I12K, cxoaHbIX ¢ TaKOBBIMU Mpu pake. [1oa-
TOMY JaHHbBII METOJ HE MOXET MPUMEHSIThCS

2.7. Ilevenne
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B Ka4yeCTBe HAJIeXKHOTO TecTa npu auddepeH-
UATbHOM IUAaTHOCTUKE 0YaroBoil (hOpMEI
AWII un paka ITXK [27].

2.6.5. KnuHu4eckui oTBET Ha Tepanuio
KOopTUKOCTEepougamu

K HacrosimeMy BpeMEHM OCHOBHBIM ITOIXO-
noMm B eueHun AUII seastercst repanust KC,
0 ueM OoJiee TIoAPOOHO OyAeT cKa3aHo Jajiee.
[TosTOMy TTONMOXUTENIbHAS TUHAMUKA COCTO-
aaust 1K, npyrux opraHoB, BOBJIEYEHHBIX
B oOmumii maronormdeckuii mpomecc (PIID,
B3K, BocmammreabHBIC MOpaXKeHUs ITOYEK
W CJTFOHHBIX XKeJIe3 W T.I1.) MOXET pacCMaTpH-
BaTbCs B KaUeCTBE OUATHOCTUYCCKOTO TeCTa,
OCOOCHHO B CJIOXKHBIX IIJIST Bepu(pUKaIIUM 3a-
00JICBaHMS CITyJasiX.

K OCHOBHBIM IIpM3HAKaM, I[103BOJISIIOLINM
OLIEHUTH 3(PPEKTUBHOCTL MPOOHOIM Teparmuu
crepouaamMu, oTHocITCs [7]:

* PeayKIiysi OMOXMMHUYECKUX MapKEPOB
X0JIecTasa;

* ymeHblIeHue ypoBHs [gG4 1 pa3nuuHbIX
ayTOaHTUTEN (B CJIydae MX MCXOIHOTO I10-
BBIIIICHUSI) B CBIBOPOTKE KPOBH;

* MTOJIOXKUTEIbHAS TUHAMKKA 10 TaHHBIM
METOIMK BU3yaInU3alliu:

- YMEHBIIIEHUE Pa3MepOB U BOCCTAHOBJIE-
Hue cTpyKrypbl 1K (penykiuust rumnos-
XOoreHHocTu) mno gaHHeiM Y3, MCKT
u MPT (puc. 2.14 u 2.15);

- penykuust upperyisspHoro creHosa ['TIIT
o ganaeiM DPXITIT (puc. 2.16), MPXIIT
(puc. 2.17);

e cTabuIM3auus TeueHus (MU peayKIius)
caxapHoro auabera;

* YMEHBILIECHUE IIPOSIBIECHUN 3K30KPUHHOM
HenoctaTouHoctu [12K;

* PeAYKIMS TUTTUYHBIX MOPGhOJOTUUYECKUX
npusHakoB AWUIT mo nannbim TAB TT2K
B IMHAMUKE;

* yIydllleHUe TedeHus1 coueTaHHbIx ¢ AUTT
npyrux IgG4-accounmpoBaHHbIX IOpa-
XKeHni opraHoB-muineHeii (PTTID,
1gG4-CX, B3K u ap.).

2.6.7. QudpchepeHumanbHbIA gUarHos
AWM u 3noKa4yeCcTBEHHbIX ONyxonen
NomKenyao4HoOM Xxenesbl

HMcxons u3  BbIIEU3IOKEHHOTO MaTepua-
Jla, yctaHoBieHue nuarHoza AWMII sasasiercs
cloXHOU 3amadeii. OcoOeHHBIE TPYTHOCTH
BO3HUMKAIOT MPU HAJWYUU OYAroBOi (DOpPMBI
naHKpeaTuTa, KOoTopas Tpu OOHapy>KeHUU
B MEpBYIO oYepeab HABOAUT KIMHULMCTOB
Ha MBICJIM O 3JI0KAYeCTBEHHOM HOBOOOpa-
3oBaHuM [12K. OpHako [auarHocTuueckue
npusHaku AWMII mnpu TtimareabHoM cOope
aHaMHe3a M TIPaBUJIBHO CIUTAaHMPOBAHHOM
00cJIefOBaHUM CYILIECTBEHHO OTJIMYAIOTCS OT
paka v tumbombl TT2K (cm. TpunoxeHue).

2.7. NleyeHue

OcHoBHoI1 MeTon JieueHust AUIT — npume-
Henue KC. HavanbHast mo3a nmpeaHU30J0Ha
mokHa coctaBisaTh 30—40 mr/cytkm. Jimm-
TEJIBHOCTh Kypca CTEPOMITHON Tepanuu 3a-
BUCHUT OT KJIMHMYECKOTO OTBETa, MOOOYHBIX
3P HEKTOB, HATWYMUS COMYTCTBYIOIIUX ayTO-
MMMYHHBIX 3a00JI€BaHMII 1 HEOOXOAUMOCTHU
¥X JIeueHUs.. MUHUMaIbHBIE CPOKU JICUCHUS
coctaBisiioT 4—8 Heaenb [7].

B mocnenHee Bpems MOSIBUIMCH MyOJIMKa-
1IMM, B KOTOPBIX allpOOMPOBaHbI U PEKOMEH-
IYIOTCSI O0JIee BRICOKME JO3BI IIPETHU30I0HA
(1 mMr/KT Beca OOJIBHOTO B CYTKH), HO OoJee
KOPOTKMM KypcoM — 2—3 Heleau ¢ Iocie-
JYIOIIEH TOCTENEHHON penyKuuei mo 5 mr
B HEACTIO IO ITOJHOW oTMeHBl. Mcxoms u3
M3BECTHBIX SITTOHCKUX PEKOMEHIAIINi, clie-
JIlyeT Ha3HayaTb MEHbIIME MO03bl MPEIHM-
30JI0Ha [Is1 crapToBoii Tepanuu (0,6 Mr/Kr
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Beca OOJILHOTO B CYTKU), HO ¢ OoJiee IiaB-
HOI OTMEHOU — 5 MI' B 2 Hemeau Iof 4eT-
KMM KOHTPOJIEM METOIOB BU3yaJlu3allvH,
CBUIETEIBCTBYIOIIUX 00 3P (heKTUBHOCTU
JICUCHUSI.

IlepBuuHblil oTBeT Ha Tepanuio KC mMoxer
OBITh OlLIEHEH yxXe yepe3 3—4 Henenu. Y 6071b-
IIMHCTBA MALIMEHTOB Ha (pOHE MPUMEHEHUS
MpeIHU30JI0Ha HaOM0AaeTcs OJaronpusT-
HBI JOJITOCPOYHBIN 3(PPEKT.

OCHOBHBIMU TIPU3HAKAMU, TTO3BOJISIOIIIMUI

oleHuTh 3pdexkTuBHOCTh Tepanuu KC, sB-

Jsrored [7]:

* Pemykiinst OMOXMMHMYECKIX MapKepoB

XoJiecTasa

YMeHbIIIeHNEe KOHIICHTPAIINH B TIJIa3Me

kpoBu ypoBHS [1gG4 1 pa3TMUHBIX ayTo-

aHTHUTEI (B CIyJae UX UCXOTHOTO TTOBBI-

IICHUS)

[MonoxuTeapHast TMHAMUKA 10 JAHHBIM

WHCTPYMEHTAJIBHBIX METOIOB MCCJIEIOBA-

HUS: yMEHBIIIEHNE Pa3MEePOB U BOCCTAHOB-

snieHne cTpyKrypsl [TXK (pemykims rumo-

SXOTE€HHOCTH); PEIYKIIUs UPPETYISIPHOTO

crenosza I'TITT

Crabwimuzaiys TedeHus (WU PeLyKIIus)

caxapHoro nuaoera

YMeHblIeHre MPOSIBICHUI 9K30KPUHHOM

HenoctaTouHocTu 12K

Perpecc TMMMYHBIX MOP(OJIOTUYECKUX

npusHakoB AWII mo naHHBIM TUHAMUWYE-

ckoit TAb

* Viy4diieHne TedeHMsT COMMyTCTBYIOIIEH Mo~
paxenwnto I1T2K maronoruu 1pyrux opraHoB

B caywae coueranHoro IgG4-CX u otcyt-
CTBUS MPU3HAKOB KJIMHUYECKOTO YIyYIICHUS
YacTO BO3HUKAET HEOOXOIUMOCTb B XUPYPTU-
YECKOM BMEUIATENIbCTBE TSI OOJIETYEHUST CO-
CTOSIHUSI OOJIbHOTO, a Takxke AuddepeHIm-
QTbHOW NWATHOCTUKU CO 3JI0KAY€CTBEHHBIM
npoueccoM. ManouHBa3UBHbIE METOOUKU

— creHTUpoBaHue xosemoxa u/waum [TIIT
C LIEJIbIO IEKOMITPECCUU TTPOTOKOBOM CHUCTe-
MBI, CUMTAIOTCS MPeANOUTUTEeAbHBIMU. [Tpu
HEBO3MOXXHOCTHU UX BBITTOJTHEHUSI HAKJIAIbI-
BaeTCsl TeMaTUKOIHTEPO- WIM XOJELMCTO-
sHTepoaHacToMo3. K coxaneHuto, 00JbIIoe
KOJMYECTBO MAlMEHTOB ¢ 0YaroBoii (popmoii
AWII u BoBNeueHMEM xojieqoxa (Kak IpaBu-
110, B (popme accormupoBaHHoro ¢ AUIT rep-
MMHAJIbHOTO XOJIAHTUTA, 3HAUYUTEJbHO pexe
3a CYEeT KOMIIPEeCCUU) ObUIM ONEepUPOBaHbI
B oObeMe IaHKpeaTOAyOoIdCHATbHON pe3eK-
1IMM, TOTAA KaK peTPOCIIEKTHBHO TaKOe TPaB-
MaTUYHOE XHUPYPruyeckKoe BMeEIIaTeIbCTBO
OBLIO TPU3HAHO YPE3MEPHBIM.

IIpu rUcTOMOTMYECKU WU LIUTOJOTMYECKU
BepuduimposanHHoM auarHoze AMII, xor-
Jla HE UMeeT CMbICTa MPOoOHasi MOHOTepanus
KC, MOXHO pekoMeHIOBaTh pacCIIUpEeHUE
Tepanuu ¢ BKIIOYEHUEM B cxeMy (B IOIOJ-
HEHMeE K MPEIHU30J0HY) UHTUOUTOPOB MPO-
TOHHOI MOMITBI U TMOJUMEPMEHTHBIX Tpe-
napatoB. JlaHHBIE CpeNCcTBa Ha3HAyYaroTCH,
KaK TMpaBWIO, C 3aMECTUTEIbHOW ILENbIO,
MOCKOJIbKY a0JioMUHa/bHasi 00Jib BbIpaxe-
Ha yMepeHHO. C CHMNTOMaTUYeCKOW LETbI0
MOTYT MCMOJIb30BaThCS CIMa3MOJUTUKU U He-
CTEPOUIHBIE TPOTUBOBOCTIATUTEIbHbIE CPEI-
CTBA M0 MTOKAa3aHUSIM.

I. Tipemsonon 30-40 mr/cyr | 4 HeIeM | Kiypneckast
I1. VIXK 10-12 mr/kr o OlLIeHKa
B IMHaMUKe
Het ahdexTa
YJIydlleHue *
/ TIPOJIOHTAIINST
Cumxenue no3e1 [KC VBenuueHue
JlnuTepHas MOMIEePKUBAIOIIAS o3l TKC
Teparust YIXK AzaTHonpuH

Pucynox 2.18. Taxmuka koncepeamueHoll mepanuu
npu AUIT

.g YPCO®AJIbK® - EBPONENCKNIA 3TAJIOH YAXK

7
Il'.

OnTManbHbIM NIEKAPCTBEHHbIM NPeMapaToM ypcoeoKCUXoneBoi KNcnoThl sensetcst Ypcotanbk®. Ypcodansk® npo-
n3BoauTcs B Fepmanui ¢ 1979 . [ipyriie nekapcTBeHHbIE CPEACTBA, COAepXKaLLVe YPCOAEOKCUXONEBYHO KICNOTY, SBNs-
tOTCS aHanoramu 1 MoryT UMETb PasNngns Kak no aEKTUBHOCTI [EACTBIS, TaK U M0 N060YHbIM PEAKLVSM.

f =

ey M

Mpenapat Ypcoanbk® nponssogutest B lepmaHui Ha 3aBofie Losan Pharma (rnaBHblit akLMoHep 3aB0/a — KOMMaHust
«[lokTop ®anbk Gapma MMOX») 13 Ka4ECTBEHHOIA CYOCTaHLMN U C MPUMEHEHIEM CaMbIX COBPEMEHHbIX TEXHOMOMMIA.
370 N03BONSET 0OECMEYNTL GONEE BBICOKYHD CTAOMNBHOCTb AEACTBYHOLLIErO BELIECTBA MO CPABHEHWIO C APYrMU Npe-
naparamu YIXK, 4T0 HarnsiaHo 11 OIHO3HA4HO MOATBEPXK/IAETCH CPOKOM XPaHEHUS Ypcodhanbka — 5 NeT, B 0TM4Me
0T aHanoros (4 roaa). COOTBETCTBEHHO, 60Mee BbICOKAsA CTAONMbHOCTb AGNCTBYHLLETO BELLECTBA 066CMe MBaET 60nee
BbICOKYHO KMMHUYECKYHO 3DtheKTUBHOCTb Npenapata Ypcodanbk®, HafexHbIi 11 AnUTeNbHbIA KTMHUHECKNiA 3DMEKT.

Ypcochanbk® siBnsieTcs pechepeHTHbIM npenapatom YIXK B EBpocotose. 370
3HauuT, 4TO BCe Apyrue npenapatol YAXK ans peructpauuu B EBpoco-
103e 0693aHbl NPEfOCTaBUTL [JaHHbIE 0 NOJNHOI hapMaKonorn4eckon
M KIIMHUYECKOW 3KBUBANEHTHOCTH YpcodhanbKy. ToNbKO B TaKOM Cry4ae
OHW MOTYT ObITb 3aPErCTPUPOBaHbl. IMeHHO noaTomy Ypcodanbk SBRSeTcs oc-
HOBHbIM npenapatom YIIXK npaktnyecku Bo Beex CTpaHax EBponbi.

MpakTuyecku BCe MCCNEAOBAHUA MO KIIMHUYECKOH 3(h(hEKTUBHOCTH
YIOXK B EBpone npoBogunnch ¢ NpUMEHeHUeM OpUruHaNbHOro HemeL -
Kkoro npenapata Ypcothanbk® HaumHas ¢ 1979 roaa. Ha ceropHsawHui
AeHb ony6nuKoBaHo 0KONO 4 ThicAY HayYHbIX paboT ¢ Ypcothanbkom.
970 NOATBEPX/IAET BbICOKOE KAYECTBO Npenapara, 1 UveHHo Ypcodansk® npu-
MEHSIETCS B GONbLUMHCTBE CTPaH EBPOCOKD3a.

Ctpanbi EBponbl,
rae npumensieTcs Ypcochanbk®

Ha npasax peknambl
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Cpasnenue npenapartos YAXK, 3apeructpupoBanHbix B Poccuu
Mapamer B Apyrue MNMpakTuyeckoe 3HauyeHue
p P (TepmaHus) npenapatbl YAXK P
Cpok rogHocTu /
CTabuIbHOCTb YOXK B YPCO®DAJIbKE 6onee ctabunbHa,
cybcTaHuum 5 net 4ropa 4YTO CBUIETENbCTBYET O 60sIee COBEPLUEHHON
(HO OaHHbIM TEXHOJI0rnmM Npon3BoacTBa
VIHCTPYKLMW)
MocTosiHHOE COBepLIeHCTBOBaHME TeXHOIOrnm
B kancynbl 250 mr ToNbKO Kancysbl M3roTOBNEHWS MPenapaToB 1 pa3paboTka HOBbIX
®dopma Bbinycka B cycneH3us 250 mr/5mn UV TONBbKO N1eKapCTBEHHbIX HOPM
B Tabnetku 500 mr TabneTku Hanuune pasHbix Gopm no3sosseT 6onee

NHOVBUAYaNN3VPOBaHHO NoadupaTh eveHne

Yucno Hay4YHbIX
nccnenoBaHnunin 4175 EnvHuyHble
(no aaHHbIM Medline)?

BonbwnHCTBO KNnHMYecknx apdektos YAXK
6bIn10 foKa3daHo nMeHHOo anst YPCO®DAJIbKA

MmeHHo YPCODATIbK® 6611 mepBbIM
PedepeHTHbIV npenapart npenapatom YAXK B EBpone

YOXK B EBpocoiose’ fa Het Peructpauus opyrmx npenapaTtos Tpebyet
v CLUA* [0Ka3aTeNbCTB GM03KBUBAJIEHTHOCTH

YPCO®AJIbKY

CeroaHs komnanus «[oktop ®anbk ®apma MM6X» COBMECTHO C BEfyLMMIA FaCTPO3HTEPONOramiA 1 renatonoramm
BCETO MMPa B CTPOrOM COOTBETCTBUN C ycnoBuamu GMP akTuBHO paboTaeT Haf pa3paboTkol HOBbIX MPENApaToB 1 X
NEKAPCTBEHHbIX (DOPM, 3Y4EHIEM HOBbIX MOKA3aHWIA K X MPUMEHEHIO.

Tak, B 3anagHoii EBpone, B Poccin n apyrux ctpadax CHI™ KomnaHueli 3aperncTprpoBaHa HoBast ekapcTBeHHas (op-
Ma YIIXK — cycnen3us Ypcodhanbka, pekoMeHayemas [ns NpUMEHeHNs y AeTei Uy 60bHbIX C 3aTPyAHEHHbIM
rnotaHuem. CKopo Ha thapMaLieBTUHECKIA PIHOK ByayT npeacTasneHb Tabnetku Ypceodhanoka no 500 mr, 4to no-
3BOMNT ONTUMU3NPOBATH [03UPOBKIA, 0COOEHHO Y BOMBHBIX C X0NECTaTUYECKIMIA 3a00NEBAHNAMIA NEYEHN.

Ha npaBax peknambi
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CrepounHas Tepanusi 0ObIYHO 3(PheKTUBHA
IPU TTOPAXKEHUHU XKETYHBIX IPOTOKOB, CIIIOH-
HBIX KeJie3, IOBPEXICHUM MaHKpeaTude-
CKHUX IIPOTOKOB, paCCMaTPUBaeMbIX B paMKax
ennHoro IgG4-accolMMpoBaHHOIO TPOLieC-
ca. OgHAaKO OTMEYEHO, YTO Y HEKOTOPbIX I1a-
LIMEHTOB COCTOSIHME CIIOHTAHHO YJIy4IlIaeTCsI
0e3 NMpUMEHEHUSI KaKUX-J100 JIEKapCTBEH-
HBIX MpenapatoB. B psae ciiydaes, Korna Te-
yeHue AUTIT ocnoxHsieTcst caxapHbIM 1Uade-
TOM, MOCJEAHUM MOXET YJIYUYIIUTHCS MOCIIe
MPOBEACHHOrO Kypca CTePOMJIHON Teparuu.
INpennonaraercsa takxe, yro npu AUIT mo-
JKET TPUMEHSITBCSI a3aTUOIPUH, XOTSI CBe-
JIEHUI O eT0 KJIMHUYeCKOi 3((hEeKTUBHOCTH
IOKa HEJ0CTaTOYHO.

ITponeMoHcTpupoBaH 3GhGEKT OT MpuMe-
HEHMSI TIperapaTtoB YpCOIE30KCUXOJIEeBOM
kuciaotel (YAXK) npu AWUTI, nporekaroiiem
C CHHIPOMOM XoJiecTaza Ha (hoHe CTeHo3a
TePMUHATBHOIO OT/EJa X0JIea0Xa U caXapHo-
ro nuabeta [38], a Takke KomOouHauuu Y/ IXK
n KC npu accoumarum AMUIT u TIBIL [26].
KnuHuyeckuii pe3ynsraT 3aKao4aics B CHU-
JKEHUU YPOBHSI MapKepoB X0JiecTa3a, YMEHb-
mweHun pasmepoB I12K u crabunuzauun
nuabera. IlomyyeHHBIH 3¢ deKT MO3BOISET
npeanonaratb, 4to tepanusi YAXK moxer
paccMaTpuBaTbCsl B KAYECTBE JAOMOJHUTEb-
HOTO KOMIIOHEHTa CTaHAApPTHOW Tepanuu
KC. Kak uzBectHo, YIXK ycreurHo npume-
Hsaetcsa nipu I[IBL u ITCX, crmoco0cTBYys yBe-
JIMYEHUIO CTUMYJISILIMM OTTOKA XKeTuu. Kpome
toro, YJIXK ob6iagaeT renaTonpoTeKTUBHOMI
U HMMYHOMOIYJIUPYIOIIEH aKTUBHOCTHIO,
3aKJIIOYAlOIIECcsl B YMEHBIIEHUU SKCIpec-
cuu moJiekyn HLA I u 11 xy1accoB Ha KJteTkax
OUIMapHOTO SMUTEIUS U CHYUXKEHUU MPOAYK-
LMY MTPOBOCHAIUTENIbHBIX LIMTOKUHOB — IL-
1, 2, 6 u UDH-y. [Ipearmonaraercst, 4To 3TOT
nperapar MoxXeT HasHayaTbes Tipu AWII,
0COOCHHO MPU BOBJICUCHUU OMIIMAPHOI CHUC-
TeMbl [7].

B caywae accoumanuu AWIT ¢ mopaxeHu-
eM OuMapHoro TpakTa wiu rnedyeHu YIXK
SBJIIETCSL  TIpenapaToM BbIOOpa, MOCKOJb-
Ky OHa HE TOJbKO YJIydIllaeT KIMHUYCCKUE
(yMeHblIeHUEe CIa00CTU, 3yHa, KEATYXH),
onoxumMumyeckue (CHUXEHHME (hepMEeHTOB
IIUTOJIM3a U XOJIecTa3a) U TUCTOJIOTUUECKUE
(yMeHbllIeHHEe BOCHajeHUsl TKaHU TeYeHU)
ToKa3aTeIr, HO TAKKe MOXKET IOJIOKUTEThb-
HO BJIMSITH Ha MPOJOJIKUTEIBHOCTh KU3HMU,
YTO MPOAEMOHCTPHUPOBAHO B PN KIMHUYC-
ckux wuccienoaHuil. [Npumenenue YIAXK
IpU Pa3IMYHBIX 3a00JeBaHUSIX IEUEHU I10
JTAHHBIM MHOXECTBa IIPOBEICHHBIX MCCIIC-
JIOBAaHUI oOecredmBaeT pPsifi JOJTOCPOYHBIX
TOCIIEACTBUI, TaKUX KaK 3aMeIJICHHE IIPO-
rpeccUupoBaHMs 3a00JIEBAHUS U YIyYIlIeHUE
BbDKMBAeMOCTH [4].

K «gocTtonncrBam» YIXK MOXHO OTHECTH:

* YMeHBbIIeHNE BHIPAXKEHHOCTH CHHAPOMOB
LIMTOJIN3a 1 XOJIecTa3a

* AHTUAIONTUYCCKUIN 1 UMMYHOMOIYJIA-
pyonii 3¢ GeKThI ¢ OTTOCPEIOBAHHBIM
aHTU(UOPOTUYECKUM IeHICTBUEM

* Bo3MOXXHOCTb TPUMEHEHUS B AETCKOM
BO3pacTe ¢ poxkaeHus (y AeTeit a0 3 jget —
TOJIBKO B BUZIE CYCTICH3UH)

* MuHuMabHbIe TOOOYHBIE 3(PPEKTHI (T10-
ciabjieHue cTyJia)

» O0muMpHas JokasartejibHas 6a3a (cTeneHb
JokaszatesibHOCTU A-B)

ANropuTM KOHCepBaTUBHOM Tepanuu

YauTHIBas BHIIICU3IOKECHHOE, MOXHO TIpeI-
JIOXKUTH CJCAYIONINI aJTOPUTM KOHCEepBa-
tuBHOIl Teparnuu AMWMII, npencraBieHHBII
Ha pucyHke 2.18.

IIpu nnuTenbHON Tepanmuu MPEeaHU30JIOHOM
HEO0O0XOAUM KOHTPOJIb TeUeHUS 3a00JIeBaHMS,
BKJIIOYAIOLLUAIA:

* OLICHKY Cy6’beKTI/lBHbIX CHUMIITOMOB,
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Pucynox 2.19. [lokazamenu ghexanvroii anacmasvt y 6oavHoix AUII. Topuzonmansruie aunuu demoncmpupy-
tom epanuyy medxncdy maxcenoi (menee 100 mxe/2) u ymepennoii (100—200 mek/2) 3K30KpuHHOl naHKpeamu-
ueckoil Hedocmamourocmoio (no L. Frulloni u coaem., 2010e. [13])

A — Jlo u nocae mepanuu KC (nosoxcumenvras OuHaAMUKa — 80CCMAaHoAe e IK30KPUHHOU (DYHKYUU Y 4acmu

001bHbIX).

b- .Vnauueﬁmoe C 6bIDANCEHHBIM CHUMCCHUEM UHOeKCa Maccol meaa OMme4anacs npeumyu,ecmeerHo msxnce-
Adas naHKpeamuveckKas Hedocmamo'mocmb, 4mo 00ssCHACM HeoOX00UMOCHb C60E6PEMEHH020 N1e4eHUs, 0CO-

OCHHO Y AUY, C HYMPUMUBHOU HEOOCMAMOYHOCHIbIO.

* INAarHOCTUKY HapyIIeHWI 9K30- U 3HIIO-
KpuHHOU pyHKImm 12K,

* KOHTPOJIb OOILET0 U OMOXUMUYECKOTO
aHAJIM30B KPOBHU,

* KOHTPOJIb MapKePOB ayTOUMMYHUTETA,

* ¥V3- n 3H10Y3-KOHTpOJIb ¢ 6uorncueit IT2K,
MCKT nwm MPT.

2.8. lNporHos

IIporno3 nmpu AWMII 3aBUCUT OT TSIKECTU OC-
JIOXKHEHUI, COIYTCTBYIOIIMX TOpPaKCHUI
npyrux opraHoB 1 Hannuust CJ1. OTHOCUTEb-
Ho penkas BctpeyaemocTb AUII, ncnonb3o-
BaHME Pa3HBIX TMATHOCTUIECKUX KPUTEPHCB
B cTpaHax Asuu, 3anaaHoit EBponbl u CIILA,

YaCcTO BCTPEYAEMbIil «paguKau3M» B ITOMI-
Xofax K JedyeHuIo (IaHKpeaTomayoneHaaIbHas
pes3ekius ¢ ycraHoBieHueM auarHoza AUITI
MocTdakTyM) OOYCJIOBIMBAIOT TUIOXYIO U3Y-
YEHHOCTh TOJTOCPOYHOTO TPOTHO3a OO0Jb-
Hbix AUII [1, 7, 22]. OgHaKO HEKOTOPHIE UC-
CJICIIOBAHUS TI0 PAaCCMAaTPUBAEMOMY BOITPOCY
BCE XK€ ObLIM MPOBEICHBDI.

Tak, 11e/1b10 OTHOM U3 MEePBBIX OOBEMHBIX pa-
00T, TPOBEICHHBIX UTATIBSTHCKUMU YYEHBIMU,
ObLIa OLIEHKA 9K30KPUHHOW U 9HAOKPUHHOMN
(GYHKLIMK y TauueHToB, cTpagatommux AUTT
JIO ¥ TIOCJIe TIPOBEJCHHON CTEPOUTHON Tepa-
nuu [13]. B a10 uccnenoBanue BkiItO4YeH 21
nanueHT (13 MyX4uH 1 8 KeHIIMH, CPeTHUI
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BospacTt 43%16,5 ner) ¢ mmarHoszom AMWII,
ycTaHOBJIEHHBIM B riepuof, 2006—2008 rr. Bor-
MOJTHSIIACh OLIEHKa MaHKpeaTU4ecKoil aja-
crasbl-1 Kajia 1 MapKepoB caxapHOro auadera
JI0 CTEPOMIHOI Tepalluy U B TedeHue 1 Mecs-
11a OT ee Havajla. YpOBeHb MaHKPeaTU4eCKoil
a1acTa3bl- 1 Kaja 1o Havajia Tepanuy cocTa-
BWJI B cpeaHeM 1071126 mxr/r. ¥V 13 nanueH-
TOB (62%) nuarHOCTMpOBaHA TsiKeJasl MaH-
KpeaTuyeckasi HeOoCTaTOYHOCTh ((heKasibHast
anactasza <100 MKkr/r), y 4 (19%) Gblia nerkas
HenoctatogHocTh (100—200 MKT/T), OcTasib-
Hble 4 nanueHTa (19%) XapakTepu3oBaIuCh
coxpanHoit ¢dynxkumeit 12K (>200 Mxr/T).
Ilpy 3TOM sIBHBIE KJIMHWYECKHE TPU3HAKU
cTeaTopey 3aperucTpUpPOBaHbI MPU MEPBUY-
HOM OCMOTpe TOJIbKO Y 14% GonbHbIX. Boee
HU3KME 3HAYEeHUSI 3J1aCTa3bl Kajia ObLIM OTMe-
yeHbl Tpu Jud@y3Hoi hopme Mo CpaBHEHUIO
C 04YaroBoii, HO 0€3 CTaTUCTUYECKUX OTJIM-
qyuii. BakHO OTMETUTD, YTO HU3KKME 3HAYCHUSI
5J1aCTa3bl Kajia KOPPEJIMPOBAIM TAKXKE U C UH-
JIEKCOM MacChl TeJjia, BCTpeYasiCh MpeumMylIe-
CTBEHHO y OOJIbHBIX C peayKilreil Beca bosee
10% ot Hauaza 6oae3uu (p<0,0001) (puc. 17).

JuarHo3 «caxapHbIif 1uadbeT» B XOIe MCCe-
IOBaHUs ObUT ycTaHOBIECH y 10 ImamumeHTOB.
CrieyeT OTMETUTD, YTO IO Havajia Teparnuu
9TOT AWArHo3 MMeJ MEeCTO TOJbKO y 5 ma-
HeHTOB (24%), y KOTOPBIX OTMEYEH OYEHb
HU3KWI ypOBeHb (DeKaabHOI 3JacTasbi-1
(<19 mxr/r kama). B 90% ciryyaeB Ha3Ha-
yajach WHCyaWHOTepanus, B 10% — mepo-
pajJbHBIE TUIIOIJTMKEMUYECKHE CpelICcTBa.
IMocne 3aBepmienust tepanmuu KC morpe6-
HOCTb B WHCYJIMHOTEpPAlMu COXPaHsSIach
TOJIBKO V 4 TTAIlIMEHTOB, IIPY 3TOM MMEHHO Y
HUX HaOJII0gaIuCh KpaiitHe HU3KUE 3HAYCHUS
deKkaapbHOM 3J1acTas3bl 10 M IOCHIE JCUYCHUS,
CBUJICTEJbCTBYIOIIUE O TSKECTU MOPaXKEHUS
KaK 5K30KPUHHOM, TaK W SHIOKPUHHOM Ia-
penxumbl [T2K.

Yepes 1 Mecsan ot Havana tepanuu KC mo-
KasaTejM 2JlacTasbl-1 Kaja yBEeJIUYUIUCh Y
BCEX MAILIMEHTOB, YTO B CPEAHEM JOCTOBEPHO
MPEBBICUIIO UCXOMIHbIE TIOKa3aTen 10 Hava-
na nedeHus (237x193 mkr/r kana; p=0,001)
(puc. 2.19). OgHako y 7 MariMeHTOB COXpaHsI-
JINCh €€ HU3KME 3HAYCHUSI, CBUIETEIbCTBYIO-
M€ O TSDKEJION MaHKpeaTUIeCKOM HeaocTa-
TOYHOCTH.

Takum o00pa3zoM, wucciaegaoBaTeNd Caeaaiu
BBIBOJ, YTO TEUYCHME SK30KPUHHON U/WIU
SHIOKPUHHOW TaHKpeaTU4ecKou HeAocTa-
TOYHOCTHU y nauueHToB ¢ AUII ynydiaercs
nocie nposeneHust tepanuu KC. IMpu atom
Y 9acTH MTallMeHTOB HA0II0HAI0TCSI HeoOpaTH -
mble uameHeHus I12K, yto compoBokaaeTcs
CTOMKMMU (PYHKIIMOHAIBHBIMA HAPYIIICHUSI-
MU paboThl opraHa (Tsikesaas BHEIIHeCeKpe-
topHas HegoctarouHocTh 1 CJ1) [13]. B man-
HOWl paboTe He OTMeuYeHa 3aBUCUMOCTH
IUTUTEJIbBHOCTU aHaMHe3a 3a0oJyieBaHUs JO
YCTAaHOBJICHUSI JMarHo3a M Ha3HAuYeHUS
KC. Bo3MOXXHO, IMEHHO CBOCBPEMEHHOCTH
YCTaHOBJIEHUS TUarHo3a OyaeT UurpaTh poJib
B MEepCIeKTUBHOU ycnenrHocTu Tepanuu KC
B OTHOIIEHUM OTCPOUYEHHBIX PE3YIbTaTOB,
ITOBBIINIAST IIIAHCHI Ha 00PaTUMOCTD (DYHKITH-
OHAJIbHBIX HapyieHuit padotel [12K. dpyru-
MU CJIOBaMU, BEPOSITHO, HA pAaHHUX CTaIUSIX
AWII, xornga MakcMMaJIbHO BbIpaxkeHa BOC-
MMaINTeIbHAsT MHOWIBTPALIUS U MUHUMAJICH
(pubpo3, cHuxkenue dyukiuu [12K ycioBHO
oopatumo. Ilpu pnuTeapHOM TedyeHUU 00-
JIe3HU Tporpeccupyonmii  ¢Gpudpo3 3K30-
1 SHIOKPUHHOU napeHxumsbl [1XK mpuBogut
K HeoOpaTUMOU yTpaTe (PYHKUWU OpraHa.
ITo Bceii BUAMMOCTH, Jaxke Ha JaHHOI cTa-
auu Tepanus KC HeoOxomuMa, T.K. Momo00-
HBII TTOIXOM SIBJISIETCSI OCHOBHBIM METOIOM
MNpeIoTBpallleHUsT AaJIbHENIIEro mporpec-
cUpoBaHUsI DYHKIIMOHAJIbHOU HEIOCTaTOY-
Hoctu IT2K.



74

2. |gG4-accoummpoBaHHbI NaHkpeaTuT

CucremaTu3alusl HeIaBHUX JaHHBIX M-
TEJIbHOTO HAOJII0CHUSI B LIeJIOM ITOKa3bIBaET,
yto npuMmeHeHne KC 3HaYUTENbHO YyMEHb-
1IaeT puck peuuanna y oonbHbix 1gG4-AUTT
OTHOCMUTEJIbHO JIMII CO CIIOHTAHHOM peMuc-
cueii 3aboneBaHus1. oarocpouHbie HaOJIO-
JaTeJbHble MCCJIEIOBAHUS IPOAECMOHCTPH-
poBanu MemieHHyo TpaHcopmaunio AUTT
B BbIpaXkKeHHbIe (PUOPO3HBIE U aTpoUIYECKUe
n3MeHeHus mapeHxuMbl 12K, 9To ocTasisier
BO3MOXHOCTh KJIMHUIIUCTY CBOCBPEMEHHO
Ha3HauuThb Tepanuio KC ¢ Lebio MHIYKINT
ITUTeIbHOU pemuccuu [37].

PaboTsl mociaenHux JIeT B MEpPBYIO O4epelb
paccmarpuBatoT nporHo3d AWMIT ¢ nosuimii
MOBBIIICHHOTO  pUCKa  3JIOKAYECTBEHHBIX
omyxosneii [22]. Tak, B UccienoBaHWUM, BKITIO-
yapiieM 106 smoHIeB, 3a Nepuoa HaOIro-
nenust 3,1 roma B 11 ciydyasx (10,4%) Oblnu
JIMarHOCTUPOBAHBI 3JI0KAYeCTBEHHBIE OTTYX0-
Ju mnopaxeHHbIXx [gG4-accolMupoBaHHBIM
npoiieccoMm opraHoB, Bkiouas [1XK, tom-
CTYIO KUIIKY ¥ JieTkue [27]. Obmasa yacrora
3JI0KaYECTBEHHBIX 3a00JIeBaHMII 0Ka3ajaach
B 3,5 pa3a BbIllIe, YeM B TpYIINe KOHTPOJIS
COIIOCTaBMMOIo Bo3pacTa. B mpyrom uccie-
JIOBAaHUM, TaKXe TMpPOBEACHHOM B SmoHumn
¥ BkmoyaBmeM 108 marmenToB ¢ AUII, Ha-
OJromaBIIMXCS B cpeaHeM 3,3 roma, yacTtoTa
pa3BUTHSL paka pa3IMYHBIX JIOKaIW3alMit
noctumia 15% B TeyeHue MepBOro rojga mo-
cie yctaHoBieHus nuarHo3a AUIT [28]. Psn
JIPYTUX HaOIIONEHUI TaKKe TTPOIEMOHCTPH-
poBaJI MOBBILLIEHHBIH pucK paka 12K [29, 30].
HecMotpst Ha oTMedeHHBIC (DAKTBI, TaHHBIX
00 accommanuu IgG4-Ab co 310KauecTBeH-
HBIMHU OMYXOJSIMU MOKa HemocTaTouyHo. Tak,
B pabore R.P. Sah u coaBT. mokazaHo, 4TO
JIOJITOCPOYHAsT BBDKMBAEMOCTb B TpYIIax
o6osbHbIX AWTT I u II TunoB Oblaa conocra-
BMMa 10 BO3PacTy MeXIy co0Oi M ¢ KOH-
TpOJbHOI rpynmoii [31].
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3.1. BBepgeHue n onpepeneHue

IgG4-accolMnpoOBaHHBIN CKJIEPO3UPYIOIINIA
xojgaHruT (IgG4-CX) mnpencraisieT cobOoit
0oco0y0 ¢opMy XOJIAaHTUTA, XapaKTepHU3y-
JOIIYIOCS  TTOBBIIICHHBIM ~ CBIBOPOTOYHBIM
ypoBHeM IgG4 u wunHdbwunsTpanueit IgG4-
TMO3UTUBHBIMU TUTA3MaTUUECKUMU  KJIETKa-
MM CTEHOK XETYHBIX IPOTOKOB B COYETAHUU
¢ (puUOpPOTUYECKUMU WU3MEHEHMUSIMU B HUX.
ITomumo yKazaHHOI WHOUIBTpALIMU, IS
IgG4-CX, B oTanumMe OT <«KJIaCCUYECKOTro»
T1CX, xapaxkrepHa accoumnauusi ¢ AUII u BbI-
paxeHHbI oTBeT Ha Tepanuto KC. Ene ogHa
crienrdryeckass 0COOEHHOCTh paccMaTprBa-
€MOro 3a00JIeBaHUsI — HEOObIYHAsI XOJIaHT O~
rpacdmueckas kaptuHa ¢ npusHakamu [1CX,
XK u paka IT2K. BTo cymiecTBeHHO 3aTpyI-
HseT nuddepenumanbHbiil nuartos [gG4-CX
CO 3JIOKaYeCTBEHHBIMU HOBOOOPA30BaHUSIMM
Ha OCHOBaHWM TOJIKO XOJlaHTMorpaduiec-
KHUX JaHHBIX, OCOOEHHO B OTCYTCTBHE acCO-
umnanuu ¢ AUTI.

IlepBbie nBa ciayyasi CKIEpO3UPYIOIIETO XO-
JIAaHTHUTa, CoOYeTampIlerocs ¢ Mopdoioru-
yeckumMu uameHeHussMu 12K, Obuid goky-
MeHTHUpoBaHbl Bartholomew u coaBTOpamu
B 1963 . B 1984 . Montefusco 1 coaBTOpbI
OINMUCAIM CEPUI0 IKCTparaHKpeaTu4yeCKMX
W3MEHEHUIl B BHUAE CKJIEPO3UPYIOIIETO XO-
JIAaHTUTA y OOJIbHBIX XPOHUYECKUM ITaHKpPE-
aTUTOM, KOTOpBIC OBLIM IIPEICTaBICHBI KaK
TunuuHbiM [1CX, Ttak n [NCX-nogoOHbIMU
U3MEHEHUSIMU KeTYHBIX TPOoTOKOB. B 1999 .
Erkelens BriepBbie ornmy0JMKOBal pe3yabTaThbl
YCIIEIITHOTO JICUeHUSI CKIEPO3UPYIOIIETO XO-
JIAHTUTA TIPEOHU30J0HOM, YTO ITOCTYXKWJIO
OCHOBaHHMEM [JIsT (POPMYIMPOBAHUS THUIIO-
Te3bl ayTOMMMYHHOTO TeHe3a JaHHOTO THUIIa
xojaHruta. OrnmcaHne TOATBEPXKICHHOTO
1gG4-CX, kaK «OMIMOLEHTpUYECKO» (hop-
Mbl [gG4-accounmpoBaHHOM OOJIE3HU OIy-
onumkoBaHO Y. Zen u coaBTopamu B 2004 romy
[3, 11, 31, 36, 44, 46].

3.2. Anupemuonorus

AnuaeMuonorudyeckue ceeaeHus oo IgG4-
CX BecbMa CKyIHBI U 0a3uUpylOTCS TOJBKO
Ha pe3yabraTax pPeTPOCIIEKTUBHBIX MCCIIe-
nmoBaHUA. PacrpocTpaHeHHOCTh 3TOTO Ba-
puanTta IgG4-acconmmmupoBaHHOM 0O0JIE3HMU,
BEPOSITHO, comocTaBuMma ¢ TakoBoit AMII
u ompeneneHHo Huxke, yeMm [1CX. OmgHako
JMAHHBIX, MOATBEPXKIAIOIINX 3Ty TOYKY 3pe-
HUS, Ha CETOOHSIITHUI ICHb HEAOCTaTOYHO.
HauGonee kpyrnHbie BLIOOPKHU, BKIIOYAIOIINE
HECKOJIBKO JIECSITKOB MAllMeHTOB, CBUICTCIb-
CTBYIOT 0 3HauMMoM (>80%) mpeobiagaHum
MyxuuH crapire 50 jet [7, 20, 37].

3.3. 9TuonaroreHes

Kak 6b1710 oTMeueHo BblIlie B I riaBe — aTHo-
qnorus u naroreHe3 IgG4-CX ocraiorcst He-
JIOCTAaTOYHO U3y4YeHHbIMU. [lo-Buarmomy,
KaK M TIpU APYIMX ayTOMMMYHHBIX 3a0osie-
BaHUSIX, MOXXHO TOBOPUTH HE 00 3TUOJIOTHU-
YeCKMX, a O TPUITEPHBIX (haKTopax, B PO
KOTOPBIX MOTYT BBICTYIATh pa3HOOOpa3HbIC
HecrenuduyecKkrue WMMYHOMOIYIUPYIOIINe
BO3/eicTBUS (DakTepru, BUPYCHI, TE€KAPCTBA,
BaKIIMHAIMS, UHCOJSILNS U T.JI.), BEAYIINX K
MaHudecTauuu 0oyie3HU Ha (HOHE reHeTnYe-
CKHU JETePMUHUPOBAHHON TTPeNpacIionoXeH-
HocTu. He BBI3bIBa€T COMHEHMI KitouyeBast
pOJIb TATOJOTMYECKOTO0 M3MEHEHUS] UMMYH-
HOT'O OTBETA, paCCMAaTPUBAEMOTO B IByX Bapu-
aHTaX — aJUIEPTUYECKOrO U ayTOUMMYHHOTO.
B monb3y ayroMMMYHHOI TUTIOTE3bI CBUIIE-
TEJIbCTBYIOT, HAPSITY C TIOBBIIIEHUEM ChIBOPO-
TOYHOI KOHIIEHTpallMd UMMYHOIJIO0YJIMHOB
BooO1ie u IgG4 B yacTHOCTU, TakKXKe 4acTo
BBISIBJISIEMbIC CHIBOPOTOYHBIE ayTOAHTHUTENA.
B Toxe BpeMsi MOBBINIEHUE CHIBOPOTOYHOTO
ypoBHs IgE, Habmonatoieecst y 35% 6071b-
HbIx AWTT, MOXeT yKa3bIBaTh Ha COCTOSITENIb-
HOCTb TUIOTE3bl 00 a/IepruyeckoM TIeHese
IgG4-ADb [43]. YTo ke KacaeTcs BbIpaXkeHHO-
'O MOJIOXUTENbHOro oTBeTa Ha Tepanuio KC,

3.4. dnarHoctuka
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TO OH XapaKTepeH Kak Ul ayTOMMMYHHBIX,
TaK U JIJIST AJUIEPTUUECKUX 3a00JIeBaHUTA.

Jns ayroMMMYHHBIX OoJie3Heil 0OoJiee TH-
nuyeH Thl-oTBeT, a B OCHOBe ajjiepruye-
CcKO#l marojoruu jaexXxut Th2-oTBeT, omoc-
penoBaHHbIN MHTepherikuHamu [L-4, IL-5
n IL-13 [2, 43]. LIUTOKMHOBLIN TIpodWIb
npu IgG4-CX xapakrtepusyeTcss 3Ha4yu-
TeJIbHBIM yBeanyeHueMm skcnpeccun MPHK
IL-4, IL-5, IL-10, IL-13 u TGF- no cpas-
HeHU1o, Hampumep, ¢ 6oabHbIMU TIBL nan
TICX. Kpome toro, unbwisrpar npu IgG4-
aCCOLIMUPOBAHHBIX 3a00JIEBAHUSIX CONEPKUT
0O0JIBIIIOE KOJIMYECTBO KJIETOK, 9KCIIPECCUPY-
forux Foxp3 — TpaHCKpUIMIIMOHHEIN (DaKTOp
u Mapkep Tregs [2]. DT naHHBIE MO3BOISIOT
TPEANOIOXNUTh, YTO B MMMYHOIIATOTEHE3e
1gG4-CX 3nHaunMMoe, eciau He KJIIoUueBoe Me-
cto 3aHuMaeT Th2-omocpenoBaHHBIA OTBET
Ha HEWACHTU(UIIMPOBAHHBIM TPUITCPHBIN
dakTop, ¢ MacCUBHOU Mwurpauueit B oyar
BocnajieHus Tregs, 9TO B HEKOTOPOIA CTETIEH!
OTJIMYAeT AAHHYIO HO30JIOTMYECKYIO TPYIIITY
oT ayToMMMyHHbIX OonesHeit [10]. TGF-B
B CBOIO OY€pelb — MOIIHBINA MpohUuOporeH-
HBbIA LIMTOKWH, KOTOPBI MOXET NPUHUMATh
yyactie B UHbWIbTpauuu TkaHeir IgG4-
MO3UTUBHBIMU TUIA3MATUIECKUMHU KJIETKAMU
W pa3BUTUM TIEpUIYyKTaIbHOTO (hudbpo3a. [To-
ciaenHue nBa (heHOMEHa TPENCTaBISIOT JBE
Haubosiee IIEHHbIE B AUArHOCTUYECKOM OT-
HowmeHuu Haxonku npu [gG4-CX.

Mexay TeM HeOOXOAUMO YIIOMSIHYTb, YTO 00-
Jiee paHHee WCCeNoBaHUE TPOIEMOHCTPU-
poBajio y 6ombHbIX [gG4-CX TOBBIIEHHBIM
ypoBeHb [FN-y, Oonee xapakTepHBIN ISt
ayTOMMMYHHBIX 3a00JIeBaHMII C TIpeoda-
nanuem Thl-orBera [30]. Takum obpasoMm,
Ha CETOIMHSIIIHUN JIeHb He BIOJIHE SICHO, Ka-
KOl TUIT UMMYHHOTO OTBETa IOMMHUPYET TIPU
IgG4-accouuupoBanHoii martosoruu: Thl,
TUITMYHBINA 111 ayTOUMMYHHBIX 3a00J1€BaHUIA,
wii Th2, xapakTepHbI 151 aIepruyecKux

peakimii. BrosHe BO3MOXKHO, YTO 3TU JBa
TUIIA MUMMYHHOTO pearupoBaHMs IIPEICTaB-
JISIIOT CO0OI CMEHsIIoIIKe APYyr apyra ¢assbl,
otpaxast craguio IgG4-accouurpoBaHHOM
00JIe3HU.

B 2009 r. G.J.M. Webster BbicKka3zan mpearno-
JoxeHue, uyto IgG4-CX npeacrapiseT codboit
panHio crtaguio [TCX, 4yTo 0OycaOBIMBaA-
€T pa3HbIil OTBET Ha CTEPOMIHYIO TepaIluio.
CorjlacHO €ero TeopuH, <«KJIaCCUYEeCKUii»
[ICX BciencTBue CKYTHOCTH KIMHUYECKOM
CUMITOMATUKN TMAarHOCTUPYETCS Ha TO3[I-
HUX CTaausX, KOrma B IMaToreHe3e yxe H0-
MUHUpPYIOT (puOporeHeTUYECKME TIpolLieC-
Chl, a IMMYHOBOCIIAJIUTEIbHBI KOMIIOHEHT
MHMHHMMAaJIbHBIM. HarpoTuB, mepBbIM IIarom
K 1uarHoctuke IgG4-accounmpoBaHHOTO
XOJIQaHTUTA B OOJIBIIMHCTBE CIy4aeB CTaHO-
Butcst AWUIT, uMeroiuii BecbMa SIpKylo Kiv-
HUYECKYIO KapTUHY M MOOYXXIaloluii Bpaya
K aKTUBHOMY JMArHOCTUYECKOMY IIOMCKY.
MMeHHO B Takoil CHTyalluM peajbHO IIpe-
pBaTh ILeNb MMMYHOMIATOJOIMIECKUX IIPO-
1eccoB HazHaueHneM KC [40].

3.4. InarHocTuka

3.4.1. KnuHn4yeckast KapTuHa

[MpencraBiaeHus: 0 KIMHUYSCKUX MTPOSIBJICHU -
ax IgG4-CX 6a3upyroTcst Ha ONTUCaHUU Cepuit
HaOJII0IEHMIA, TPEUMYILECTBEHHO MAllIEHTOB
a3MaTcKoii packl [5, 16, 18, 28, 36, 46]. IToka
HEJIB3sT OIPEIEIUTHCS, HACKOJIIBKO 3TO COOT-
HOCHUTCSI ¢ OOJbIIEH pacIpOCTPaHEHHOCTHIO
IgG4-accouunrpoBaHHBIX 3200J1€BaAHUI Y KU -
teneit FOro-BocrouHoit Asuu. He uckimoue-
HO, YTO Takasi reorpaduyeckasi HEOIHOPOI-
HOCTb CBSI3aHa ¢ 0CO00i1 HACTOPOXKEHHOCTbIO
Bpayell B 3TUX peTMOHAaX, 00YCIIOBJICHHO 10~
MUWHMPYIOIIM ITyJIOM HH(GOPMAIINH.

Cpenu 53 manmeHToB KuHuku Meiio (CIIA),
COCTABJIIOIIMX HanboJjiee KPYIMHYIO KOTOpTY
oosbHbIX [gG4-CX, cylliecTBeHHO TMpeoba-
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JIAJTA TIOXKMJIbIE MY>KUMHBI (85%, cpeaHMii BO3-
pact 60 JieT), y KOTOphIX 00JIe3Hb Je0ITUPO-
BaJla MeXxaHu4ecKoi xentyxoii [7]. CouetaHue
¢ B3K — 4K, 6one3nbio Kpona — Habmonaer-
cs1 3HAUMTESIbHO pexe, yeM Tipu [1CX, u onu-
CBIBAaETCsl MIPEUMYIIIECTBEHHO KaK OTIC/IbHbIC
KJIMHUYECKME ciydau. BaxHO 3aMeTUTh, 4TO
y BTUX OOJIbHBIX MOXKeT pa3BuBaThcs IgG4-
ACCOLIMMPOBAHHbBIN KOJUT CO CKOIUICHUSIMU
SKCIPECCUPYIOLINX B COOTBETCTBYIOLIUE MM-
MYHOIJIOOYJIMHBI  TUIAa3MaTUYECKUX — KJIETOK,
O0HapyXMBaeMbIX B KHIIEYHBIX OMOMNTaTaX.
DTOT (peHOMEH MHOTIIA TTPOBOLIUPYET JIOXKHYIO
nuarHoctuky B3K.

B ymomsiHyTOll cepum HaOMOACHUN Hau-
0oJiee YacThIM KJIMHUYECKHUM ITPOSIBJICHUEM
onuta xentyxa (77%). Pexe oTMedalnch mo-
Tepss Maccel Tena (53%), MaJIOMHTEHCUBHAST
WY YMepeHHast abnoMuHabHast 6071k (26%),
crearopest (15%) m BriepBBIC BBISIBJICHHBIN
caxapHblii nuaber. Cpeny cepoIoTUYECKUX
rmokasaTeJieil Jallle BCEero BBISBIISUIUCH TO-
BBIIICHHBIe KoHUeHTparuu IgG4 (74%),
mestouHoit docdarasel (LLID) (84%), ounu-
pyouHa (65%), AnAT (62%), CA19-9 (48%)
n AcAT (32%). 1gG4-TT03UTUBHBIE KIIETKU
B KEJIYHBIX TIPOTOKaX OOHapyxkeHbI B 88%
OouonTaTtoB. bunmapHbie CTPUKTYpBI, Orpa-
HUYEHHBbIE WHTPAITaHKPEaTMUECKOM YacThIO
XoJjiemoxa, HaOmomaanuchk y 51% OONIbHBIX;
MMPOKCUMaJTbHAasI YaCTh BHETICUEHOYHBIX JIM0O
BHYTPUITIEYCHOYHBIX TTPOTOKOB ObLIa BOBJIE-
YeHa B MaTojIormdeckuii mpouecc y 49%. I1o-
paXkeHWe APYIrMX OPraHOB pacIpelessuioch
B MOpsiAKe YOBIBAHUST YaCTOTHI CIICAYIOIIMM
obpazom: K (AUIT) — 92%, nouku (TyOy-
JIOMHTEPCTU LUANbHBINA Hedput) — 26%, 3a-
oprommHHOe TIpocTpaHcTBo (PII®) — 9%,
kuiiedyHuK (B3K) — 6%, ciaoHHBIE Kee3bl
(cuananeHut) — 6%, nuMdaTUYeCKUe Y3/Ibl
(MenuacTeHaJIbHBIM M aKCWIISIPHBINA JTUM-
danenur) — 4%, nerkue (JlerouHbie UH(OWIb-
TpaThl) — 4%. CTepouaHast Teparnusi puBesia

K HOpMaJM3all¥ aKTMBHOCTU TMEYEHOYHBIX
dbepmeHTOB y 61%. PeriunuBbl HaOIIOAATUCH
y 53% nocine ormensl KC; B 44% ciydyaes
OTMEYEH pPELMIUB TI0CIe XUPYPrudecKoro
BMeIATeIbCTBA, KaK IIPaBWIO, Y IalMeH-
TOB C IIPOKCUMAJIbHBIMU BHENEYeHOYHbBIMU
Y BHYTPUIIEYCHOYHBIMU CTPUKTYPAMU.

J. Li u coaBtopbl u3 rocnurtaisg I[yaHuxoy
(Kwurait) Ha OCHOBaHUM COOCTBEHHOTO OITbITa
MPEACTaBUIN CJIEAYIOLIMIA TUTTUYHBIN TOPTPET
6ompHOTO IgG4-CX [19, 20]. D10 50-60-11€T-
HUI MYX4YWHA, TPEIbIBISIONIMN Kaao0bl
Ha aOJOMUHAJIbHYIO 0OJIb U CHUXKEHUE Mac-
cbl Tena. Ilpu ¢usukaibHOM 00C/IeI0BaHUN
obOpalaeT Ha ceds1 BHUMaHME KEJITYITHOCThb
W CyOMKTEpUUYHOCTb CKJIEp, a TakKe YyB-
CTBUTEIBHOCTD MUTacTpaIbHON 00acTH TPU
najbrnaivu. BeisgBieHue npu 1abopaTopHOM
KCCJIe0BAaHNM, TIOMUMO YBEIWYEHUST aKTUB-
HOCTU TMEeYEeHOYHBIX (DepPMEHTOB, TOBbBIILIECH-
HOI1 KOHLIEHTpaLIM1 aMujia3bl B KPOBU U MOYe,
HEpeIKO B COUETAHUU C HapacTaHUEM YPOBHSI
CBIBOPOTOYHOTO KapOOTUAPATHOIO aHTUTe-
Ha CA19-9, 3acraBiseT 3anmogo3putbh XK.
Bce uHctpymenTanbHbie MeToasl — Y3U, KT,
MPT — BBISIBASIIOT OMJIMAPHYIO CTPUKTYPY, Ta-
KM 00pa3oM TMOATBEPXKAast MPEAoJI0KEeHNE.
[TanveHTy BBITIOJNHSIETCS Olepauusl YWIIUa,
OIHAKO TIpU TUCTOJOTMYECKOM MCCIIeA0Ba-
HUU OINEpallMOHHOIO MaTepuajia OITyXoje-
Bbl€ KJIETKWM HE OOHApYyXXUBAIOTCSI, HECMOTPSI
Ha TO, YTO TMAaTOJOTMYEeCKd W3MEHEHHbIE
YYaCTKU XKETYHOTo MPOTOKa MaKpOCKOIMUYe-
CKM BeCbMa HAIOMMHAIOT OMyXoJib. TOJbKO
Ha 2TOM 3Tale BO3HUKAET MPEeAroJoXKeHUe
00 IgG4-CX, mnoareepxkIaemMoe MMMYHO-
TMCTOXMMUYECKHUM METOIOM — BbISIBIEHUEM
ckorieHus: IgG4-TO3UTUBHBIX  KJIETOYHbBIX
MHOWIBTPATOB B CTEHKE MpoToKa. [anee mpu
YIIyOJIeHHOM 00C/IeIOBAaHUU MOXKET OBbITh M-
arHOCTUPOBAHO TOPaXXEHUE IPYTUX OPraHOB
AQHAJIOTMYHOTO Ir'eHe3a, KOTOPOe OCTaBaJIOCh «B
TeHW» KIIMHUYECKOM KapTUHBI XOJaHTUTa.
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3.4.2. CoyeTaHHas naTonorus

1gG4-CX Haubonee 4acTo couyeTaeTcs
¢ AMII [3, 28, 36, 40, 46]. bonee Toro, Ha-
JIMYKE TIOCJEAHEro CYIIECTBEHHO o0OJsieryaet
nuarHoctuky IgG4-CX. CyllecTBEeHHO pexe
HaOJomaeTcss koMouHauust ¢ apyrou IgG4-
ACCOLIMMPOBAHHOW TATOJIOTUEN, HampUMep
JaKpUOaJaeHUTOM/CUaIafIcHUTOM (Yallie 1BYy-
cropoHHuM) uiau PIT®. Bmecte ¢ TeM B psine
ciyuaeB IgG4-CX mpoTekaeT B OTCYTCTBUE
KaKo#-11u00 CONMyTCTBYIOLIEH MaTOMOTUH.

3.4.2.1. CoyeTtaHue ¢ ayTOUMMYHHbIM
renaTtuTom

IgG4-Ab MoxeT B peakux clydasix MposiB-
JIAThCS XPOHMYECKUM aKTUBHBIM I'€lIaTUTOM
[8]. DTM mamMeHThl COOTBETCTBYIOT aMar-
HOCTUYECKUM KPUTEPUSIM ayTOMMMYHHOTO
reraTuTa, OObIYHO 1-ro TUIIA, B CBSI3M C YeM
ux 3abojieBaHue obOo3Hayaercsl Kak IgG4-
aCCOLIMUPOBAHHbBIN ayTOUMMYHHBIN TeMaTUT.
T. Umemura (2011) onucan passutue IgG4-
CX yepes 5 jer nocie nuarHoctuku IgG4-
aCCOLIMUPOBAHHOTO ayTOMMMYHHOIO Temna-
TUTA, YTO TOATBEPXIAeT IMPUHALIECKHOCTh
nociaeaHero K nmyny IgG4-Ab [39].

3.4.3. Ceponoruyeckasi guarHocTuKa

OnuH 13 KII0YeBbIX JUATHOCTUYECKUX KPH-
tepueB IgG4-CX — MOBBIIIIEHNE CHIBOPOTOY-
Hoit KoHueHTpaun 1gG4 >135 Mr/mi, omnpe-
JeJIEHHON HedeIoMEeTPUUYECKUM METOIOM.
[loBbIllIEHHBIIT  CHIBOPOTOYHBIA  YPOBEHb
IgG4 He aBusieTcs CTPOro creuprIecKuM
nokasateneMm IgG4-CX 1 MoxXeT HaOTIOOATh-
Csl IpU TakKuxX 3a00JIeBaHUSIX KaK aTOIMYe-
CKUIi JepPMATHUT, My3bIpUaTKa, OpOHXUAIbHAS
actma u np. [10, 23]. Kpome Toro, KOHIIEH-
tpauus 1gG4 yacTo moBkIIIAeTCS MIPU 3/10Ka-
YECTBEHHBIX HOBOOOPA30BAHMSIX XOJAHTHO-
[MaHKPeaToayoAeHaIbHOM 30HbI — pake I12K,
XUK v ta. B TpymHbIX IMarHOCTUYECKUX

clyyasix, oco0eHHO mnpu auddepeHInaTb-
Hom auarHose [1ICX u [gG4-CX, K. Boonstra
(2013 1.) pekoMeHIyeT ONpeAeasiTh COOTHO-
menue IgG4/IgG1, koTopoe npu nmociaenHeM
cocrasiser 0,24 u 6ouee [6].

B otnnuue or IICX, y 6oabHbix IgG4-CX
p-ANCA, kak mpaBujio, He OOHapyKMBa-
[0TCsl. AHTUHYKJIeapHble aHTUTeJIa B Juar-
HOCTUYECKOM THUTPE, 03MHOMWINS U TO-
BBILIEHHBI ypOBeHb ChiBOpoTOoyHOTrOo IgE
BoIsIBIISIIOTCST Y 20—40% TaniieHToB.

3.4.3.1. Kapb6orugpatHbivi aHTureH CA19-9

ChIBOPOTOUYHBIN yPOBEHb KapOOTMAPAaTHOTO
antureHa CA19-9 y 6ompabIx [gG4-CX vacto
noBbilIeH. MMeeTcst coobiiieHne 00 yBeauue-
Huu KoHueHTpauuu CA19-9 B Xeruu CBbILIE
50 000 ME/Mn ipu pedepeHCHBIX 3HAaUCHUSIX
0-39 ME/xn [20]. JIuTepaTypHble UCTOUHUKK
yKa3bIBaloT, 4To y 48 % nauueHTos ¢ IgG4-CX
YPOBEHb JAHHOTO OHKOoMapkepa >37 ME/mi,
y 18% — >100 ME/m1.

CA19-9 raxke nossiiieH npu XK, B cpen-
HeMm >290 ME/mi. Yposens 129 ME/min s
XUK o6yamgaer 4yBCTBUTEIBLHOCTHIO 78,6%
u cuneunuduyHocThio 98,5%, mpu 3TOM MO-
3UTUBHOE IIpeACKa3aTeJIbHOe 3HAYeHUE CO-
craBisieT 56,6%. IlpoBeneHue nuddepeHL -
anpHOro auarHo3a Mexnay IgG4-CX u XK
Ha OCHOBAHUU OIpeAeeHUs] KOHIEHTpalluK
CA19-9 3aTpyaIHHUTEILHO U TPeOYeT paccMO-
TPEHHUsI B COBOKYITHOCTU C KJIMHUYECKUMHU,
JIa0OpaTOPHBIMU W MHCTPYMEHTAJIbHBIMU
rokasaressmu [19].

B xnununueckoit mpaktuke CA19-9 npenmy-
LIECTBEHHO MPUMEHSIETCS Ul TUarHOCTUKU
paka IT2K, mpu KOTOpOM ero noBbIllIEeHUE Ha-
omonaercs B 80% cirydaeB. DKCepThl AMepH-
KaHCKOTO OOIIECTBA KIMHUYECKOW OHKOJIO-
TMY OTMEYAIOT KOPPEISILNIO ChIBOPOTOUHOM
koHueHTtpauuu CA19-9 ¢ paaMmepoM HOBOOO-
paszoBaHusl. [1py 3TOM yIMTHIBAETCSI BO3MOX-
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HOCTb IOJIyYEHMSI JIOXXKHOOTPULIATEIbHbIX
pe3yJIbTaToOB olpeaeieHus: npu JIplonuc-He-
raTUBHOM (DEHOTHUIIE OIYyXOJIM W JIOXKHOTIO-
JIOXKUTEJIbHBIX IIPU OOCTPYKTUBHOM KEITyXe
Jno6oro reHesa. [locne pagukanbHOI pe3ek-
uu onyxonu yposeHb CA19-9 Hopmanuzy-
ercs uepes 2—4 He.

ITomumo paka IT2K, CA19-9 mnoBsliaercs

MpY pake IPYIMX OpPraHOB ITHIIEBAPUTEIThb-
HOIt cucteMbl: xenyaka (50—70%), Toncroii
KULIKK (45%), XeI4HOro My3bIps U IIPO-

Pucynok 3.1. IgG4-ckaepozupyrowuii xonaneum.
MCKT (A) u DYC (b). llemoncmpupyemcs ymoauje-
HUe CIMeHKU X01e00Xa U HCeNUH020 NY3bipsi

(u3 T.Nakazawa u coasm., 2011 e. [25])

ToKOB (40%), nuilieBoAa, MEYECHU, a TakkKe
MeTacTazaXx B Ie4eHb. JIOMOJHUTEIbHBIMK
OHKOMapKepaMu B OTHUX CJIydasiX CIyxXKaT
KapunmHo3MOpuoHanbHBIN aHTUTeH (CEA)
u KapooruapaTHbiii aHTureH CA72-4.

Kpome TOro, moBbIILIEHHAsI ChIBOPOTOYHASI
koHueHTpauus CA19-9 MoxeT HaOIIOIATHCS
IIpU MAHKpPEaTUTe, XPOHUYECKOM TeraTuTe,
LIMPpO3€ TEYEHM, XOJIELMCTUTE, XKEIYHO-
KaMeHHOI OO0JIE3HN, BOCIAJIUTEIBHBIX 3a-
OoJIeBaHMSIX TUILEBAPUTEIBHOIO TpakTa,
MYKOBUCLIMIO3€, PEBMATOMAHBLIX OOJIE3HSX,
caxapHOM auabeTe, BACKYJUTaX U Jaxe Ipu
PEryJISIpPHOM YIIOTPeOIEHUHM KPEIIKOTO Yasl.

ITokazarenpHo, yTo ypoBeHb CA19-9 Mo-
XKET OBITh HOPMAJbHBIM WM HE3HAYUTEIh-
HO TIOBBIIIEHHBIM B CHIBOPOTKE U MPU 3TOM
KpaitHe BbICOKMM B keauu [33]. PaccmaTtpu-
BalOTCSI TPU OCHOBHBIC, MHOT/IA B3aUMOIO-
TTOJTHSIOIINE APYT Apyra IPUIUHBI, O0BSICHSI-
OIIMe JaHHOE OOCTOSITETbCTBO:

1. IToBbILLIEHHOE BHYTPUIIPOTOKOBOE JaB-
JIeHUe, MEXaHW4YeCKM BO3IEUCTBYyIOIIEe Ha

A b

Pucynox  3.2.  IgG4-ckaeposupyrowuii  xoraneum
(u3 T. Nakazawa u coasm., 2011 a. [25])

A — CmeHo3 6HYmMpUne4eHouH020 HCeAUHO20 Npo-
moka (ykazaw cmpeakamiu) u OUCMAanbHOU 4acmu
Xonedoxa.

b — Ilocae kypca mepanuu KC — ucuesnosenue
GHYMPUNEUEHOUHO20 CIMEH03d.

3.4. dnarHoctuka

83

XOJIAHTMOLIMTHI U CTUMYJIMPYIOLIEe POaAYK-
nuio umu CA19-9.

2. XpOHHYeCKOoe BOCITaJIecHNEe, WHIYIUPYIO-
1ee mpoaudepanro XoJaHTMOLUMTOB ¢ aHa-
JIOTMIHBIMH TTOCIICACTBUSIMH.

3. BunmnapHas o0CTpyKIIMs, CITOCOOCTBYIOIIAS
akkymyssiiuu CA19-9 B mpocBeTe KeTUHbBIX
MPOTOKOB.

3.4.4. JlyueBas pguarHocTUKa

IIpu TtpaHcabmomuHaibHoM Y3U, MCKT,
MPT, BYC 1 BHyTpUIIPOTOKOBOI1 9HIOCOHO-
rpaguu B repByIo ouepeab oopalaet Ha ceds

Tvn 1 Twn 2

Tvn 3 Tvn 4

Pucynox  3.3. Xonawneuoepagpuueckas xaaccugu-
Kayus  IgG4-ckneposupyroweco  xonaneuma  (u3
T.Nakazawa u coaem., 2013 2. [26])

Tun 1 — uzonuposanHbslii cmeHo3 OUCMAAbHOU YACMU
Xonedoxa

Tun 2 — cmeno3 GHYMPUNEUYEHOUHbIX U 6HEeNne4eHo4 -
HbILX JHCEeNHUHbIX NPOMOKO08

Tun 3 — cmeno3 ougypkayuu u UcmarvbHol 4acmu
Xxonedoxa

Tun 4 — uzonuposannuiii cmenos obaacmu ougypkayuu

BHUMaHME LHUPKYJISIPHOE CHUMMETPUIHOE
YTOJIIIIEHNE CTEHKU JKEITYHBIX IIPOTOKOB.
CrenyeT OTMETUTh, UTO IMEPBbIe TPU METOoIa
AT JIMIIb OPUEHTHUPOBOUYHYIO WH(OpMa-
LIMI0 U He 00J1alaloT JOCTaTOYHOM AMarHo-
CTUYECKOM TOYHOCTBbIO 11 muddepeHIn-
pOBaHMUS C IPYroi MaToJoTheil OUIMapHoro
TpakTa. B uccnenosanuu Itoh et al. (2009 r.)
n3 15 6ompHBIX [gG4-CX ipu MCKT BoBIIC-
YeHUe B MaTOJOTUYECKUI MpOolecc 00JacTr
oudypkauuy HabmogaI0ch y 14, yrojiieHne
MPOTOKOBOM CTeHKHU A0 4,9 MM IIpU COXpaHe-
HUU TJaaKoro KoHtypa — y 10, Cy>KeHHBIH,
HO BU3YaJIM3UPYEMBIil IIPOCBET — Y 6, TUIIEp-
aTTeHyalyss B TO3JHIOK apTepUabHYIO
dazy — y 9, ToMoreHHasI TUIIepaTTeHYyaIlUs
B OTCpOUYeHHYI0 a3y — y 11, oTcyTcTBHE CO-
CYINCTOI MHBa3uu — y 14 mauueHToB [15].

VYTonmeHne wuMeeT TJagKue BHYTPEHHUE
M BHEIIHWE KOHTYpbl W XapaKTepusyeT-
Csl yJIBTPa3BYKOBOl TOMOI€HHOCTBIO. DTHU
crienduUecKkre TPU3HAKUA  BBISBISTIOTCS
HE TOJbKO B CTEHO3MPOBAHHBIX yJyacTKax (a
TaKKe MHOTIA B KEJTYHOM ITy3BIpe), HO U B
XOJaHTHOTpapuIecKn HEeU3MEHEHHBIX 00-
JacTsix omnmapHoro Tpakrta (puc. 3.1). B mc-
cinenoBaHuu Koyama (2008 1) usmMeHeHUs
CTEHKU MTPOTOKOB M KEJTYHOTO My3bIPsI ObLIN
orMeueHbl y 14 (37,8%) w3 37 manueHTOB
¢ AWUII, npu 3ToM Tepanus MpeaHu30JI0HOM
00ycITOBMJIa OBICTPOE pa3pelIeHUe I1aToI0-
rudyeckoil kaptunsl [17]. Nakazava u coaBT.
(2011 1) mpu TTOMOIIM BHYTPHUIIPOTOKOBOI
sHaocoHorpaduu y 60abHbIX [gG4-CX BbIs-
BWIM LUPKYJISIPHOE CUMMETPUYHOE YTOJIIIE-
HUE CTCeHKU C TJIAIKAM BHYTPEHHUM Kpaem
W TOMOTEHHBIM 3XOCHUTHAJIOM B CTEHO3MPO-
BaHHBIX 00JIACTSIX TPOTOKOB [25].

TunuyHOl 3HIOCOHOTpadUUeCcKO Ha-
xonkoit mpu IgG4-CX cuuTaroT TOJNIIUHY
cTeHku Oojsee 0,8 MM Ha ydacTKax, BbI-
DISIISIIMX HEM3MEHEHHBIMU Ha XOJIaHTU-



84

IgG4-accoummpoBaHHbIA XonaHruT

orpamMme: YyBCTBUTENbHOCTb TNpu audde-
peHuuanbHOM nuarHose ¢ XK cocrapasier
93,8%, cieuuduyHoctb — 90,9%, TOYHOCTH
—92,6% [24, 26]. ToniuuHa CTEHKU XKeJT4-
HBIX [IPOTOKOB B OOJILIIMHCTBE CJy4yaeB Ha-
pacTaeT OT MHTpalaHKpeaTH4YeCKON 4acTu
X0JIe0Xa K ero BBIIIEIeKAIINM OTIACIaM.

Haubosiee TOYHO OLIEHUTb U3MEHEHUS
JKEJTYHBIX MPOTOKOB BO3MOXHO C TTOMOIIIBIO
npsMoit xonanruorpaduu — DPXIIT unm
YPECKOXHOW YPECIEYCHOYHOU XOJIAHTUO-
rpadoum (YYXT). Llennyio amarHoctuye-
cKylo uMHGpopmaumio gaet takxke MPXIIT,

Pucynox  3.4. 1gG4-ckaeposupyrowuii  xoraneum
(makponpenapam). [up@ysroe yupkyisaproe ymoa-
WeHUe CMEHOK JCeNYHbIX NPOMOKO8 N0 MURY <KYpU-
menvHoil mpyoku» (uz Y. Zen u coagm., 2012 e. [44])

KOTOpasi, OJHaKO, WMEET OIpe/eeHHbIe
OTpaHMYCHUSI U HE 3aMeHSsIeT BbILIEyKa3aH-
Heie Metonnl. [Ipn IgG4-CX, no kpaitHeit
Mepe, accouuupoBaHHoM ¢ AMII, yacto
BBISIBJISIETCS CYXKEHUE JUCTaJIbHON 4YacTu
ob11ero xegquyHoro npotoka (puc. 3.2). Ta-
Kasi KapTUHa MOXeT ObITh 00YCJIOBJIEHA KakK

Pucynox 3.5. Bocnarumenvhas nceedoonyxons ne-
uenu y 6oavHoeo IgG4-cxkaepozupyrowum xonrameu-
mom (maxponpenapam). Ilpomoxku 6 obaacmu 6o-
pOm neueHu OKpyiceHvl 0enoll 20MO2eHHOU Maccoll
(u3 Y. Zen u coagm., 2012 2. [44])

Tabauua 3. 1. Cpasnumenvras xapakmepucmuka 3 munog 6uoncuu 6 duaenocmuke 1gG4-CX

YyscrButenbHocTh [gG4-

1gG4-1103UTUBHBIX
IJTa3MOIIUTOB

o 50% 50% 20%
KJIETOYHOM MHWIBTpAIun
Cneuuduynocts IgG4-
L by g 90% 90% 95%
KJIETOYHOM MHWIBTpAIUU
ITpenmymecTBa Texuwuecku noctynmHa | Bo MHOTHMX cydasix [To3BossieT mpoBecTn
CYIIECTBEHHO roMoraeT | nuddepeHIanbHyo
B IMATHOCTUKE JMIMATHOCTUKY C IPYTUMU
00JIe3HSIMU TIEUEHU
Henocrarku JuarHoctuyeckas Tpynna aJist BbITIONHE - TpeOyeTcst BHICOKO-
3HAYUMOCTb OTPaHU- HUS KBaTM(ULMPOBAHHBIN
YHBAETCs MOACUETOM mopdoJior
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COOCTBEHHO YTOJIILIEHUEM CTEHKHM IIPOTOKa,
TaK M BocHajauTeabHbIM oTekom [12K [25,
26, 29, 31].

K xapakrtepHeiM ocobeHHOcTsIM IgG4-CX
OTHOCHUTCSI ITOCTCTEHOTMYECKOE pacllupe-
HHME TpoTOKa. B TO ke BpemMsi TUIIMYHBIC

Puc. 3.6. 1gG4-ckaeposupyrowuii xoraneum. Jugh-
y3Hble PUOPOBOCHANUMENbHbIE USMEHECHUS. JCeNY-
Ho20 npomoka. [lerocmuocmo snumenus He Hapyuie-
Ha. Okpacka eemamoKcuiuHom u 303uHom, y8. x 100
(u3 Y. Zen u coaem., 2012 e. [44])

Pucynok 3.8. 1gG4-cxkneposupyrowuii xoraneum. Cmo-
puogopmublil udpo3 6 cmeHkKe HceaUH020 NPOMO-
ka. Okpacka eemamokcuauHom u 303unom, y8.x 100
(u3 Y.<Zen u coasm., 2012 e. [44])

xonaHruorpaguueckue npossiaeHus [1CX,
TaKMe KakK JICHTOYHBIC CTPUKTYPHI, CUMIITO-
MBI «OyC» WU «4€TOK», «00pE3aHHOTO Aepe-
Ba», JIMBEPTUKYJIOTOJOOHbBIC BBIMSTYMBAHUS,
He Habmonatotcs npu IgG4-CX (cMm. «dud-
(bepeHIIMATBHBI TUATHO3»).

e i

Pucynok 3.7. 1gG4-ckaeposzupyrowuii xonaneum. Boc-
NANUMenbHblil UHGUALIMPAm, COCMOSUULL npeumyue-
CMBEHHO U3 AUMPOYUMOE U NAASMAMUMECKUX KACMOK
¢ npumecsio 303uHopun08. OKpacKka 2eMamoKCUNUHOM
u 203unom, y8. x 200 (u3 Y. Zen u coasm., 2012 e. [44])

: g = : 5 1 .

REEA AGIRRL A L
Pucynox  3.9. 1gG4-ckaeposupyrowuii  xonraneum.
DubposocnanrumensHwlii NPoueCc 8 CMeHKe HCeAUHO-
20 NPOMOKA C 806ACUEHUEM NEPUOUAUAPHDIX Jcenes.
Okpacka eemamoKkcuauHom u 303unom, y8. x 100
(u3 Y.<Zen u coasm., 2012 e. [44])
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Xonanruorpapuueckue rmnpusHaku IgG4-
CX mpencTtaBieHBl 4 TUIIAMH B 3aBUCHMO-
CTH OT JIOKAJIU3aUM CTPUKTYPHI (puc. 3.3.).
Tun 1 xapakTepusyeTcsi CTEHO30M TOJbKO
MUCTaJIbHOM 4yacTu xoJsienoxa. Ero Heo0xo-
Mo TuddepeHIMPOBaTh ¢ XPOHNIECKUM
nankpeatutoMm, pakom II2K u XOK. lng
TOYHOI IMAarHOCTUKU, KaK MpaBUIo, TpeOy-
JOTCSI BBICOKOTEXHOJOTUYHBIC METOMIbI HC-
clleloBaHMsI, TaKMe KaK BHYTPUIIPOTOKOBAS
yJabTpacoHorpaduss ¥ 3IHIOCKOTIMYECcKast
acmipanus ¢ OMOIICHell OMIMapHOIO SIIH-
TeJus.

Tun 2 1gG4-CX ornauuaercst audy3HbIM
pacrpocTpaHeHWEM CTeHO3a Ha BHYTpPH-
W BHETICYCHOYHBIC XETYHBIC MPOTOKU, YTO
TpedyeT TipoBeneHus auddepeHInaIbHOI
nuardHoctuku ¢ INTCX. OH nmonpasnensercs
Ha MOATUII 2a, C Cy>KEHUEM IPOCBEeTa BHY-
TPUIMEYEHOUYHBIX MPOTOKOB M MPECTEHOTU-
YeCKOM AujaTalleid, W MOATUM 2b, ¢ OTCyT-
CTBUEM IIOCIIETHE W YMEHBIIICHUEM 4YHCiia
OOKOBBIX IIPOTOKOB; ITOCJICHHEE SIBISICTCS
cJIeICTBUEM TYCTOM TNMQOILIa3MOLIUTAPHOMI
UHGWIBTpAUMU CTEHOK TepudepudecKux
MPOTOKOB.

Pucynox 3.10. IgG4-ckaeposupyrouuii  xonaneum.
Obaumepupyrowuii chrebum (ommeuen cmpeaxamu,).
Okpacka no eéan Tuzony, ys. x 100 (u3 Y.<Zen u co-
asm., 2012 e. [44])

Juns Tura 3 xapakTepHbl CTEHO3bl Kak 00J1a-
ctu 6udypKauuu, Tak U AUCTaIbHOU YacTu
xojienoxa. Hakoneu, npu tume 4 IgG4-CX
CTPUKTYypa JIOKAJTU3YETCsl TOJIBKO B 00JIacCTH
oudypkannu. XomaHruorpaduueckass Kap-
TUHA 3-TO U 4-TO TUIIOB TPeOYeT MPOBEACHUS
nnddepeHmanbHoro auartosa ¢ XK [26].

JlomoTHUTEIbHBIE METOJBI  MCCIIeTOBAaHUS
JIOJKHBI BKIToYaTh DYC, BHYTPUIIPOTOKO-
BYIO 3HJOCOHOTpA(dUIO M IIUTOJOTUYECKOE

Tabauua 3.2. Tucmonoeuveckue npusznaxu IgG4-
CKAPO3UpyIoue2o Xonaneuma

JIumbornasMonuTapHast MHGOWIBTPALIAS
1 Hpubpo3 NepurnopTaibHbIX 00IaCTEN

CropudopMHBIi (JIyduCThIiH) (hUOPo3

TpancmypainbHblil pudpo3

O6mtepupyromuii haeout

Wudunsrpanus IgG4-no3UTUBHBIMY MJTa3MaTH-
YECKMMU KIIETKaMU CTeHKH XeJTIHBIX TPOTOKOB

WHTaKTHBII OMIMAPHBINA SITUTETNNA

Hmmynoeucmoxumuueckas okpacka Ha IgG4+,
y6.x200 (uz Y.<Zen u coasm., 2012 2. [44])
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WA THCTOJIOTMYeCKOe UCCIeI0BAaHUE CTCH-
KM KeJIYHBIX TTpoTOKOB. HeoOxomumo mpu-
HUMaTh BO BHHUMaHHE, YTO B HEKOTOPBIX
cayuasix IgG4-CX  xonaHruorpaduueckue
HaXOJKU OTJIMYAIOTCS OT BCEX PAaCCMOTPEH-
HbBIX TUIIOB.

3.4.5. F'ncTonornyeckas guarHoCcTuKa

Tucronornueckuii MaTepuan CTeHKU XKETIHbBIX
MPOTOKOB MOXET OBbITh MOJy4YeH JIUOO Ore-
PaTUBHBIM ITyTeM, JTMOO OHUM M3 TPEX CIO-
CO0OB OMOIICUM, KaXKIbI U3 KOTOPbIX UMEET
CBOM TIPEUMYIIECTBA M HeAOCTaTKU (Tabm. 3.1).

1gG4-CX 00BIYHO TTOpaXKaeT KPYIMHbIE MPO-
TOKM — TIPEUMYILIECTBEHHO BHEIICUEHOYHBIE,
BKJIIOYast 00JlacTh OMdypKalnm; TakxKe MO-
KT HaOJIIoIaThCsl BOBJICUEHUE >KETYHOIO
ny3bips [44]. TlopaxeHHbIe TTPOTOKU AU~
¢Gy3HO YTOJILIAIOTCA IO TUIY <«KYpPUTEIb-
HoO#l TpyOku» (puc. 3.4). XapakTepHO, UTO
BOCITaIUTENIbHbIE W (PUOpOTUYECKUE W3-
meHeHuss npu IgG4-CX HaOmopaloTcsa
MPEUMYIIECTBEHHO B IOACIM3UCTOM CJioe
CTEHKU KETYHBIX IPOTOKOB, TOrNa KaK 3IH-
TeIUAIBHBIA CJIOM OOBIYHO OCTAaeTCsI MH-
TakTHBIM. [TOBEepXHOCTb CIM3UCTON I1aaKasi,
MOpoi MMeeT BOJHMUCTHIN Bua. OTMeuaeTcs
MaKpPOCKOMUYECKHN 3aMETHOE MePUAYKTaTb-
HOe BocHajJeHHe B 00JacTU BOPOT IEYEHU
(puc. 3.5). OgHako B cayyasx MpUCOeIUHE-
HUSI BTOPUYHOTO XOJIAHTMTa MHOTAA MOXHO
OOHApPYXUTh MPU3HAKKU ACCTPYKLIUU OWUJIM-
apHOTO SIUTENUST U/WIM HEUTpOodUIbHOMI
vuHuapTpauuu. [lpy HaaMuuMM BbIpaKeH-
HOM MH(UIBTpALIUM, OCOOEHHO BHYTPUIITU-
TenuajbHOM, Tpedyercs uckmoyeHue IMCX.
C nenbto nuarHoctuku XK Hamnbonee va-
CTO TIPUMEHSIETCS] IIUTOJOTMYECKOe MCCe-
nosaHue [34, 45].

Tucronornueckue npuzHaku IgG4-CX cxon-
HBI C TAKOBBIMU B Ipyrux opraHax rnpu IgG4-
accouMupoBaHHOW ©OojiedHu (taba. 3.2).

TunuyHO  TpaHCMypaJibHOE  BOCIaJIeHUE
C MacCUBHOHW JUM@OIIa3MOLUTAPHON WH-
¢dunprpanyeil, WHOIIa acCOUMWPOBAHHON
C YMEPEHHO BbIpa’k€HHOI TKaHEBOM 203UHO-
bunueir (puc. 3.6 u 3.7). BocnanurenbHbie
MHOUIBTPATHI MEPEeMEXAIOTCS C TAaTOTHOMO-
HUYHBIM JUISI 9TOW HO30JI0TUYECKOU (POpMBI
cTOpuOo(OPMHBIM  (PUOPO30M, HAITOMHUHAIO-
LM JIyYY WU CIIUIIBI KOJIECa C BEPETEHOBUI -
HBIMUA KJIETKaMM, PACXOMSIIMMUCS OT ILIEHTpa
(puc. 3.8). bunuapHblii anUTENNIT OCTaeTCS UH-
TaKTHBIM, HO BOCTTAJIUTEIHHO-(DUOPOTHYECKIIE
W3MEHEHUST  3aTparvBaloT  MepUOMIMapHbIe
Kesesbl (puc. 3.9). Takke HabMOAAIOTCS 00N~
TepupyoIIMii (GeOUT 1 MepUHEBPATILHOE BOC-
najieHue, 3aMETHbIe B HApy>KHOM CJIO€ CTEHKH
npotoka (puc. 3.10). B BocnanutenbHbIif TIpo-
11ecC BOBJIEKAIOTCSl TOPTabHbIE TPAKThI, MPHU
3TOM pacrnpocTpaHeHUe MH(PWIBTpaTa Ha TIPU-
JISXKAIIYI0 TapeHXUMY TIeYeHM MUHHUMAaJIbHO
[24, 25, 34, 44].

I[Ipy MMMYHOTUCTOXMMUYECKOM MCCIeI0Ba-
HuM aHTUTena K IgG4 dukcupyrorest Ha MHO-
TUX TUTa3MaTUYECKUX KIIeTKax, Aud@y3Ho pac-
npeaesieHHbIX B 30He BocnajeHus (puc. 3.11).
Huarno3 1gG4-CX TtpebOyer oOHapyxkeHUsT He
meHee 100 IgG4-mo3UTUBHBIX IJIa3MaTHYe-
ckux kinetok B I13BY B cimydae mccnemosa-
HUSI ONEepalliOHHOTO MaTepuaja M He MEHee
10 — npu uzyyeHuu ouontara. COOTHOLIEHE
1gG4/1gG-n03UTUBHBIX KJIETOK, paBHOEe 40%,
JocTtatouyHo 1ist auddeperHimponanus 1gG4-
CX ot apyrux hopM XpOHUIECKOTO XOJIAHTUTA,
MpU KOTOPBIX BO3MOXKHO OOHapy>KeHHEe HEKO-
Toporo koymuectBa IgG4-MO3UTUBHBIX TUIA3-
MOLMTOB. JIyKTOMEeHWSI M TepUOyKTaIbHBIN
¢ubpo3 B TMnMuHbIX chaydasx IgG4-CX He
BBISBIIIOTCS; HAIMINE STUX TUCTOIOTIESCKIX
npu3HakoB xapaktepHo mis [1CX [44, 45].

DHpocKonuIecKast TpaHCIaIUIIpHAsk OMOTI-
CHsl, BBITIOJTHSIEMasi C TMarHOCTUYECKOM 1IEJTbIO
npu nnogo3peHuu Ha X1 K, Bo MHOTMX cityyasix
He MO3BOJISIET MOJYYUTh JOCTATOUYHBI 00beM
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TKaHU JUISI BBISIBICHUSI TaKMX XapaKTepPHBIX
rucroyiornyecknx TpusHakoB IgG4-CX, kak
cTopuOpMHBII (GUOPO3 U OOIUTEPUPYIOLITNIA
(pnedut. buorncusi meyeHU MoOXeT ObITb MH-
dopMaTBHa B cllyyae M30JIMPOBAHHOTO WJIN
MPEVMYILECTBEHHOIO TMOPaKEHUsI BHYTPUIIEe-
YEHOYHBIX KETYHBIX IPOTOKOB [44]).

3.4.6. [lnarHocTU4Yeckne Kpurepum

CyiiecTByeT 2 Tpynibl JAMAarHOCTUYECKUX
kputepueB IgG4-CX — HISORt (2006 r)
[12] m MexnyHnaponHsie kputrepuun 2012 r.,
npeacTaBieHHBIE paboueii Tpyrmoit Komure-
Ta 1Mo ucciegoBanmnio IgG4-Ab 1 Komurera
10 MCCIIEIOBAHUIO TPYIHOIMATHOCTUPYEMBIX
3a00JIeBaHUI MEYEHU U OUIMapHOro TpakTa
[29]. [TogpoOHO 3TU KpUTepuu IMpeacTaBie-
HBI B pa3aene 1.3.2.3. U te, u npyrue 6a3upy-
FOTCST Ha KOMIUIEKCe KIMHWYECKUX, JIabopa-
TOPHBIX U MOP(OJIOTNIECKUX TaHHBIX. [1pu
3TOM TIOJIy4YeHHE TOCTATOYHOTO KOJMYEeCTBA
OuOICUITHOTO MaTepuaia JJisi JOCTOBEpHOM
guarHoctuku IgG4-CX mpencraBiseT co-
0011 HermpocTyIo 3amady. B c¢Bs3u ¢ JaHHBIM
00CTOSITEIBCTBOM, TIPM HWCKITIOYCHUU OITy-
XOJIEBOM TPHPOIALI M3MEHEHHI, BO3MOXKHA
JNMAaTHOCTHUKA €X juvantibus, TO ecTh OlLIEHKa
OTBETa Ha CTEPOUIIHYIO TEPATIHIO.

3.4.7. OudbchepeHumanbHbIA AUarHo3

Huddpepenunponath IgG4-CX Heobxonumo
C HEOITyXOJIeBbIMU 3a00J€BaHUSIMU U 3JI0Ka-
YecTBeHHbIMU onyxousisiMu. K mepBoit rpymre
otHocsaTcst [ICX, uiemMmyeckoe MOBpEXIE-
HHE, JeKapCTBEHHOE ITOpaXKeHUe BCICACTBUE
VHTpaapTepuaibHO xumuorepanuu, BUY-
XOJIAHTUOMATHUS, XOJEIOXOJIUTUA3, BPOXKIACH-
HbIe AaHOMAJIMU, MOCJEACTBUS OINEpPaTUBHbBIX
BMEIIaTEeJIbCTB Ha JKEMYHBIX MPOTOKax, a
TakxKe 0coOble peakue (PopMbl XOJaHTUTA —
(hOMMKYIISIPHBIN XOTAaHTUT U XOJIAHTHUT C Tpa-
HYJIOLMTAPHBIM TIOBPEXKICHNEM SITATEIIHS.
Bropas Bkimouaet XIK 1 mpoToKoBy10 UHBa-
3uto paka [T2K wiu XeaTuHoro my3bIps.

3.4.7.1. MNepBUYHBIA CKNEPO3UPYIOLLMIA
XOnaHruT

[lepBUUHBIA  CKJICPO3UPYIONINIA  XOJAHTUT
(ITCX) — xpoHUMYecKoe XojecTaTuyecKoe 3a-
OoJeBaHMe, XapakTepuayotieecs Tuddy3HbIM
BOCIaJieHueM U (bUOPO30M BHYTPUIIEUEHOYU-
HBIX M BHEMCUCHOYHBIX KETUYHBIX MPOTOKOB
U Belylllee B KOHEYHOM WTOTe K Pa3BUTUIO
BTOPMYHOTrO OMIMapHoro uuppo3sa [1].

PacrnipoctpanenHnocts I1CX cocraBnser 8,5—
13,6 caygaeB Ha 100 000 HaceneHusi, 3a60-
neBaemocTtb — 0,9—1,3 na 100 000. CpegHuit
BO3pacT HaA MOMEHT TUATrHOCTUKM COCTaBJISICT
36—52 roga. ¥ 60—80% mauumentoB [1CX co-
yetaetcs ¢ B3K, B mepByto odyepenb ¢ sI3BeH-
HBIM KOJIUTOM.

Otuonoruss IICX HeumsBectHa. MMeroTcsa
olnucaHusl cJiyyaeB ceMeliHOU 3aboJieBae-
MOCTH;, Y POICTBEHHUKOB IICPBOM JMHUU
BEPOSITHOCTh pa3BuTus Oosie3Hu B 100 pas
MIPEBBIIIACT TAKOBYIO B OOIICH TOMYIISIINN.
B 0GonbllioM KOAMYECTBE MCCIEI0BAHUI BbI-
sIBJIeHa accolranus ¢ rarutoturmamu HLA Al,
B8, DR3, DR2, DR6, DRw52a, 4to 1103B0-
JIWJIO BBIABMHYTH TUMOTE3Y JTOMUHUPYIOILIEH
pOJIM ayTOMMMYHHBIX pEaKIWii B ITaTOreHe-
3e [ICX. B posn kaHaAMIATOB HA aHTUTEHBI-
muineHn p-ANCA, CeKpeTUPYIOIINXCS KakK
Mpu s1I3BeHHOM KoJiuTe, Tak u ripu [1CX, pac-
cMmaTtpuBalorcs KatericuH G, antureH BPI
(bactericidal/permeability increasing protein),
SHIOTOKCUH-CBSI3bIBAIOIINN  OCJIOK  TMOJIH-
MOP(MHOSIEPHBIX JICHKOIUTOB U B-TyOyJuH
5-r0 u30TUMA, MEPEKPECTHO pearupyroimuni
¢ oenkom FtsZ, skcrpeccUpyromumcs: Mo4d-
T BCEMM KHUIIECYHBIMUA OaKTECPUSIMU. DTOT
(beHOMEH, BEpOSITHO, OTpakaeT aHOMAaJIbHBII
AMMYHHBIII OTBET Ha KHWIIEYHYI0 MUKPO-
¢raopy y npeapacroioXeHHbIX Jull. TpaHc-
JIOKaInsl OaKTepuii M 3SHIOTOKCHMHOB 4Yepe3
KUIIIEYHYIO CTEHKY MOXKET WIpaTh OIpeie-
JIeHHYI0 ponb B matoreHede IICX, B yacrt-
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HOCTHU TIOCPEICTBOM DPEKPYTUPOBaHUS pe-
TYJISTOPHBIX T-KJIeTOK ToA BO3IEHCTBUEM
xemokuHoB CCL 25 u/unu CCL 28.

TICX moxeT mopaxkaTb MpeacTaBUTeeit Jto-
0ol pacbl W BO3PACTHOU TPYIIbI, OAHAKO
Haubosiee yacto (mo 70% ciyuyaeB) pa3Bu-
BaeTCsl Y MOJIOABIX MY>XYMH. OMUcaHbl ClIy-
yau [ICX y nmereit 1 MoapoCTKOB, HEPEAKO
B (hopMe MEepeKpPeCcTHOro CUHAPOMA C ayTo-
WUMMYHHBIM TeratutoM. [lepBbIM I1arom
K JMarHody 4acTo CTaHOBUTCSI BbISIBIEHUE
nmoBbIieHHOTO ypoBHS LD 1pu pyTuHHOM
OMOXMMUYECKOM HCCIEI0BaHUU; B JAPYIUX
clydasiX IMarHo3 yCTaHaBIMUBAETCS TOJbKO
NP Pa3BUTUU TIPU3HAKOB JIEKOMITCHCAIIUM
uupposa. Yaiie Bcero rnoao3peHve Ha pas-
Butre [1CX Bo3HUMKaeT mpu OOHApYyXKEHUU
M3MEHEHHBIX OMOXMMMYECKUX IOoKazaTeneit
y 6osbHOro AK.

PaszBepnyrtasg kaptuHa I1CX Bkitouaer xes-
TyXy, 3yl, 00JM B XUBOTE, CIa0OCTb, JIUXO-
pajIKy M MOTeplo Beca B Pa3IMUHbIX KOMOU-
Hauusx. JIuxopaaka HaOIoAaeTCs 1ajeko He
y BceX 0OJIbHbIX, OOBIYHO MMEET IepemMeska-
IOLIUICS XapakTep U 00yCJIoB/IeHa, KakK Ipa-
BUJIO, COMYTCTBYIOIIMM PEeLUUIAUBUPYIOIIUM
OakTepUabHbIM XOJAHTUTOM. AHaJIOTUYHAs
MpUYKMHA BEPOSITHA U JIJIS1 SMTM30/10B a0IOMU -
HaJbHOI 00JIN.

Ha MOMEHT #AMarHoCcTukKu OOBEKTHBHbBIE
KJIIMHUYEeCKMEe MpU3HaKK 3aboJjieBaHUsI 00-
HapyxuBatoTcst Y 75% GonbHbIX. Hanbonee
YyacThlid CUMIOTOM — Trenatomeranusi (55%),
pexe HaboaaroTCs Kenrtyxa (45%), cruieHo-
meranust (35%), runepnurmenTtanus (25%)
u pacuecsl (21%).

TICX MoxeT coyeTaTbCs CO MHOTMMU 3a00-
neBanusmu: B3K, nenmakueii, capkonao3om,
XPOHUYECKMM TMaHKpPeaTUTOM, PEBMaTOMI-
HeIM aptputoM, PIT®D, tupeommurom, cuH-
npomom IllerpeHa, ayToMMMYHHbBIM TelaTH-
TOM, CUCTEMHOM CKJIEPOAEPMUEN, CUCTEMHOM

KpacHOM BOJYAHKOM, ayTOUMMYHHOI Te-
MOJIMTUYECKON aHEMHEN, ayTOMMMYHHOM
TPOMOOILIUTONIEHMYECKOI MypITypoii 1 Ap.

ITpu mnutensHoM TeyeHuu I1CX pasBuBa-
IOLIMECsS OCJIOXHEHMUSI MOXKHO pasIeUuThb
Ha TPU TPYIIITHL:

1. OcoxHeHus1 xoJjiectaza: KOXHBIM 3y,
OCTeOMNeHUsl, HapylLlIeHUsT JIUTTUIHOTO oOMe-
Ha, cTeatopes, 1e(ULIUT XUPOPACTBOPUMBIX
BUTaMUHOB.

2. OCNOXHEHMST LMppOo3a: KPOBOTEUEHUST U3
BapUKO3HO PACILIMPEHHbIX BeH MUILIEBOJA, ac-
LIUT, TIe4eHOoUHas1 3HLedasonaTus, oakrepu-
aJIbHblE MH(EKIINH.

3. Cneuuduyeckue OCIOXHEHUS: KOHKpe-
MEHTEHI JKeJTYHOTO ITy3BIpS U TIPOTOKOB; CTPUK-
TYPBI XKETIHBIX ITPOTOKOB Y PELIMANBUAPYIOIITII
OaKTepHaTbHBIN XOJIAHTUT, IIePUCTOMAIBHBIC
BapuKo3HbIe BeHbI; XK.

Pucynox  3.12. Xonaneuoepagpuueckue omauuus
1gG4-ckneposupyroweeo xoraneuma om nepeUUHOO
ckaepozupyrouleeo xonaneuma. Caesa — IICX, cnpa-
6a — 1gG4-CX (u3 E. L. Culver u coasm., 2011 e. [8])

1 — Jlenmosuonas cmpukmypa.

2 — @enomen «Oyc».

3 — Denomen «obpezanHoeo depesar.

4 — Jlusepmukynonodobroe gvbinsuuaHue.
5 — Ceemenmapnas cmpukmypa.

6 — [lpomsaxcennas cmpukmypa ¢ npecmeHomuue-
CKUM pacutupeHuem.

7 — Cmpukmypa HudicHeil yacmu o0ue2o Hcea4Ho2o
npomoka.
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Hawub6o:ee omacHbIM OCJIOXKHEHUEM SIBJISIETCS
XK, koropas passuBaercsa y 5—30% 60ib-
HBbIX, Yallle Ha IMPPOTUYECKOI CTamuu, 1 He-
PEIKO BBICTYIIAET B POJIM HEMOCPEICTBEHHOI
MPUYUHBI JIETATLHOTO ucxoaa [32].

Hnsa TICX xapakTepeH CTaOWUJIbHBIA OUOXM-
MHMYECKWII CUHIPOM XOJecTa3a, KOTOPBIIA,
OJIHAKO, HE MMEET CrenupuIecKnux 0co0eH-
Hocreil. Kak Hanboiiee yacToe OTKJIOHEHUE
B OMOXMMUYECKOM aHaJIM3e KPOBM OIMCHIBA-
€TCsl He MeHee YeM JIBYKPAaTHOE MOBBIIIEHHE
LI®. B To ke BpeMsI OIy0JIMKOBAaHbI TAaHHBIC
0 OOJIBHBIX C XOJJAHTMOTPahUIECKU 1 TUCTO-
JIOTUYECKN TIOATBEPXKIECHHBIM THarHO30M
W TIpU 3TOM HOPMaJIbHBIM YpOBHeM ep-
MEHTOB xosiecta3a. ChIBOPOTOYHBIE TpaHC-
aMHUHa3bl TOBBIIIEHBI Y 90% OOMBHBIX, KaK
MpaBUIO, Y B3pOCJbIX HE Oojiee yeM B 5 pa3
MpeBbIas HopMmy. bosee BbIpaXkeHHBIN 11-
TOJIN3, HAOJTIOMAIOIIMIACS Y IeTel, TaeT OCHO-
BaHUs 3aM003PUTH HAJTUIKE TTEPEKPECTHOTO
CUHIPOMa C ayTOUMMYHHBIM TeTIaTUTOM.

Konuenrpauusg owinpydbuHa oOBIYHO MO-
BBILIEHA, OIHAKO CTEMeHb MOBBIIIECHUS
BapbUpyeT B 3HAUUTEJbHBIX Npeaenax. Ha-

OmomaeTcs TakXKe XapaKTepHOe IJISl Xpo-
HUUYECKOI'0 XOJiecTa3a ITOBBIIICHUE CHhIBO-
POTOYHOM M TIEYEHOUYHON KOHILEHTpALUU
MeIH, CBIBOPOTOYHOTO IepyJIoTuIa3MUHA
U 9KCKpEIMU MeIu C MOYOii, YTO B psijie
cliyyaeB  Tpebyer  muddepeHuMralIbHON
NUArHOCTUKU C Ooje3Hbio BunbcoHa. Tu-
nepraMMarjioOyJivuHeMusl BBISIBISETCS Y
30% 6Goabubix IICX, nipu sToM y 40—50%
JoMUHUpYeT moBbieHue IgM. ¥V 5% Ha-
OmromaeTcs 303MHOMDUINS, TOCTUTas B He-
KOTOPBIX CJIydasix BBICOKMX 3Ha4YeHUIA.
CBIBOPOTOYHBIE  ayToaHTUTeda  (Kpome
p-ANCA, BoisiBisieMbie Y 80%) oGHapyku-
BalOTCS TOBOJBHO PEIKO.

Tunmunas DPXIIT- unun MPXIIT-kaptuHa
MpeAcTaBIcHa MYJIBTU(MOKATBHBIMU KOJIbIIE-
BUIHBIMU CTPUKTYpAaMM BHYTPH- U BHETIeUe-
HOYHBIX XEJIYHBIX IIPOTOKOB, YEPELYIOLIM-
Mecsl ¢ yJacTKaMM HOPMaJIbHOTO JuaMeTpa
WM CJIerkKa AWIATHUPOBAHHBIMU (CHMIITOM
Oyc win 4detok). IlpuGnusurensHo B 20%
clyyaeB M3MEHEHUs 3aTparMBaloT TOJBKO
BHEIICYEHOYHbIE MM TOJBKO BHYTpHIICYE-
HOYHBIE TTPOTOKH [8§].

Tabauua 3.3. [upghepenyuansrotii ouaeros IgG4-ckaepo3upyroujeeo Xonraneuma u nepeutHo2o CKAepo3upyroue-

20 Xonaneuma
ITpusnak IgG4-ckneposupyromuii IlepBuYHbBIii CKIEpPO3UPYIO-
XOJIAHTHT LM XOJAHTUT
JleGroT 50—60 net 30—40 net
Acconuanus ¢ B3K Penxo Yacro
MexaHu4deckas XeJaTyxa YacTo B 1e610TE OOBIYHO Ha MO3AHEH CTaauun
[ToBblieHKe cbiBOpoTOUHOTO YpoBHA IgG4 | TunuuHo Hertunmano
IToBpexneHue OMIMapHOTO SMUTEIS Hetunuyxo Tunuuno
Nnodunsrpauns [gG4-no3utuBHbIMU Tunuyna Hetunuuna
MJa3MaTUYECKUMU KJIeTKaMu
XoJaHTHOKapLMHOMA Kpaiine penko 10—30%
OtBer Ha KC Ectpb Her
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Haubonee yacto HaOIIOAAIOIIMECS XOJAHTO-
rpacpuveckue oramuus IgG4-CX ot TICX
CXeMaTUYHO M300pakeHbl Ha pyUcyHKe 3.12.

[cTonornyecke MBMeHEHMSI MEJIKMX BHY TP -
IIEYEHOUHBIX MPOTOKOB HA DPAHHMUX CTaaUsIX
MpeACTaBieHbl Ipoudepalnyreii 1 O0TeKOM
B ONHMX MOPTAJbHBIX TpaKTaX M MCYE3HO-
BEHHMEM B IPYTHX, YaCTO B COUETAHUU C (hH-
OpO3UPYIOIINM TIepuXoJIaHTUTOM. [lo3mHue
cTaginy 3a00JIeBaHMS XapaKTepU3yIOTCsI TIPO-
rpeccupoBaHueM (UOPO3HBIX M3MEHEHUIA,
BEeIyIIMX K TpaHCHOPMALIMHU KETIHBIX TIPO-
TOKOB B COCIMHUTEIbHOTKAHHBIC TSLKU. BhI-
JEISTIOT 4 TUCTOJIOTMYECKUE CTaIuu: ITOp-
TaJbHYIO, TIEPUITOPTAJIBHYIO, CENTAIBHYIO
W LIUPPOTUUYECKYIO.

OOLIETIPUHATBIE CXEeMBI IATOTEHETUIECKO-
ro aeyeHus ITCX OTCYTCTBYIOT, TaK KaK HU
OIMH W3 MHOTOYMCJIEHHBIX Ha3HauyaBIINXCS
nmpemnapaToB He IIPOAEMOHCTPUPOBAI 3(P-
(EeKTUBHOCTh B PaHIOMM3MPOBAHHBIX MHC-
cnepoBanusax. Ilpenaparel YIXK moryT Ha-
3HA4YaThCsl B Ka4eCTBE CUMIITOMATUYECKOTO
CpeACTBa ¢ LIeJbl0 KyImrupoBaHus 3yaa. [1pu-
MEHEHHE TPEIHN30JI0HA 000CHOBAHO TOJb-
KO y OOJBHBIX C NpU3HAaKaMu MepeKpecTta
C ayTOMMMYHHBIM renatutoM [22].

TICX xapakrepusyeTcsl XpOHWYECKUM TIPO-
TPECCUPYIOLIUM, XOTS M BapyaOeabHBbIM 10
CKOpOCTH TeueHeM. MeraHa BELKBaeMOCTH
cocTapysieT Tpuosm3nuTebHo 12 et. Oproto-
MMMYeCKasT TPAHCIIAHTALIMS TICUSHU TTO3BOJISIET
CYILIECTBEHHO YJIYYIINUTh TPOTrHO3: |-JeTHsIs
BbUKMBaeMocTb — 90—97%, 5-nmetHsas — 85—
88%. CHIDKEHIIO BbKMBAEMOCTH B 3HAUNTEIb-
HOI Mepe CITOCOOCTBYIOT CITy9an HepacTio3HaH-
Hoit XK (mo 10% tpancrmianTauuit) [1, 37].

Pagom aBTopoB oco6o Buimensiercss [TCX
MaJIbIX IIPOTOKOB — 3a0b0jieBaHUE C XapaK-
TePHBIMU  KJIMHUYECKUMM, OUOXMMUYEC-
CKMMM M TMCTOJOTMYECKMMU MpU3HAKAMU
IICX, HO HopMaJbHOI XoJaHruorpadu-

yeckoil kapTuHoii. Habmogenue 3a 83 ma-
LIMEHTaMU TPOAEMOHCTPUPOBAJIO TTOpaxKe-
HUe OOJIBLIMX XKEJIYHBIX MPOTOKOB Yy 23%
B cpenHeM 3a 7,4 roga (5,1 — 14 ner). Te-
yeHue [TCX malbIX TPOTOKOB MEeHee arpec-
CHBHOE IO CPAaBHEHUIO C «KJACCUYECKOI»
¢dopmoii, ¢ 1OCTOBEpHO OoJiee IJIUTEIbHOM
BBIKMBA€MOCTbIO 0€3 TpaHCIIaHTALMU Tie-
yeHu (13 u 10 jmer coorBeTcTBeHHO, P <
0,0001). BaxkHo KoHcTaTUpoBaTh, 4To XK
OIlKCaHa TOJILKO y MAlMEHTOB C pa3BUTUEM
MOpakeHUsl KPYIMHBIX NMPOTOKOB. JleueHue
VAXK BemeT K yaydlIeHUIO OMOXMMUYE-
CKHMX MoKa3aTeyieil 0e3 3HaYMMOTO BIUSIHUS
Ha IPOTHO3.

ITo naHHBIM cpaBHEHUSI BBIOOPOK MallUEH-
toB, 1gG4-CX mo cpaBHeHuto ¢ I1CX xa-
paKkTepu30BaJicsl 0oyiee BBICOKMM YPOBHEM
cbiBopoTouHOoro ownupyouna (P = 0,009)
u H® (P = 0,01) u HecpaBHUMO Oonee
HHU3Ko# vactoroir coueranus ¢ B3K (P <
0,0001). IMoBbiueHHbI ypoBeHb [gG4 BBHI-
sapistetcst y 9% 6oabhbix [TICX [8, 22].

HAubdepeHUIUaNbHO-TUATHOCTUYECKHUE
npuszHaku 1gG4-CX u [ICX (3a uckimoue-
HUeM IpeacTaBICHHBIX Ha pucyHKe 3.12 xo-
JlaHTHorpapuuecKnx) CyMMUPOBaHbI B Ta-
onuue 3.3.

3.4.7.2. BTOpM4HbIA CKIEPO3UPYIOLLMIA
XOnaHruT

K 4ucny OCHOBHBIX NPUYMH BTOPUYHOTO

CKJIEPO3MPYIOLIETo XOJaHTUTa OTHOCSTCS:

* OnyxoJib XKeJIYHBIX TPOTOKOB (32 UCKJTIO-
YyeHUEeM CJIy4yaeB MpeaBapuTesIbHO ycTa-
HoBIeHHOTO AuarHo3a [1CX)

* Xupypruyeckoe BMEIIaTeIbCTBO Ha JKeT4-
HBIX TTIPOTOKAX

» XoJegoxoanuTuas

* BpoxxneHHbIE aHOMAaJIMU KeTYEBBIBOJIS -
IIUX MyTen
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Pucynox 3.13. Qonauxyaspuoiii xonaneum. I[lepu-
JyKmanvHas coeOUHUmMenvHas mKamb UHOUALMPU-
POBAHA MUMPOUUMAMU U NAAZMAMUHECKUMU KAem -
Kamu ¢ o0pazosanuem AUMPOUOHBIX DOAIUKYN08.
OKpacka eemamoKkCcuauHoM u 303uHoMm, y8. x 200
(u3 Y. Zen u coasm., 2012 2. [44])

» Xonanruonarus npu BUY-unbpekuyumn

» Mmemuyeckasi CTpUKTYpa KeTUHBIX TTPO-
TOKOB

+ Tokcuaeckast CTPUKTYpPa KEITIHBIX TTPO-
TOKOB BCJICICTBUE BHYTPpHAPTEPUATEHOTO
BBeACHUS (DIIFOOKCYPUIMTHA

KnuHuyeckass OuUarHOCTUKa  BTOPUYHOIO
CKJIEPO3UPYIOLIETO XOJaHruTa Oa3upyeTcs
B MEPBYIO OYEPENb HA AHAMHECTUYECKUX CBE-
neHusix. JlabopaTopHble NaHHBIE HECIELM-
¢uuHb, B ciydasx OakTepuanbHOU WH(peK-
LIMM BO3MOXHO BBISIBJIEHUE JIEMKOLIMTO3a CO
CABUTOM JIEKOIIMTAPHOU (hOPMYJTBI BJIEBO.

IIpu Y31, MCKT, MPXIII xemuHbie TIpo-
TOKM 4aCTO PaCLIMPEHbI, OMHAKO OTCYTCTBUE
JIUjIaTalluy He IPOTUBOPEUUT TUarHo3y. Mo-
YT OOHApYXMBAThCs abCIECChl. YTOUHEHUE
JIOKaJM3aldM IaTOJIOFMYECKOro Impolecca

00bIYHO TpeOyeT BoimoaHeHus1 DPXIIT nnm
YYXT.

Tucromornyeckast KapTUHA XapaKTepU3yeTcs
paciIMpeHreM MeJKHX KEeIUYHBIX MPOTOKOB
¢ MpU3HaKaMU mpojudepalui U aereHepa-

yumapHviM - nospedicoeHuem 3sHoomenus. B meakom
JICeNUHOM NPOMOKe 6UOeH UHPUALMPAMm, COCMOAUUL
U3 Helimpoguaos, Komopslii paspyuiaem GblCmuaaro-
wuil ounuaprsli snumenuii. OKpacka eeMamoxKcuAuHoOM
u 203unom, y 6. x 200 (u3 Y. Zen u coaem., 2012 e. [44])

uuu snuTeaus. [IpocBeT M CTeHKa MpPOTO-
KOB MHMWIBTPUPOBAaHA TOIUMOPDOHO-sIep-
HBIMU JIEHKOIIMTAMU C pacipocTpaHeHUEeM
MHOWIBTpaTa Ha COCEIHME YYaCTKHU Iieyue-
HOYHOU mapeHxuMbl. [To Mepe mporpeccu-
pOBaHMSI  pa3BUBAETCS  IEPUAYKTATbHbIA
(hubpo3 1 hopmupyrorcs GmnapHbie CTPUK-
Typsl [14].

3.4.7.3. DONNUKYNSIPHbIA XONaHIruT

Psn aBTOpOB Kak CaMOCTOSITEJIbHYIO HO30-
JIOTUYECKYI0 (hOpMY BBIIEISIOT (POJUTUKY-
JISIPHBIM ~ XOJIAHTUT, XapaKTEPU3YIOIIUIACS
MHOXECTBEHHBIMU JIMM(MOUTHBIMU (DOJITH-
KyJaMH C JIOKaJIM3aldeil BOKPYT XKEITIHBIX
TIIPOTOKOB, 00Opa3ylonux objacTb 0udypka-
. Bo3aMoxkHO codetaHune ¢ (DOJTUKYISIP-
HBIM XoseuuctutoMm [4, 42]. Pa3BuBaetcs
OOBIYHO B CTApIIMX BO3PACTHBIX TPYIIIaxX
u TmposiBisieTcs: (opMupoBaHueM Oudyp-
KaIlMOHHBIX CTPUKTYP M IEePUIYKTATbHBIX
ONAIIKOIIOAOOHBIX HanoXeHuit. ChIBOpO-
TOYHBIC aHTUTEJIA M SKCTpaOWIMapHas Ia-
tonorusg (B3K um T.4.), Kak mpaBmio, OT-
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CYTCTBYIOT. BocnanutenabHbiii MHOUABTpAT
XapakTepusyeTcss (POopMUpPOBAHUEM YETKO
0003HaYEeHHbBIX JUMMOUTHBIX (DOJUTUKYIOB,
YTO OTJIMYAET ITOT TUIM XOJAHTMOMATUM OT
1gG4-CX (puc. 3.13). Moryr oOHapyxXu-
Bathcsl 1gG4-mO3UTUBHBIC TIIa3MaTHICCKUE
KJIETKM, OJHAKO WX paclipeleieHue odyaro-
Boe 1 cootHoueHune 1gG4/IgG-no3uTUBHBIX
kietok < 40%. O6Gnurepupyoiuii ¢iedut
n cTOpuOPMHBII (PUOPO3 HE BBISIBIISIOTCS.
IMpu GoNUKYISIPHOM XOJIAHTUTE TTPETHN30-
JIoH HeaddekTBeH. Bo Bcex JOKYMeHTUPO-
BaHHBIX CJy4asX BBIMOJHEHA PEe3eKIIUs TO0-
pakeHHBIX TTIPOTOKOB.

3.4.7.4. Cknepo3upyowmii XONaHruT
C rpaHynoumMTapHbiM NOBPEXAEHUEM
aHpoTenus

HenaBHo ObLTa omycaHa HOBasT HO30JIOTH-
yeckasd Qopma, MpeacTapisionias co0oi
YYBCTBUTEJABHBI K CTEPOUIAHOM Teparuu
XOJIAHTUT C YHUKAJbHBIMH THUCTOJIOTHYE-
CKUMM OCOOEHHOCTSIMU. B remaroouonTa-
Te, 110 KpaliHell Mepe Ha HayaJlbHOM CTaauu
3a00JIeBaHMsI, OIpeaesieTcsl HeHTpouib-
HOEC TIOBPEXIECHME IKEIUYHBIX IIPOTOKOB,
BeChbMa CXOIHOE C TPaHYJOIUTAPHBIM ITOB-
pexnaenueM sHaotenaust (GEL) mpu AUIT 11
tumna (puc. 3.14). KpynHoe uccienoBaHue
mo3Boauiio BeisiBuTh GEL B 5 u3 254 06pa3s-
OB TMIEYCHOYHOM TKAHU ITaIlUEHTOB C ayTo-
MMMYHHBIM CKJIEPO3UPYIOLIUM XOJaHTUTOM
(2%) [40]. Bo Bcex 5 ciyyasix mpUMeHEHUE
KC wn/umun VXK mpuBeno x gocTuxke-
HUIK CTOMKOU pEeMUCCUU, YTO MOCIYKUIO
OCHOBaHMWEM ISl TUIIOTE€3bl O OUJIMAapHOM
nposiBnienun AUII I1 tuma. ¥V 1 mauumeH-
Ta ¢ GEL-IO3UTUBHBIM XOJAHTUTOM [Oeii-
CTBUTEJIbHO  WMMEJICI  CONYTCTBYIOIINI
CTePOUA-UYYBCTBUTEIbHbBIN MaHKpeaTuT,
cootBeTcTBytommii 11 tuny AWIIL. IgG4-
MMO3UTHUBHBIC TUIA3MAaTHIECKHUE KICTKH 00-

Hapy>XUBaJIKCh B €IMHUYHBIX 9K3EMILISIPaXx,
IpU 3TOM CBHIBOPOTOYHAS KOHIEHTpalus
1gG4 6b11a B mpeaenax HOPMHBI.

TakuM o6pa3oM, Ha OCHOBAaHUM MMeEIOIIEro-
Cs1 Ha CETOIHSIIIHUI IeHb HEOOIBIIIOTO MaTe-
puraja MOXKHO MpeAToJiaraTh CyllieCTBOBaHUE
ocoboii popmbl KC-uyBCTBUTENIBHOIO XO-
JIaHTUTa, Tpedyrouero nuddepeHInaIbHOTO
nurarHo3sa ¢ IgG4-CX.

3.4.7.5. XonaHruouennionsipHasi KapuuHoma

Tak xak ructonaronorusa IgG4-CX mnpen-
CTaBJiecHa COOCTBEHHO CKJICPO3UPYIOIINM
XOJJAHTUTOM M TICEBAOTYMOPO3HBIMU H3ME-
HEHMSIMU TKaHEH, IIocleaHee OImpenesseT
BaXXHOCTb  ITU(p(epeHINaTbHOTO IUArHO-
3a ¢ XK, BcrmencTtBue BBICOKOM CTEIEHU
CXOACTBA XOJIAHTMOTPadUIECKON KapTUHBI
W TIPUHLUNNAIBHO pa3HOI JIeueOHOM Tak-
KA. C KIMHAYECKON TOUKM 3PEHMSI, JIOXK-
Hbelii guarHo3 XL K mpencraBnsiercst Gonee
BepOSITHBIM 110 cpaBHeHMIO ¢ [TCX. B ciyuae
coueTaHus 3aboseBaHuil (Hampumep, XK
Ha pone [1CX) nuddepeHumanbHass TuarHo-
CTHKAa, 0COOCHHO TIPU ITOMOIIIM TOJIBKO JIyde-
BBIX METOMIOB, CYIIIECTBEHHO 3aTpyIHEHA.

XK mnpeacraBasieT coO0i 3710KayeCTBEH-
HYIO SIUTEIUAJBHYIO OIYyXOJb OWIMapHO-
ro Tpakta. OHa BCTpeYaeTcsi OTHOCUTEIBLHO
HEYacTo, XOTS M 3aHUMAaeT BTOPOE MECTO I10
pPacIpoCTPaHEHHOCTU CPEIM 3JI0KAYeCTBEH-
HBIX HOBOOOpa30BaHWI TremaToOMIMApPHOM
CHCTEMBI TTOCJIE TeMaTOLE/UTIOJISIPHOM KapIiy-
HoMbI — 10—15%. B nocnenHue necaTuieTus
yacroTta BHyTpuneyeHouHoi XIIK pacret Bo
BceM mupe [19].

Tlo nokanuzauuu pas3auyaloT BHYTpUIIEYe-
HOYHYl0 M BHemeyeHouHyo XL K. Buyt
PUIIEYEHOYHBI BapyWaHT XapaKTepU3yeTCs
pa3pacTaHUeM OIyXOJIM B TKAHU MeYeHU, KO-
Topoe ciieayeT 1 hepeHIMpoBaTh B IIEPBYIO
oyepelb C METAaCTaTUYECKUM ITOpPaKeHUEM.
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Tabauua 3.3. Qupghepenyuanvhoiii duaenos IgG4-
CKAEPO3UPYIOUe20 X0NAHSUMA U NEPBUMHO20 CKAePO-
3UPYIOWe20 X0NaHeUmMa

XapakrepucTuka IgG4-

X IICX | XOK

IMoxwunoit Bo3pact +++ + +++

IMpeobnananue
MYKIMH

e+ |+t ++

BripaxkeHHast
CHUMIITOMaTHKA

+ + +++

OOCTpYKTUBHAS
JKeaTyXa

++ + 4+

[ToBbllIeHKEe TpaHC-
aMuHa3 U OuIupy- ++ ++ +++
OuHa

IToBpienne IO + +++ ++

Acconmanus ¢ XK - ++

Accoumanuusi
¢ OMIMapHBIMU - - ++
napasuTo3amMmu

Accolmanust
C KMCTaMU XOJIea0Xa, - - ++
rernaTroJnuTUa3oM

IMopaxenue IT2K,
CJIIOHHBIX XeJie3, +++ - -
MOYeK U T.1.

Acconmanus ¢ B3K - +++

[loBblilIeHE CHIBO-

++ + +++
porouHoro CA19-9

[ToBelilIeHME CHIBO-

+++ + +
porouHoro I1gG4

[loBbllIeHUE OWITH -

+++ - -
apHoro IgG4

IgG4-nto3uTuBHBIE

+++ + -
MHOWIBTPATHI

OTBeT Ha TEparuio

+++ + -
KC

[Ipu BHENEYEHOYHOM BapUaHTE, COCTAaBJISI-
fommem 2/3 Beex cirydaeB X1IK, Habmromaercst
MepUAyKTaabHasl, MHTPaIyKTaJIbHAs WU I1a-
MAUTIpHAS WHQUITBTpALus.

Otuonorusg XK ocraercsa HesicHoii. MneH-
TH(UIUPOBAHBI HECKOJIBKO (haKTOPOB PHC-
Ka, K KOTOPBIM pa3Hble UCTOUHUKU OTHOCST:

+ xpoHnyeckoe Bocniasienue (ICX, xpoHu-
YecKUe Mapa3uTapHble THMEKIINY OrIrap-
HOT'O TPaKTa, XPOHUYECKOE HOCUTETHCTBO
S. typhi)

* XpOHMYECKast HeBOCITAJIUTEIbHAST TTaTOJIO-
U KSTUYHBIX ITyTei (OrmImapHas aneHoMa,
OMIMapHBIi NaNWIIOMAaTo3, KMCTa XoJie-
Jtoxa, TeraToJIMTHa3)

* XUMUYECKOE BO3AeHCTBUE (IMOKCHH,
BUHUJIXJIOPUJI, HAITPO3aMUHBI, TOPOTPACT,
aJIKOTOJIb)

* TEeHEeTUYEeCKasl TIPeIPaCTIOIOKEHHOCTD
(momumoppusm CYP 1A2 u rmyratnoH-S-
TpaHcdepasbl ®-1u w-2)

* OMJIMOINTEeCTUBHBIC AaHACTOMO3BI

* OXXHMpEHUE

Cpenu  BBILIENEPEYMCICHHBIX  (PaKTOPOB
Haubosee xopouo usydyeH INCX. Ilo maH-
HbeiM C.B. Rosen, D.M. Nagorney (1991r), y
42% ymepimx 60abHbIX [TCX TTpu BCKPBITUM
omnpenensercds XK [31]. ¥ GonpmmHcTBa
oonbHbIX [ICX yxe B mepBble 2,5 roga pas-
BuBaercd XK u b y 6,8% — uepes 4,1
roga. CyliecTBeHHBIM IIpeapaciioaralommm
¢axktopoM mnoszgHero aebrota XK cayxut
KPOBOTEUCHNME M3 BapMKO3HO PaCIINPEHHBIX
BEH MUILEBOA.

BooOiie, xpoHMYeckMii BOCHAIUTE]IbHbBIN
npoiecc OUIMApHOrO TpaKTa BBLICTYMAeT
B pOJIM BaXHOTO TPHUITEpa KaHIIEpOTCHEe3a.
M30bITOK TPOBOCHATMUTEBHBIX LIMTOKWHOB
U POCTOBBIX (haKTOPOB BEAET K YCKOPEHUIO
KJIETOYHOTO IIMKJIa, HAPYIICHUIO perapainu
JHK, HakomieHu0 coMaTUYeCKUX MyTaluuit
1 U3MEHEHUIO COOTHOIIECHMST TTPOTOOHKOTE-

3.5. Jlevenue

95

HOB/T€HOB-CYIIPECCOPOB OIMYXOJIEBOT0 POCTA.

Passepnyras knmHuueckass kaptuHa XK
BKJTIOYAET KEITYXY, KOXHBINA 3y, CI1a00CTh
¥ TIOTEPIO Macchl Tejia. Mi3aMeHeHus tabopa-
TOPHBIX MapaMeTPOB MpPeACTaBIeHbl OMOXU-
MHUYECKMM CHUHAPOMOM XOJIeCTa3a U ITOBBI-
1IeHUeM CbIBOpOoTOYHOTO ypoBHs CA 19-9.

XK — onyxonb, XapakTepu3yloLIasics
arpeccuBHBIM TeueHueM. Hanbomnee yacTbi-
MU MIPUUYUMHAMU CMEPTU SIBSIOTCS Ouanap-
HBIH CeTcuc, MeYeHOUHasi HEAOCTaTOYHOCTh
n/Uan pakoBast Kaxekcus. OOIemnpuHs-
Tble PEKOMEHAALIMU TIO JIeYeHUIO OOJIbHBIX
Ha TIO3MHMX CTagMUsIX OIYXOJIEBOIO IIPO-
1ecca Ha CeTOAHSIIHUI JeHb OTCYTCTBYIOT.
Mexny TeM B OonblIMHCTBe ciaydaeB XK
pacIio3HaeTcs MO3AHO, KOTIa OllepaTUuBHOE
BMeEILIaTEIbCTBO HEBO3MOXKHO, YTO OIpee-
JISIeT BeCbMa HU3KYIO 5-JICTHIOI BBIXKMBae-
MOCTb TOCJIe YCTAHOBJEGHUS TMAarHo3a — Me-
nee 10%.

XK, ocobeHHO JIoKaIu3ylolasicsi B BOPO-
Tax IMeyeHu, TpebyeT HauboJiee TIATeabHOI
nnddepenmanbHoil nuarHoctTuku ¢ IgG4-
CX, 0COOEHHO B OTCYTCTBUE COYETAHUS
¢ AUII. B cpaBaenuu ¢ IgG4-CX, mnsa XK
TUITAYHBI CJICIYIOIINEe TTPU3HAKN:

1. Boree HM3KMIT ypOBEHH CHIBOPOTOUHO-
ro IgG4. Xors gaHHBIM MOKa3aTelb MOXET
OBITH ITOBBINIEH Y 00MbHBIX KakK IgG4-CX, Tak
n XK, Tutp 601ee 300 MT/mT BBICOKOCTICIIV -
duuen ma IgG4-CX.

2. OrcyrcrBue nosbinieHus IgG4 B xemun.
bunuapHbiii  ypoBeHb Ig(G4 moBblIIaeTCS
tonbko npu IgG4-CX, Ho He npu XK n npy-
TOW TaTOJIOTUW KETUYEBBIBOISIINX ITyTei,
YTO CHYXUT BaXHBIM IHddepeHINaTbHO-
MMAarHOCTHYECKUM TTPHU3HAKOM.

3. ®@akTophl pucka — takue kak [1CX u npy-
e XpOHUYECKKME BOCMAIUTENbHbIE MPOLIeC-
ChI KeJTYeBBIBOISIIIINX ITyTEH.

4. bonee Tskenasi CUMIITTOMATHKA: TOTEPs
MaccChl Tejla, OOCTPYKTMBHAsI XEJITyxa, IO-
BBILICHME YPOBHSI IEUEHOYHBIX (PEPMEHTOB
u OuupyouHa.

5. Mudunsrpaius xxeadHbIx mpoTokos [gG4-
HETaTUBHBIMU JTUMOOIIMTAMU.

6. OtcyrcrBue addexra or KC (tadm. 3.4).

3.5. JleueHue

KC — rtepanusi nepsoii nuHuu IgG4-CX.
OOBIYHasT WHULIMUPYIOIIAS 103a IIPeIHU-
30J10Ha cocTabysgeT 40 MI/CyT Ha MPOTSKe-
HUU 4 HeIelb C MOCIEeIyIOIINM CHUKEHU-
eM Ha 5 Mr B Heaemo. [lognepxkuBaroiias
032, BUIMMO, MOXKET OBITh HIKE TaKOBOU
IIPY ayTOUMMYHHOM TeIIaTUTE U COCTaBJISATh
5 mr/cyt B Tedenue 6 mec. Ha ¢oHe eueHus
KC monoxurenbHasg TWHAMHWKa KIMHAYE-
CKMX, JIaDOPATOPHBIX U MOP(MOJIOTUISCKIX
MpOSBIIeHNI OoJyie3Hn oTMmevaercs y 80%
nauveHToB. Ecim cuMmmromMaTuka perumm-
BUPYET MOCJE 3aBEPIICHUS CTCPOUTHOM Te-
panuu, B KauecTBE CPelCcTBa BTOPOIl TUHUU
pexoMeHayeTcst azatuonpuH [3]. B ponm
nepcriektuBHoro KC a1  mInTeaIbHOTO
MPUMEHEHUsI, BBUAY MEHBIIIETO MTOOOYHOTO
NEMCTBUSI, MOXET paccMaTpuBaThCcs Oyae-
COHU, XOPOIIIO 3apeKOMEHI0BaBIINI ceOs
MPpY ayTOUMMYHHOM TeTlaTUTEe, XOTS TaHHBIX
o ero a¢pdexruBHoctu npu IgG4-CX noka
HEJIOCTAaTOYHO.

Hasnauenue KC BeneT K pa3penieHuIo xe-
TYyX#, YJIYyYIIEHUIO OMOXMMUYECKMX TOKa-
3aTesiell 1 OOpaTHOMY Pa3BUTHIO CTPUKTYP.
HMMmMyHocynpeccuBHasl — Tepamnusi  I€MOH-
CTPUPYET 3HAYMMOE BIMSIHUE HA aKTUBHOCTh
IgG4-CX 1 MOXeT NPUBOAUTH K JOCTIXKE-
HUIO TIOJTHOW PEMMCCUU YXe€ uepe3 3 Mec.
B ynowmsinyToit rpyrnie nmauveHTOB M3 K-
HUKU Meiio y 40% oTMeuyeH peluanB moce
I1-HenenbHOTO Kypca CTEpOMAHON Tepa-
nuu. PeTpocrneKTUBHBIN aHaIM3 MO3BOJIUII
YCTAHOBUTH, YTO TPOKCHMMAJIbHbIE BHEIIE-



96

IgG4-accounmnpoBaHHbIA XONaHrUT

YeHOYHBbIE, a TakKXe BHYTpHUIICYEHOUYHBIE
MPOTOKOBBIE CTPUKTYPBl aCCOLMUPOBAIUCH
C TIOBBIIIEHHBIM PUCKOM pELMINBA, TOTIa
Kak IPpU MOPAKEHUU AUCTAIBHBIX IIPOTOKOB
y OoJiblIero uymciaa OOoJbHBIX HabJioganach
JutiTeabHas pemuccus (64% vs 32%) [12, 13].

Y manmMeHToB C IpearoaaracMbiM BBICOKMM
PMCKOM peLiMIMBa B KAYeCTBE BapUaHTa TaK-
TUKU BEJCHUSI MOXET paccMaTpUBaThCsl Ha-
3HAYCHWE a3aTUOTIPUHA B 03¢ 10 2 Mr/Kr/
cyT, omHoBpeMeHHO ¢ KC mum mmocie 3aBep-
IeHUsT Kypca CTepoupHoil Tepamuu. Omu-
CaHO YCIEIIHOe MPUMEHEHUe PUTYKcuMaba
(antu-CD20) y nalmeHTa ¢ OTCyTCTBHMEM OT-
BeTa Ha Jpyrue uMMyHocyrpeccopsl [38].

Ilepen naznauenuem KC HeoOxoamuma Makcu-
MaJIbHO HajeXHasi BepudMKalMs JIMarHosa,
HaIpaBJIeHHAasl B IIEPBYIO Ouepedb Ha MCKITIO-
YeHue NaTOoJIOTUHU, IIPU KOTOPOI TaHHOE Jieue-
HHUE MPOTUBOITOKa3aHo. ClenyeT YIUTHIBATh,
YTO 3JI0KaYeCTBEHHbIE HOBOOOPA30BaHMS MO-
ryT ObITh uyBcTBUTEIBbHBI K KC. Tlpu orcyr-
CTBUU YBEPEHHOCTH B HAIEKHOCTH HCKIIIO-
YEeHUSI OITyXOJIM TPeOYyeTCsl peBU3MS AMarHo3a
B CJly4ae BO3HUKHOBEHUSI JIIOOBIX COMHEHMIA.

3-MecsiyHas MPOMOJIKUTEIbHOCTh TEepaIuu,
KaK IpaBWIO, JOCTATOYHA [JIs1 OOJIbIIMH-
CTBa MAILMEHTOB, HO B CJydyae MEepCHUCTUPO-
BaHMS KJIMHUYECKUX, OMOXMMUYECKUX WU
MMMYHOJIOTMYECKHUX TPOSIBICHUI, a TakxkKe
IPY BO3HMKHOBEHMM DPELIMIMBA MOXKET I10-
TpeOOBaThLCS AIUTE/IbHAS MOAAEPKUBAIOLLIAS
MMMYHOCYIIPECCHSI.

B ciygasx BeIpaxkeHHOI MeXaHMIeCKOM XKel-
TYXW WHOTIA BBITIOJHSETCS YCTAaHOBKA Bpe-
MEHHOTO OMJIMapHOTO CTEHTA.

3.6. bypecoHup — anbTepHaTuBa
cuctemMmHbim KC

AnbsrepHaTtuBoil cucteMHBIX KC MoOXeT ObITh
Tonuyeckuii crepoun oymeconun (bymeHo-
(anpk®), obiamgarMii MUHUMAJIbHBIM KO-

JIMYECTBOM CHUCTEMHBIX TTOOOYHBIX 3 heK-
ToB. OnbiTa npuMeHeHnus: npu IgG4-CX no
CHX TIOp HEIOCTATOYHO, OJHAKO TEOPETH-
YeCKUe TMPEATNIOChUTKM paccyXaaTb O Tep-
CIIeKTUBaxX IPUMMEHEHMUs 3TOro Ipernapara
BCe K€ ecTb. Tak, BbICBOOOXKAEHUE Oymeco-
HUJIA TIPOUCXOIUT B TEPMUHAIBHOM OTJIE-
JIe TIOAB3OOITHOW KUINKM M ITPOHOJIKACTCS
B HUXKeJIeXallluX OTAeNaX TOJICTON KUIIKU.
BcachiBasich M3 KullleuHMKa, Tpernapar Io-
rajgaeT 4yepe3 COCy/bl MOPTAIBHON CHUCTEMBI
B TieueHb, rae 90% OynecoHunaa MeTabou-
3UpyeTcsl, odbecreynBasl ypoBeHb CUCTEMHOI
OUOMOCTYITHOCTH Beero juinb 10%, uto cro-
COOCTBYET YMEHBIIIEHUIO KOJINYeCTBA U BbI-
PaXkeHHOCTH HeXeJIaTeIbHBIX TTOOOYHBIX pe-
akiuii. 3a cueT a(ppekTa «ImepBoro naccaxa»
yepe3 MeYeHb MPAKTUYECKU HE TOAaBIIsIeTCs
BBIPAa0OTKAa COOCTBEHHOTO KOPTU30JIa HUXE
KPUTHUYECKOTO YPOBHS 5,4 MKT/IUT, YTO TAKKe
CITOCOOCTBYET CYILIECTBEHHOMY CHUXKEHMIO
yycja CHUCTEMHBIX MOOOYHBIX 3(hGhEKTOB.
B HemaBHeM (KpyITHEWIIIEM B MHpE TI0 Tepa-
i AWT) 1BOMHOM CJIETIOM paHIOMH3UPO-
BaHHOM KOHTPOJMPYEMOM MCCJIEIOBaHNUH,
B KOTOpoe ObLI0 BKIAOYeHO 208 maiyeHTOB
C BHOBb BBISIBJIEHHBIM ayTOUMMYHBIM Tella-
TUTOM JICTKOUM WJIM YMEPEHHON CTEIIeHU aK-
TUBHOCTU 0€3 MPU3HAKOB LIMPpO3a TMEeYEHHU,
ObLIO TOKa3aHO, YTO OyaecoHua obOjamaeT
JIOCTOBEPHO 0OoJiee BBICOKON 3(h(HEKTUBHO-
CTBIO U JIYYIIEH TIEPEHOCUMOCTBIO, YeM CH-
cremubie KC. buoxumunyeckass pemuccus
(HopManu3alusl ypoBHSI TpaHcaMuHa3) Oe3
CTEPOUIHBIX MOOOUYHBIX 3(h(HEKTOB B IpyIine
MMaIIeHTOB, MOJyYaBIINX OYICCOHUI W a3a-
TUOIPUH, ObL1a nocTurHyta B 47,0% ciyyaes,
cpeny MaleHTOB, MOJyYaBIIMX MPEIHU30H
" asaTrornpuH — B 18,4% [21].

YuursiBas yactywo accoumauuto AUII ¢ ca-
XapHbIM I11a0eTOM U BO3pacT MaHUpecTaluu
I1gG4-ABb crapiie 50—60 J1eT, MOXHO OXKHIATh
BBICOKHIT PHCK HexKenaTeabHbIX siBieHnin KC.
[NoTeHnmanpHOI abTepHATUBOM, 3(D(HEKTUB-

Hanpasenennas monuyeckas mepanus nepgot 1uHuU
npu 8ocnanumenbHbIX 3a601€6AHUAX KUWEYHUKA U NEYEHU

= Tonuyeckuit KOpTUKOCTepons Asst 3PPEKTUBHOI
Tepary1 BOCMAJINTENbHbIX 3a0071€BaHMIl KULLIEYHNKA
1 ayTOMMMYHHbIX 3a0071eBaHMI1 MTEYeHH

= IPPeKTUBHOCTD, paBHasH TPAAULIMOHHBIM
KOPTHKOCTEpOMAaM, 6€3 CCTEMHbIX MOOOUHbIX

¢ ekToB

u AHbTepHaTI/IBa CUCTEMHbBIM CTeponaam npu 6onesHn
KpOHa, A3BEHHOM KOJIUTE, MUKPOCKOIMNYECKOM KOJIUTE
1 ayTOUMMYHHOM renaTture
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HOCTb KOTOPOI1 €llle MPEACTOUT M3y4aTh, SIB-
JISIeTCsl TIPUMEHEHKE TOITMYECKHUX CTEPOUIOB.
Ha Hamr B3rmisim, ocoOyio aKTyalbHOCTh MX
MPUMEHEHHUS] MOXKET IMOAYEPKHYTh accoLipa-
ust IgG4-CX ¢ IgG4-onocpeaoBaHHBIMU TT10-
PaKeHUSIMU KUILIEUHUKA U TTEYCHMU.

3.7. NporHos

EcrectBeHHoe TeyeHune IgG4-CX noka ocra-
€TCsl HEI0CTAaTOYHO M3YYeHHBIM. [loiarocpou-
HBII ITPOTHO3 TaKxKe He BIIOJTHE siceH. JlaHHbBIe
o ectectBeHHOM TeueHnu I1gG4-CX npoTuBo-
pEUYMBbBI, BO3MOXHO, BBUAY MaJIOro yucjia Ha-
omoneHMil. B ymoMsTHyTOM BEIIIIE KOTOPTE U3
KJIMHUKKA Meiio cpeny 53 maiyeHToB B Teue-
HUE TISITU JIeT Y 4 OTMEUEHO pa3BUTHE LIMPPO3a
U MOPTAJIbHON runepreH3uu. M3 52 nmanueH-
TOB, HaOMOAaBIIMXCS B BenukoOputaHuu
u SlmoHuM, TMPpPo3 pa3BWiICI y 1 B OTCYTCTBUE
naToreHeTU4ecKoro jgeueHus [12, 44].

K HacTosiieMy BpeMeHM OIMHMCAHBI TOJIBKO
onuH ciayvyair XK, pa3BuBiieiicss Ha ¢oHe
1gG4-CX [9], u onuH ciaydyail MeyeHOUYHOM
HemocTtaToyHOCTU. [lociaenHeMy malMeHTy
BBITIOJIHEHA TPAHCIUIAHTALMS TTeueHHu [35].

JNlutepatypa K rnase lll

1. Usamkun B.T., ByeBepoB A.O. Ayronm-
MYHHBI€ 3a00JieBaHUSI TI€YEHU B ITpaKTUKeE
kauHuuucra. M., M-Bectu, 2011: 112 c.

2. Aalberse R.C., Stapel S.O., Schuurmann J.,
Rispens T. Immunoglobulin G4: an odd anti-
body. Clin. Exp. Allergy 2009; 396: 469—477.

3. Alderlieste Y.A., van den Elzen B.D.J.,
Rauws E.A.J., Beuers U. Immunoglobulin
G4-associated cholangitis: one variant of im-
munoglobulin G4-related systemic disease.
Digestion 2009; 79: 220—228.

4. Aoki T., Kubota K., Oka T. et al: Follicu-
lar cholangitis: another cause of benign biliary
stricture. Hepatogastroenterology 2003; 50:
639—642.

5. Bjornsson E., Chari S.T., Smyrk T.C., Lin-
dor K.D. Immunoglobulin G4 associated
cholangitis: description of an emerging clini-
cal entity based on review of literature. Hepa-
tology; 2007; 45: 1547—1554.

6. Boonstra K., Culver E.L., de Buy Wenniger
L.M. et al. Serum IgG4 and IgG1 for distin-
guishing IgG4-associated cholangitis from
primary sclerosing cholangitis. Hepatology
2013; 58: 2045-2055.

7. Chari S.T., Smyrk T.C., Levy M.J. Diag-
nosis of autoimmune pancreatitis: the Mayo
Clinic experience. Clin. Gastoenterol. Hepa-
tol. 2006; 4: 1010—1016.

8. Culver E.L., Chapman R.W. Systematic
review: management options for primary
sclerosing cholangitis and its variant forms —
IgG4-associated cholangitis and overlap with
autoimmune hepatitis. Aliment. Pharmacol.
Ther. 2011; 33: 1273—1291.

9. Douhara A., Mitoro A., Otani E. et al
Cholangiocarcinoma developed in a patient
with IgG4-related disease. World J Gastroin-
test Oncol. 2013; 5: 181—185.

10. Engelmann R., Brandt J., Eggert M. et al.
IgG1 and IgG4 are the predominant subclass-
es among auto-antibodies against two citrulli-
nated antigens in RA. Rheumatology (Oxford)
2008; 47: 1489—1492.

11. Erkelens G.W., Vleggaar EP., Lesterhuis W.
et al. Sclerosing pancreato-cholangitis respon-
sive to steroid therapy. Lancet 1999; 354: 43—44.

12. Ghazale A., Chari S.T., Zhang L. et al:
Immunoglobulin G4-associated cholangitis:
clinical profile and response to therapy. Gas-
troenterology 2008; 134: 706—715.

13. Hirano K., Tada M., Isayama H. et al.
Long-term prognosis of autoimmune pan-
creatitis without and with corticosteroid treat-
ment. Gut 2007; 56: 1719—1724.



100

IgG4-accounmnpoBaHHbIA XONaHrUT

14. Imam M.H., Talwalkar J.A., Lindor K.D.
Secondary sclerosing cholangitis: pathogen-
esis, diagnosis, and management. Clin Liver
Dis. 2013; 17: 269277

15. Itoh S., Nagasaka T., Suzuki K. et al. Lym-
phoplasmacytic sclerosing cholangitis: assess-
ment of clinical, CT, and pathological find-
ings. Clin. Radiol. 2009; 64: 1104—1114.

16. Khosroshahi A., Stone J.H. A clinical
overview of IgG4-related systemic disease.
Curr. Opin. Rheumatol. 2011; 23: 57—66.

17. Koyama R., Imamura T., Okuda C. et al.
Ultrasonographic imaging of bile duct lesions
in autoimmune pancreatitis. Pancreas. 2008;
37:259-264.

18. Laco J. IgG4-related systemic sclerosing
disease: a review. Cesk. Patol. 2010; 46: 82—85.

19. LiJ., Zhao C., Shen Y. Autoimmune chol-
angitis and cholangiocarcinoma. J. Gastroen-
terol Hepatol. 2012; 27: 1783—1789.

20. LiJ., Zhao C.C., Wang X.M. et al. Hepa-
tobiliary and pancreatic: autoimmune cholan-
gitis, pancreatitis and sialadenitis. J. Gastro-
enterol. Hepatol. 2012; 27: 988—996.

21. Manns M.P., Woynarowski M., Kreisel W.,
Lurie Y., Rust C., Zuckerman E. et al. Budes-
onide induces remission more effectively than
prednisone in a controlled trial of patients
with autoimmune hepatitis. Gastroenterol.
2010; 139 (4): 1198-1206.

22. Mendes ED., Jorgensen R., Keach J. et
al. Elevated serum IgG4 concentration in pa-
tients with primary sclerosing cholangitis. Am.
J. Gastroenterol. 2006; 101: 2070—2075.

23. Mihai S., Chiriac M. T., Herrero-Gonza-
lez J.E. IgG4 autoantibodies induce dermal-
epidermal separation. J. Cell Mol. Med. 2007,
11: 1117—1128.

24. Naitoh I., Nakazawa T., Ohara H. et al.
Endoscopic transpapillary intraductal ultra-

sonography and biopsy in the diagnosis of
IgG4-related sclerosing cholangitis. J. Gas-
troenterol 2009; 44: 1147—1155.

25. Nakazawa T., Ando T., Hayashi K. et al.
Diagnostic procedures for 1gG4-related scle-
rosing cholangitis. J Hepatobiliary Pancreat
Sci. 2011; 18: 127—136.

26. Nakazawa T., Naitoh 1., Hayashi K. et al.
Diagnosis of IgG4-related sclerosing cholan-
gitis. World J. Gastroenterol. 2013; 19: 7661—
7670.

27. van der Neut K.M., Schuurman J., Losen
M. et al. Anti-inflammatory activity of hu-
man IgG4 antibodies by dynamic Fab arm ex-
change. Science 2007; 317: 1554—1557.

28. Novotny 1., Dité¢ P, Trna J. et al. Immu-
noglobulin G4-related cholangitis: a variant of
IgG4-related systemic disease. Dig Dis. 2012;
30: 216—219.

29. Ohara H., Okazaki K., Tsubouchi H. et
al. Clinical diagnostic criteria of IgG4-related
sclerosing cholangitis 2012. J. Hepatobil. Pan-
creat. Sci. 2012; 19: 536—542.

30. Okazaki K., Uchida K., Ohana M. et al.
Autoimmune-related pancreatitis is associ-
ated with autoantibodies and a Th1/Th2-type
cellular immune response. Gastroenterology
2000; 118: 573—581.

31. Okazaki K., Uchida K., Ikeura T., Taka-
oka M. Current concept and diagnosis of
IgG4-related disease in the hepato-bilio-
pancreatic system. J. Gastroenterol. 2013;
48:303-314.

32. Rosen C.B., Nagorney D.M. Cholangio-
carcinoma complicating primary sclerosing
cholangitis. Semin. Liver Dis. 1991; 11: 26—30.

33. Sawai H., Matsubayashi H., Sasaki K. et
al. A case of sclerosing cholangitis without
pancreatic involvement thought to be associ-
ated with autoimmunity. Intern. Med. 2011;
50: 433—438.

JNutepartypa k rnase |l

101

34. Smyrk T.C. Pathological features of IgG4-
related sclerosing disease. Curr. Opin. Rheu-
matol. 2011; 23: 74—79.

35. Stathopoulos G., Nourmand A.D., Black-
stone M. et al. Rapidly progressive sclerosing
cholangitis following surgical treatment of
pancreatic pseudotumor. J. Clin. Gastroen-
terol. 1995; 21: 141—148.

36. Takuma K., Kamisawa T., Igarashi Y. Au-
toimmune pancreatitis and IgG4-related scle-
rosing cholangitis. Curr. Opin. Rheumatol.
2011; 23: 80—87.

37. Tanaka A., Tazuma S., Okazaki K. et al.
Nationwide survey for primary sclerosing
cholangitis and IgG4-related sclerosing chol-
angitis in Japan. J. Hepatobiliary Pancreat.
Sci. 2014; 21: 43-50.

38. Topazian M., Witzig T.E., Smyrk T.C. et
al. Rituximab therapy for refractory biliary
strictures in immunoglobulin G4-associated

cholangitis. Clin. Gastroenterol. Hepatol.
2008; 6: 364—366.

39. Umemura T., Zen Y., Hamano H. et al.
Clinical significance of immunoglobulin G4-
associated autoimmune hepatitis. J Gastroen-
terol. 2011; 46: 48—45.

40. Webster G.J.M., Pereira S.P., Chapman
R.W. Autoimmune pancreatitis/IgG4-associat-
ed sclerosing cholangitis — overlapping of sepa-
rate diseases? J. Hepatol. 2009; 51: 398—402.

41. Zen Y., Grammatikopoulos T., Heneghan
M. et al. Sclerosing cholangitis with granulo-
cytic epithelial lesion: a benign form of scle-
rosing cholangiopathy. Am J. Surg. Pathol.
2012; 36: 1555—1561.

42. Zen Y., Ishikawa A., Ogiso S. et al. Fol-
licular cholangitis and pancreatitis—clinico-
pathological features and differential diagnosis
of an under-recognized entity. Histopathology
2012; 60: 261—269.

43. Zen Y., Nakanuma Y. Pathogenesis of
IgG4-related disease. Curr. Opin. Rheumatol.
2011;23: 114—118.

44. Zen Y., Nakanuma Y., Portmann B. Im-
munoglobulin G4-related sclerosing cholan-
gitis: pathologic features and histologic mim-
ics. Semin. Diagn. Pathol. 2012; 29: 205-211.

45. Zhang L.L., Abraham S.C., Leung S. et al.
IgG4+ plasma cell infiltrates in liver explantes
with primary sclerosing cholangitis. Modern.
Pathol. 2009; 22: 1480—1484.

46. Zhang L., Smyrk T.C. Autoimmune pan-
creatitis and IgG4-related systemic diseases //
Int. J. Clin. Exp. Pathol. 2010; 25: 491-504.



lMepepoBbieVicchegoBaHns B obnacTtu
racTpo3HTeposIoruy 1 rernatosiorum

Ha npasax peknambl

lMonocte pTa
lMe4eHb

IMepBuU4HbIN GUNMAPHBIA LUPPO3

BynecoHnpa pacTsop A1 NoJI0CKaHUs
(cTepou MecTHOro AevictBus)

BynecoHng Kancysnbl
(cTepous MecTHOro fevicTBus

HoBoe noka3zaHue - HoBasi B KoM6uHaumu ¢ YAXK)
raneHoBas popma HoBoe noka3saHue
®dasza lll ®Paszalll
lMuiweso

w A IMepBuUY4HbIA

CKJIEpO3MPYIOLLNI XONAHTUT

Hop-ypcoae3okcuxonesas
Kucnota (kenyHas Kucnora)
Hosas raneHoBas ¢popma -
HOBOE rokasaHue

Qaszall

Bsi3kuvi nepopasibHbivi 6yaecoHns
(cTepou MeCTHOro AevicTBusi)
HoBoe noka3aHue - HoBasi |

I

raneHoBas popma
®aza ll

HeankoronbHbivi cTeaTorenatut

Hop-ypcoae3okcuxonesasi
Kucnora (KenyHas KucioTa)

maumv Ha HoBas raneHoBas ¢popma -
vndoP v HoBoOe rokasaHue
nowe o
Bo lt”als 2 Qaszall

lNopTanbHas runepreH3ns

Ynenapun

(MHrMbuTop pocdoamscrepassi 5)
Hosas raneHoBas ¢popma -
HOBOe roKka3aHne

KMLueLnrngK \ ®azall \

SI3BeHHbIV KONUT JlumepounTapHbINA KONUT

docpaTuannxonmH
(¢pocponunug cnnzucrori ob6@noyuku)
HoBasi monekyna

bynecoHnpa rpaHynbi
(cTepou MecTHoro [evictBus)
HoBoe noka3saHune

®asa lll ®asa il
I

S3BeHHbIV KONUT Llennaxun]

bynecoHnna kancynbi ZED 1227

(MHrMGUTOP TPaHCIIIOTaMUHA3bI)
HoBoe rnoka3saHue - HoBas
raneHoBasl popma

(cTepou MecTHOro AevictBus)
HoBas raneHoBas ¢popma
€ BbICBOOOXAEeHNeM B ToNcTOV KnLLKe

lOKNTMHNYEeCKUe UccrefoBaHNs
Qazal J,-' A 2 i A
BonesHb KpoHa Anapes nyTeLu1echeHHuKos
|
Tridiruris su‘;s ova g/ Pupammuny
(AviLa X1bICTOBMKA CBUHOIO) y e ’(.”":0;‘: 36C2P;5“Pgem';” :HTVlﬁVlOTMK)
HoBbiv 6ronornyecknij areHt 1 BOE [10K: ; HHe - HoBas .
@aszall raneHoBas ¢hopma ¢ BbIcBO6OXX-
¥ A€H1eM B TONICTOM KuLLKe
M. j'l BbonesHb KpoHa lMpokTur AvisepTukynut daza lll ‘-h
Or. Fak Pharma GmoH | 1| bynecoHug rpaHynbi bypnecounp cynnosutopun  PugpammumnH
L b 5
BEE o oo Vs ' (cTepoug mecTHoro aevicteus) (crepous MeCTHoro Aevicteus) (mnoxo abcopbupyempivi aHTM6MOTMK)
. e \ HoBoe nokaszaHvne Hosas raneHoBas ¢popma HoBsoe noka3saHue - HoBasi rajleHoBas popma
T — A B
e o A, DML ®azall C BbICBOGOXAEHNEM B TOJICTON KHLLKe

Ten./chakc: +7 (495) 933-9904
Eoma o lkoharo. et M Sk prarTa l l ‘ ®aszall

IgG4-accouumnpoBaHHoOe
nopa)xeHue apyrmx opraHoB




104

IgG4-accoummpoBaHHbIA XonaHruT

B nmaHHOIi rj1aBe Mbl PEIIMJIM MPEACTABUTh
YUTATEJIIO ONIMCAHUE TOJbKO HEKOTOPBIX J10-
kanuzanuit I1gG4-Ab, moxazaBiiuxcsi Ham
aKTyaJIbHBIMU, JIEMOHCTPUPYIOIIUMU TeM
HE MeHee IMMPOTY JIOKAIM3allnil TMTOTESHIIN-
aJIbHOTO MOpaXeHUsl MpU JaHHOM 3aboJie-
BaHUMU.

4.1. lgG4-onocpepoBaHHOe
nopaxeHue K1UWeYHUKa

Xotss wuHbuasrpauus [gG4-no3uTUBHBIMU
TJIa3MaTUYECKUMU KJIIE€TKAMU CIIM3UCTOMN TOJI-
CTOI KUIIKW omucaHa y narueHToB ¢ AUII,
JIO HACTOSIIIIETO BPEMEHU OCTAETCSI HESICHBIM,
cymiectByeT au  IgG4-TIO3UTUBHBIN  KOIUT
B KAauyeCcTBE CAMOCTOSITEJIbHOW HO30JIOTUYE-
CcKOlt (hOPMBI.

B 10 BpeMsa kak pacripocTpaHeHHOCTh B3K
B obuieit momnyasunu cocrasiaser 0,4% —
0,5%, K. Ravi u coaBrops! cpeau 71 manu-
eHta ¢ AUII B 5,6% crnyyaeB AMarHoCTUPO-
Banu SIK [43]. 13 85 60abHbIX AWTI B npyroit
rpynrne HaomoneHust [gG4-nmo3uTUBHBIN KO-
JIAT OBbUI BBISIBJICH Y 2 yesioBek (2,4%) [25].

IgG4-no3utuBHbIe MauueHThl ¢ SAK He nme-
OT NPUHIUITHAIBLHBIX OTIMYUIA 10 II0JI0-
BO3PACTHBIM XapaKTepUCTUKAM, ITPOTSKEH-
HOCTH TIOPaXXEHUS KUIIKW, KIMHUYCCKOM
1 DHIOCKOIMYECKON TSIKECTU BOCIAJICHMSI.
BmecTe ¢ TeM oTMeuaeTcs TeHAEHLMS K 00-
Jiee BBICOKOW aKTMBHOCTHM 3a00JieBaHUS IO
cpaBHeHUIO ¢ IgG4-HeraTMBHBIM KOJIMTOM,
Mpu 3TOM 0Oo0Jiee BBIpaKEHHOE BOCTIAJIEHUE
ACCOLMMPYETCI C MACCUBHOM TKAHEBOW WH-
¢dunbrpanueit 1gG4-1o3UTUBHBIMM TIa3Ma-
TUYECKUMU KJIeTKamu (puc. 4.1) [25].

Ocraetrcsa HesicHBIM, MoxeT au IgG4-
aCCOIMMUPOBAHHBIN KOJMUT OBITH HM30JUPO-
BaHHBIM 3a0osieBaHueM JMOO OH Bcerma
couetaercsi ¢ AWII. BriosHe BO3MOXKHO,
YTO OTCYTCTBUE MMMYHOTMCTOXUMMYECKO-

ro okpamuBaHus Ha IgG4 B Habope craH-
JMApTHBIX TUArHOCTMYECKUX METOIUK IIpU
B3K  oOycnoBiuBaeT  TMIIOAMATHOCTUKY
IgG4-accouumpoBaHHOIO KOJIUTA.

NO3UMUBHbIMU NAA3MAMUMECKUMU KAeMKAMU CAU-
3UCMOI MOACMOI KUWKU Y NAUUEHMA ¢ S36eHHbIM
KOAUMOM (UMMYHOSUCIOXUMUYECKOe OKPAUUBaHue,
y68. X 400) (uz G. Kuwata u coasm., 2014 e. [25])

B

Pucynox 4.2. 1gG4-accouuuposannoe nopajiceHue
opbumel y 72-nemueeo mysucuunsl. (a) Habyxanue
eéex KT. Jlsycmoponnee ygeauuerue cAe3HbIX JHcenes3
(6), 1€60CMOPOHHSAS 2UNEPNAA3US OKOAOAAZHUMHBIX
MbLUY, UHDUABMPAMbL 6 peulem4amoil U GepxHe-
yenrocmuoil nazyxax (8). (uz T. Kubota u coasm.,
2012e. [23])

4.2. |gG4-accoummnpoBaHHOE NopaxeHue rnas
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Jleuenne npenycmatpuBaeT HazHaueHue KC
B ctaHmaptHbeix mis SAK mgosupoBkax. Onu-
caHa peaykuus nposieieHuii AUIT nipu co-
XpaHSIOLIECss aKTUBHOCTM KOJUTA, 4YTO
MOCJIYXXWJIO OCHOBaHUEM JUIsl 10OaBJIEHUST K
Tepanuy a3aTUOINPUHA C XOPOIIUM 3 deK-
TOM. B OTHe/NBbHBIX Cilydasx Mpy IMPOrpeccu-
pYIOILIEM MaHKOJUTE BO3HUKACT HEOOXOMM-
MOCTb BBITIOJIHEHUSI KOJIDKTOMMU [25].

4.2. lgG4-accouumupoBaHHoe
nopaxeHue rnas

ITopaxxeHue TKaHeW IJla3a BIIEpBble ObLIO
ONMMCaHO B paMkax 0Oone3Hu Mukynauua
U CYIIECTBEHHO I103Xe OTHECEHO K TpyIIe
IgG4-omnocpenoBanHbIX Oone3Heil  (ob1ee
HazBaHue — IgG4-accouuupoBaHHoe OG-
TaJIbMOJIOTHYECKOe 3aboieBanue). CpemHuin
BO3pacT MALMEHTOB C TOKYMEHTUPOBAHHBIM
IgG4-omocpenoBaHHBIM  TTOPAXXEHUEM Op-
outel — 59 ser (ot 30 go 86 yer), ¢ COOTHO-
IIEHUEM MYXYUHBI/X)eHIIuHbI 1:1 [23, 40].
OpHako mjist OwiaTepalbHBIX W3MEHEHU
CJIE3HBbIX XeJie3 B paMKax 0osie3Hu MUKy-
mya mocieaHee cocrtabiseT 1:3. Hepenxo
MMEIOTCSl aHaMHECTUYeCK1e yKa3aHUsl Ha aJl-
JIEPTUYECKYIO TIaTOJIOTHIO, TaKylo KaK OpOH-
XHaJbHast aCTMa 1 BA30OMOTOPHBI PUHUT.

KiauHunueckue TposiBeHUs] BKJIIOYAIOT Ha-
OyxaHue BeK U MponTo3 (puc. 4.2), mpu 3ToM
MPU3HAKW BOCIAJIEHUSI W O0Jib B 00JaCTH
[JIA3HUILIBI BbIPAXKEHBI CJIA00 WJIM OTCYTCTBY-
10T BoBce. OTMeuaeTcs1 HaOyXaHue OKpYyXKa-
JOIIMX TJIA3HMILY JIMIEBBIX MBIIII, OTHAKO
NBVXKEHUSI [JIA3HOTO $10JI0KA OrpaHUYeHbI
He3HauuTebHO. HapyieHus: 3peHust yarie
OTCYTCTBYIOT, XOTsS MOXET HaOII0aaThCs
nurutonusi. Y TAalMeHTOB C OpOUTAIbHBIM
IgG4-onocpenoBaHHbBIM BOCTaJieHUEM Op-
OUTBI U3 COYETAHHOM ITATOJIOIMU Yallle BCETO
OTMEUaeTcsl TopaxkeHre MOTHIKHEUYETIOCT-
HbIX Xxene3 (29%), nauMbaTUYeCKUX Y3JI0B

(14%), ITXK (5%) u xxeauHbIx IpoTOKOB (5%).
OrnucaHbl TaKXXe COOTBETCTBYIOLIME MAaTOO-
TUYECKUE U3MEHEHUS IUTOBUIHOMN XKee3bl,
rurou3a, MPUIATOIHBIX Ta3yx Hoca [15].

MeTtonp! BU3yanu3alny MO3BOJSIIOT BBISIBUTh
WHOWIBTPATHl B OKPYXKAMOIIMX TJIa3 TKaHSX,
B TOM YUCJIC B CJIE3HBIX KeJie3axX, OKOJIOTIa3-

B

Pucynox 4.3. 1gG4-onocpedosannoe nopaxcenue op-
oumol (T. Kubota u coaem., 2012 e. [23])

A — Cnesnas acenesza. Caesa. Jlumgpouonas eunep-
nAasus ¢ NAG3MAMUYECKUMU KACMKAMU 6 UH-
urbmpame  (eemamoxcuaun-303un, x  200).
Cnpasa esepxy. Jlumgonarasmouyumapuas uH@puab-
mpayus (eemamoxcuaun-303un, x 400). Cnpasa
6HU3Y. HMMYHOUCMOXUMUYECKOe OKPAWUBAHUEe HA
1gG4-nozumueHsie naazmamuyeckue KAemKu.

b — Pewemuamuviii cunyc. Caesa. Jlumgponnasmo-
YyumapHas uHQUALMpayus (2eMamoKCUlIUH U 303uH,
x 200). Cnpasa. HmmyHocucmoxumu1eckoe okpa-
wusanue na 1gG4-nosumuenvie naazmamuueckue
KaemKu.



106

IgG4-accounmnpoBaHHbIA XONaHrUT

HUYHBIX MBILILAX, TOIOPOUTAIbHBIX HEpBaX,
000JIOUKE 3pPUTEILHOTO HEPBA, CIE3HOM MEILI-
Ke ¥ JaXe B MeLIeprucToOM cuHyce [46].

JlabopaTopHble HCClIeIOBaHUS  BBISIBJISIIOT
TUIIEPraMMarioOyJIMHEMUAIO U TOBBIIIEHUE
cbIBOpoTOouHbIX ypoBHel 1gG4 u IgE, xota y
OTJEC/IbHBIX MAlMEHTOB, HAIIPOTUB, HabIOAa-
eTcsl, moHkeHHas1 KoHueHTpauus IgE. Ilo-
BoiieHUe IgG4 B CHIBOPOTKE acCOLIMUPYETCS
C MOBBIIIEHUEM KOHIIEHTPAH PACTBOPUMBIX
peuenrtopos K IL-2 [15].

Tucronornyeckass KapThHa XapaKTepU3yeT-
¢ IUM@OTUIa3MOLUTAPHON WHGMUIBTPALI-
el pa3HOI CTENeHU BBIPAXEHHOCTU, WHOTIA
¢ obpazoBaHueM JUMGbOUIHBIX (HOJLTHUKYIIOB,
a TaKXe CKJIepOTUYECKUMU W3MEHEHUSIMU
[23, 46] (puc. 4.3). OmnucaHbl TaKKe 303U-
HOGUIbHbIE WHOWIBTPAThl. TUMWUYHBIA U1
npyrux IgG4-acconmupoBaHHBIX  0OJe3HEN
obsMTepupytolnit haeduT Hab o aeTCs pe-
k0. [1Ipy UMMYHOTHCTOXUMUYECKOM OKpaIlln-
BaHUM oOHapyxuBaioTcs [gG4-mo3uTuBHbBIE
TUIa3MaTUYeCKUE KIIETKHU.

HNuddepeHInanbHyl0 IUATHOCTUKY CIIEAy-
€T TIPOBOAUTH C TaKWMH 3a00JIeBaHUSIMU,
KaK MIMOMATUYECKOe BOCIaJieHHue Opou-
Thl, WAUOIATUYECKUIA OpPOUTAJIbHBIM MUO-
3uT, B-kneTounast numdoma MapruHaIbHON
30HbI, ANCA-onocpefoBaHHbIE CUCTEM-
HBIE BacKyIuTHI (TpaHysiemaTto3 Berenepa,
cuaapoM Yapmk—Crpocca u 1p.), peakKTUB-
Hasg jguMmdpounaHas runepruiasus 6e3 IgG4-
TMO3UTUBHBIX TJIa3MaTUYECKUX KIETOK.

B kawectBe MeromoB JeuyeHus1 1gG4-
OIOCPEIOBAHHOIO MMOPAXEHUsT OPOUTHI Mpe-
JoxeHbl cuctemMHbie KC, nmydyeBas Tepamnust
u putykcumabo [15, 23, 40]. Kak npaBuiio, a1
0OJIbHBIE XOPOIIIO OTBEYAIOT Ha IMPETHU30JIO0H,
HO BO3MOXHBI PELMAMBHI MOCJE 3aBePILICHUS
Kypca. YuuTtbiBasi HEOOJIbIIOE YMCI0 HAOJI0-
JNEHUI, OlIeHKa OTAaJECHHbBIX PEe3y/IbTaTOB 3a-
TpyIHUTEIbHA. B CBSI3U ¢ 3TUM mpemioxeH

METOJI JUIUTEJIbHON Tepanuy MpeIHU30J0HOM
5—10 Mr B ieHb B KOMOWHALIMU C a3aTUOIPH-
HOM [68]. B pedpakTepHbIX clydasx Leieco-
00pa3HO Ha3HaueHue puTykcumaoa [18].

4.3. IlgG4-accouumpoBaHHoOe
nopaxeHue rnoyexk

IgG4-acconunpoBaHHass ~ 00Jie3Hb  MOYEK
MpeCTaBlicHa TaTOJOTMYECKUMU HM3MEHe-
HMSIMU TIapEHXMMBI U JIoXaHOK. [lopaxeHue
IOYCYHOM TapeHXMMbI IIPOTEKAaeT B ABYX
dopmax — IgG4-accounmpoBaHHBIN TyOyJIO-
WHTePCTULIMAIBHBIA He(PUT M MeMOpaHO3-
HBII TIIOMEPYJIOHEe(PUT; TTOCICTHII BapUaHT
HaOoaaeTcst BecbMa penko. [TopaxkeHue Jo-
XaHKU TIOYeK JOKYMEHTUpoBaHO Kak IgG4-
ACCOLIMMPOBAHHBIN MTUEIINT.

ITepBbiM nposiBneHuem IgG4-accomnpoBaH-
HOro He(dpuTa HEpemKo BBICTYIIAeT OCTpasi
WA XPOHMYECKas TIPOrpeccupyromias Io-
yeyHasgd HeOOCTaTOYHOCTb. Y HEKOTOPBIX
MalMeHTOB TIOBOJAOM JUISI  0OCJIemOoBaHUS
CITY>XKUT TTPOTEUHYPHUSI, THOT/IA CO BCEMU MPH-
3HaKaMu HedpoTtuueckoro cuHapoma. IgG4-
aCCOLMMPOBAHHBIN MUEJIUT OOBIYHO 1e0I0TH -
pYeT KIIMHUYECKOM KapTUHOM IreaoHedpuTa
[24]. B moxaBnsitolieM OOTBIIMHCTBE CITy4aeB
(> 80%) swisBAsIIOTCS Te Wi uHble 1gG4-
OIOCPEIOBAHHBIC OPTaHHBIE TTOPAXKEHUSI.

JlabopaTtopHble M3MEHEHMSsT TpeACcCTaBIeHbI
MOBBILLIEHWEM OOILIETO YPOBHS Y-TJI00YJIMHOB,
IgG wm IgG4. IMpubnausurensHo B 1/3 cay-
yaeB OTMEYaeTcsl 303MHOPUINS B Tepude-
puyeckoit KpoBu. boiee 4em y IOJOBHHEI
OOJIBHBIX BBEISBIISICTCS TUIIOKOMITJICMEHTE-
MUSI C TIPEMMYIIIECTBEHHBIM CHIDKeHreM C3
u/unu C4. Bo3MOXHO MOSIBJIEHUE ayTOAHTH -
TeJ (K KOMIIOHEHTaM siipa, K MUEJIOTIEPOKCH -
J1a3e), OOBIYHO TPAH3UTOPHOE U B HEBBICOKUX
tuTpax. B aHanu3e mMoum obOpaiaet Ha ceds
BHUMAaHNE TIPOTCUHYPHUs, MHOTJA B cOYeTa-
HUM ¢ reMatypueii [41, 69].

4.3. IgG4-accoummnpoBaHHOE NOpaxeHne nerkmx
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JlyyeBble METOABI MUATHOCTUKU BBISIBJISIIOT
IBYCTOPOHHEE YBEJIIMUCHUE ITOYEeK, MHOXKE-
CTBEHHbIC OYaroBbIC WJIM OIYXOJIETIOTOOHBIE
usMeHeHus1. [Ipy OIHOCTOPOHHEM IOpaXxe-
HUU HaJeXHOE WCKIIOYeHUE OITyXOJIu He-
PEIKO BO3MOXKHO TOJIBKO ITOCJIE BHIMTOTHEHMS
He@PIKTOMUMN.

Knuanyeckue, mabopaTOpHBIE U HWHCTPY-
MEHTaJIbHbIE JIMArHOCTUYECKHE IPU3HAKKU
TyOyJOMHTEPCTUIINATBHOTO HeDpUTa U MEM-
OpaHO3HOTO TJIOMEpyJIoHe(pUTa CXOIHBI
MeXay coboli, Oosiee Toro, oba BapuaHTa
MOpakeHUsT II0YeK MOTYT coueratbes [3].
HokyMeHTUpoBaH ciaydyail couetanust I1gG4-
OIOCPEAOBAHHOIO  TYOYJIOMHTEPCTULIMATb-
HOTO HedpHuTa, MEMOPAHO3HOTO TJIOMEPYJIO-
HedpuTa, TPOMOOITUTONIEHNIECKOM ITyPITYpPhI
n AUTI y 80-netHero nauueHTa [34].

IIpu rUCTOIOrMYECKOM UCCIIEA0BAHUM OTME-
YaloTcs TpU3HAKU TUDOGY3HOTO WA MYJIETH-
(OKaTBHOIO TYOYJIOMHTEPCTUIIMAIBLHOIO He-
dputa ¢ uHGUIBTpaLKEl I1a3MaTHYECKIUMUI
KJIeTKaMM, MOHOHYKJIcapaMd M 303MHOpU-
namu. Yame nomuHupytor aud@ys3Hbe (pu-
OpOBOCITATIUTEIIEHBIE M3MEHEHMST C TYOYIISIp-
HOIt aTpodueit, XOTs1 COOTHoLIeHUe (rdpo3a
U BOCIHaJIeHUsI Bapuabe/IbHO Yy Pa3HbIX IallM-
€HTOB.

C ompe/ieieHHOM CTeTIEHbIO TOTYIIEHUS pa3-

JIMYAIOT 3 TUIIA 'MCTOJOTMYECKOM KapTUHbI

[41] (puc. 4.4):

* TUN A — OCTPBIIf MHTePCTUIINATBHBIN He-
¢GpuUT ¢ MUHUMAaNIbHBIM (PUOPO30M,

* TuI B — uHTepcTULIMAIBHOE BOCTIAIEHIE
¢ nudby3HbIM HUOPO30M,

o tun C — JOMUHUPYIONINIT HGUOPO3 ¢ MU-
HUMAaJIbHBIM BOCTIAJICHHUEM.

ITpu IgG4-accoumnpoBaHHOM TYOYJIOUHTEP-
CTULIMAJIBHOM HepuTe KIyOOUKU BBITJISISAT
HEU3MEHEHHBIMU JINOO XapaKTepU3YIOTCS
MUHUMaJTbHOI Tiposnudepaleii Me3aHTUs.
NmMmyHODII00OpECLIEeHTHOE HCCIeIOBaHUE Y

Pucynox 4.4. Tunuunas eucmonoeuueckas Kapmuna
IgG4-accoyuuposannoco  mybysounmepcmuyuanb-
Hoeo Heghppuma (u3 Y. Raissian 2011 e. [41]).

A — Jugpgysusie decmpykmugHnsie @uopogocnanu-
menvHble USMEHeHUs: ¢ OCIAMOYHbIMU MYOYAIPHbIMU
cmpykmypamu. [lepuenomepyasipuotii pubpos u eno-
Mmepynocknepo3 (Jones-methenamine silver, x 200).

b — HUumepcmuyuanvrolii uHgpussmpam u3 MoHo-
HYKAeapos, NAa3Mamu1ecKux KAemox U eOUHUUHbIX
203UHOQUN08 (OKPACKA 2eMAMOKCUAUHOM U 303U-
HoM, y8. X 400).

B — Tybyaspnas ummynogaropecuyenyus IgG ¢ pac-
npocmpanenuem Ha kancyay boymena (IgG-FITC,
8. x 200).

I'— Ummyrnoeucmoxumuueckoe oxkpawusarue Ha 1gG4
evlaaem Oonvuioe Koauwecmeo 1gG4-nosumueHvix
naazmamuyeckux kaemox (ye. x 200).

J — Dnexmponnas MUKpockonus nosgoasiem 0OHa-
DYaCUmMs ymoaujeHue myOoyasipHoil Memopansl u oe-
no3umbl UMMYHHBIX KOMHAeKkcos (V8. X 5800).

E — Amopgroie myoyasapuvie denozumsi (ye. x 9700).
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HEKOTOPBIX MAallMEHTOB IO3BOJISICT BBISIBUTH
JEIIO3UThl MMMYHHBIX KOMILIEKCOB, COIEp-
xkanue IgG, C3, k- u A-JIerkue Lemnu UMMY-
HOTJIOOYTMHOB.  MIMMyHOTMCTOXMMHWYECKU
onpenensiorcs: [gG4-no3uTUBHBIE T1a3Ma-
TUYECKME KJICTKW. TuIMuyHash sl TepBUY-
HOro MeMOpaHO3HOro TJoMepyJoHeppUTa
MMMYHOTHMCTOXMMHUYECKAs OKpackKa Ha pe-
menTop K dochonumnaze A2 gaet OTpuIIaTeb-
HBII pe3ysbrar [3].

HuddepeHnanbHasl IUATHOCTUKA IIPOBO-
IUATCS C IPYTUMH BapMaHTaMU TYOYJIOMHTEP-
CTUIIMAJIBHOTO HedpuTa U HeppuTa B paMKax
CUCTEeMHBIX 3a00JIeBaHUN COEAUHUTEIbHOMN
TKaHU, XOTs PsiiI aBTOPOB ITOJYEPKMBAIOT,
4TO HaJW4Me APYTO MMMYHOOMOCPEIOBAaH-
HOIl TIaTOJIOTMM He 00s13aTeJIbHO MCKITIoYa-
et IgG4-Ab. OmHOCTOpOHHEE THOpakeHUe
BBIBOIUT Ha MEPBBIA IUJIaH HEOOXOAUMOCTH
nuddepeHIIMPpOBaHUs € OIMyXOJbIO TMOYKHU
WVJIU TIOYEYHOM ToxaHKu [41].

CBegeHust o npumeHeHun KC  npu
IgG4-accounupoBaHHO  OOJIE3HU  TO-
YyeK orpaHuyeHbl. B cepusx HaGmoaeHuUi
OTMEUYEHO CHIKEHWE W3HAYaJbHO IIOBbBI-
IIEHHOTO YPOBHSI CHIBOPOTOYHOTO KpeaTH-
HUHaA Ha (oHEe Ha3HAUYEHMSs MPEeJHU30JOHA
B TeueHue 1 Mecsua [45]. Ilpu HemocTa-
TOYHON 3(PPEKTUBHOCTU PEKOMEHAYETCS
KoMOMHanus ¢ MmodeTnsia MUKO(EHOIATOM.
IMpenmosnaraioT, YTO CHUKEHUE CHIBOPOTOU-
HOU KOHIIEHTpalluM KpeaTMHWHa Ha (oHe
CTepOUIHON Tepanmuu MOXET OTpaxaTbh TEH-
JEeHLMIO K JU3UCy (UOPOBOCIIATIMTEIbHBIX
M3MEHEHMI MOYEeYHOI mapeHXUMHI [41].

JloJIrocpoYHbIi  MPOrHO3  HE  BIIOJIHE
gceH. OmmcaH ciydaii HeneueHoro IgG4-
aCCOIMMIPOBAHHOTO MEMOPAHO3HOTO TJIOMEPY-
JIoHe(hpUTa, TUATHOCTUPOBAHHOTO Ha CTaIvU
TEPMUHAIBHON TIOYEYHOW HEIOCTaTOYHOCTH,
I10 TIOBO/IY Yero ObLla BBITOJHEHA TPAHCILIAH-
Talusl MOYKU C PELUIMBOM OOJIE3HU B TPAHC-
rutaHTare yepe3 12 ner [3].

4.3. IlgG4-accouumpoBaHHoOe
nopaxeHue nerkux

[Mamuentsr ¢ IgG4-accounupoBaHHoOl 00-
JIE3HBIO JIETKUX Yallle BCETO MPEIbSIBIISTIOT HE-
crienryecKre Xajao0bl Ha CyXOl Kallleib
u onpIKy. Hepenko 6one3ns manudectupy-
0T KIMHUYECKVUMU CUMITTOMAMU JIBIXaTeb-
HOIl HemoctarouHoctu. [lpu ayckymbranmu

A B

Pucynox 4.5. 1gG4-accoyuuposannoe nopasicerue
saeekux. Ouaeosas gopma (K. Hirano u coasm.,
2006 2. [13])

A — Ha penmeenoepamme epyoHoll Kaemku 6 cpedHel
done npaeoeo neckoeo GUOHA UHDUABIMPAMUBHAS MEHD.

b — Tenw noanocmoro pedyyuposanacs nocae npose-
0eHH020 Kypca AeueHus nPeoOHU3010HOM.

(22

Pucynox 4.6. IgG4-accouyuuposannoe nopasicerue
speekux. Juggysnas gopma (Kamisawa T.u coasm.,
2005 [17])

A — Jlemoncmpupyromes MHOdMCeCmeeHHble MeHU
u sYeucmas cMpykmypa o60ux neekux, KapmuHa Ha-
nomunaem uduonamuyeckuil puopos.

b — IlosmopHoe uccaedosanue nocae Kypca Kop-
MUKOCMepoudos — ommeuaemcs NOAOHCUMENbHAS
JuHamuka.
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Pucynok 4.7. Tucmonoeuueckas kapmuna IgG4-onocpedosarnnoeo nopaicenus aeekux u naeepul (uz 1. H. Choi,
2014 c.[8])

A — Ckanuposartoe uzodpaxcenue ymoaueHus nieepst u cyoniespanbHoco gpuoposa.

(b-1, E, 2K) — Hupurvmpam, cocmoawuii npeumyuiecmeeHHo u3 AUmMpoyumos u naasmamu4eckux Kaemox
Ha oHe evipadiceHH020 Gubpoza. B nekomopbix noasx — XaomuuHo pacnonodiceHHble eUSAHMCKUe KAemKu
(b, B, E, 2K — okp. eemamokcuaurom u 303urom; I', JI — oxp. na anacmun; I'x 12.5; /1 x 40; Ex 100; b x 200;
B,3, U x 400).

J — Menkue kpogsubie cocyobl, UHUABMPUPOBAHHbIE AUMPONAAZMOUUMAPHBIMU INeMeHMAaMU 6e3 ubpuHo-
UOH020 HEKPO3a U SPAHYAEM.

3, H — Ummynoeucmoxumuueckoe okpawuganue na IgG4-nosumusnoie naasmamuyeckue Kiemxu.
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Ha (oHe ociabjeHUs IbIXaTeJIbHbIX IIIYMOB
OTMEUAalOT OWIaTepalibHYyI0  KPEMUTALIMIO
Ha BIOXE B HIDKHUX OTAejaX JIerkux [8, 66].

ConyrctBytomue IgG4-accolmnupoBaHHbIE
3a00s1eBaHUsI 00bIYHO TipenactaBiaeHbl AUII.
BMecte ¢ TeM JDOKYMEHTMpPOBaHBI CIydan
M30JIMPOBAHHOTO MOPAKEHUST JIETKUX [66].

JlaGopaTtopHble U3MEHEHUS XapaKTepU3YIOT-
¢S TIOBBILIEHHBIM YPOBHEM CHIBOPOTOYHOTO
IgG u IgG4, uHorna B cOYeTaHUU C S03UHO-
¢unmeit. OOHApYKMBAIOTCA ayTOaHTUTEA,
MPEUMYIIIECTBEHHO aHTUHYyKIeapHble. CHU-
JKaeTcsl ypoBeHb KoMruieMeHTa 3a cueT C3
n C4 KoMmoHEHTOB. MOXHO OOHapyXXUTh
nosbiteHne KL-6 (Krebs von den Lungen) —
CepOIOTMYECKOTr0 MapKepa akKTMBHOCTHU (bH-
6po3a B jerkux [50].

DyHKIIMsI BHEIIHETO AbIXaHUsT HApYILIAeTCsI 110
peCTPUKTUBHOMY TuIly. MI3MeHeH s B JIETKUX
[0 JAHHBIM JIy4€BBIX METOHOB HAIIOMUHAIOT
MHTEPCTULIMAIbHYIO MMHeBMOHMIO. Ha peHT-
reHorpaMMe IpyIHOiM KJIETKU MOIYT ObITh 00-
HapyXeHbI CTOMKHUE WIX MUTPUPYIOLIUE TEHHU,
MOCTOSIHHbIE WJIM 3IM30IMYECKM CIIOHTAHHO
peayLUpyIOLIMecs, HAaTOMUHAIOLLINE PELIUIN-
BUPYIOLIYIO ITHEBMOHUIO MPU OOJUTEPUPYIO-
meM oponxuonure (puc. 4.5). Ha KT rpynHoit
KJIeTKM MOTYT BCTPEYATHCSI «CTePThIe» TCHU
C STYEUCTOIM CTPYKTYpPOM B OTHOM WJIM OOOMX
serkux (puc. 4.6). B uenom KT-kaptuna cxom-
Ha ¢ TaKOBOI TIPY MaMONaTU4YecKoM (puodpose
snerkux [17]. OnmcaH ciaydaii ¢ JTOMUHUPYIO-
LIMMU U3MEHEHUSIMU TIEBPbI, MUMUKPUPYIO-
IIMMU TIOJ, Me30Te oMy [8].

Topakockomnuyeckasi OUOTICUS UJIU KpaeBast
pe3eKIus JIETKOro — 00sI3aTe/IbHbI METO.I
11 Bepudukanuu auarHosa. Ictosoru-
YeCKMe U3MEHEHHUS B JIETKUX XapaKTepusy-
IOTCSI IPM3HAKAMU BBIPAa>KEHHOTO BEHYJIUTA
¢ MepMBACKYJISIPHON JMMMOIIa3MOLIUTap-
HOW MHGWIbTpallMeil MHTEPCTULIMSI, Ha-
JuyveM Oosapiioro kohauvyectBa 1gG4-

MO3UTUBHBIX  IUIa3MaTUYECKUX  KJIETOK
B MH@uibTpate. B 1MTONIOTMYECKOM aHa-
JIM3e OPOHXO0AbBEOJISIPHOIO JIaBaxka MOXK-
HO BBISIBUTH 0OJIbIIOE KOJMYECTBO MAKpO-
¢daroB u TUMGOLUMUTOB MMPU OTHOCUTEIHHO
MEHBIIIel TIPeACTaBIEHHOCTH HEUTpOohU-
J10B (20% oT uucia JeHKOLUTOB), IIPU 3TOM
10 90% Bcex AMM@OLIMTOB COCTABIISIIOT
T-knerku (puc. 4.7) [8, 58, 66].

r

Pucynox 4.8. Jlannvie nyuesvix memodoe duaeHoc-
muku npu  1gG4-accouuuposanHom MeHuHeume
(u3 C.K. Lin, D.M. Lai, 2013 2. [29]).

A — Penmeenoepaghus uepena. Cenadxicennviii KOHMyp
uepena 6 1eoil meMeHHol obaacmu.

b-TI' — Maenumno-peszonancnas momoepaghus. Ha-
pyuienue cmpyKkmypol KOCHO20 M032a ¢ YMePeHHbIM
ycuneHuem nocae KOHMpacmupogauus. Ymonuenue
meepooil u MAeKOl M0320801l 000104eK.
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n ' T E

Pucynox 4.9. Tucmonocuueckas kapmuna IgG4-accoyuuposannoeo menuneuma (uz C.K. Lin, D.M. Lai,
2013 e. [29]).

A-I'. Bocnaaumeavnotii unguismpam meepooii Mo320680i 000104KU (4 — OKPACKA 2eMAMOKCUNUHOM U 20~
3uHOM, Y6. X 40), cocmoauuil npeumyuecmeeHHo U3 AUMPONAAIMOUUMAPHBIX INCMEHMO8 ¢ OUHUYHBIMU
203unopuramu. Cmopughopmusiii pubpos (b — okpacka eemamoxcuasunom u 303unom, ye. X 100, B — oxpa-
cKa 2eMamoKCUAUHOM U 303utoM, y8. X 200). Jlumgpoudnvie ghorruxyner ¢ cepmunamusHoimu yenmpamu (I'—
0KPACKa 2eMAmMOKCUAUHOM U 203UHOM, Y8. X 100).

JILE. IgG4-nosumuenste naasmamuueckue kiemiu, cocmasasioujue oosee 50% IgG-nozumueHoix Kaemok
(ummyHoeucmoxumuueckoe okpauiueanue E — yg. x 100; F — ys. x 200)
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JuddepeHunanbHass JUarHOCTUKA ITPOBO-
JIUTCSI ¢ 3a00JIeBAaHUSIMU JIETOYHOI'O MHTEP-
CTULIMS, B TICPBYIO OUepeb ¢ Hecrenuduyie-
CKHMM MHTEPCTULMAIbHBIM ITHEBMOHUTOM.

Kak mpaBuio, npobHast Tepamnusi aHTUOaKTe-
pUATbHBIMA U MPOTUBOIPUOKOBBIMU TIpera-
pataMu okasbiBaeTcsl HedaddekTuBHOM. Tepa-
nust KC npuBOaUT K yaydilleHUIO U3MEHEHU I
B JIETKUX, OJHAKO IWHAMHUKa MOXET OBbITh
MEHee OYEBMIHOI MO CPAaBHEHUIO C TMOJIOXKU-
TeabHoMi KapTuHo# B ITK [13]. MMeroTcs yka-
3aHUS HA HEOOXOJUMOCTh Ha3HaueHUs OoJiee
BBICOKHX J103 MpeaHu3o0joHa (60 mr/cyr) [66].

4.4. lgG4-accouumpoBaHHoe
nopaxeHue Mo3roBbix o6onoyek

IgG4-onocpenoBaHHOE TOpaXeHWe MOo3-
roBbIX O0OJIOUYEK Yalle BCEro AeOloTUpYET
CUMIITOMAaTUKOM, OOYCJIOBJICHHON HaJIWYM-
€M BHYTPUUYEPEITHOTO OOBEMHOTO 0Opa3oBa-
HUST: TeHePAIM30BaHHBIMY WJIN JIOKAJIbHBIMU
CyJI0pOTaMM, TOJOBHOM OOJIbIO, TOLTHOTOI,
pBOTOi, HapylieHueM (YHKIIUNA YeperTHbIX
HepBOB (0 TaTbLMOTUIETHS, TITO3, U3MEHEHUE
YYBCTBUTEJILHOCTH KOXM JIULIA U 1IP.) W T.I.
IIpencrasieHbl ONMMCaHUST BOBJICUSHUS B T1a-
TOJIOTUYECKUIA TIPOLIECC TBEPION U MITKOMN
MO3roBbIX 00oJsiouek [33]; B mocienHeM ciy-
yae 00JIe3Hb TTPOSIBUJIACH MPOTPECCUPYIONIEH
KOTHUTMBHOW auchyHKIMeNH. JJoKyMeHTH-
pOBaHBI Kak M30JMPOBaHHbBIE, TaK U COYE-
TaHHble ¢ apyroi IgG4-accoumupoBaHHOM
natojiorveit bopMbl 3a0oneBanus [70].

B kpoBu Habmopatorcs TunmuHbie it [gG4-
aCCOLMUPOBAHHON 0OJE3HM M3MEHEHMUS:
TOBBILIIEHHBIE YPOBHU Y-TI00OynuHOB, IgG
n IgG4.

W3 nydyeBbIX MeTOAOB HaumbOojee WHGpOpMa-
tuBHa MPT ronoBHOro mMosra, nmpu KOTopoit
BBISIBJISIETCSI YTOJIIICHUE MO3TOBBIX 000JI0YeK
(puc. 4.8). JlnarHo3 moaTBEP>KIAETCSI TUCTO-
Joruuecku (puc. 4.9) [6, 29]. AuddepeHrmpo-

Bathb IgG4-accounpoBaHHbIII MEHUHTUT BBU-
Iy HecelTU(UIHOCTU KIIMHIYECKOI KapTUHbBI
HEOOXOIMMO C pa3HbIMU 3a00JIeBaHUSIMHU KaK
MOSTOBBIX 000JI0UEK, TaK ¥ TOJIOBHOTO MO3Ta.

Bo3MmozkHa mosiHast peyKiysi CUMIITOMAaTH-
KU TIOCJIe XMPYPrMUYecKOro BMellaTe bCTBa,
OJTHAKO, YYUTHIBAsK BEPOSITHOCTh PELIMINBOB,
1ejsecoodbpazno HazHaueHue KC. IlpemgHu-
30JI0H PEKOMEH/IYeTCsI TIPUMEHSITh B TIOBBI-
IIEHHBIX 103aX (1 MT/KT/CyT) ¢ mMoCcTenneHHOM
peayKIIMEH.

4.5. lgG4-accouumnpoBaHHoe
nopaxeHue runocusa

KriuHnuyecku nopaxeHue rurodusa maHude-
CTUpPYET 0011IeMO3TOBBIMU CUMIITOMAMU, TIPU-
3HAKaMW KOMIIPECCHMU OJM3JIeXaniux aHa-
TOMUYECKUX 00pa30BaHUN U TIPOSIBICHUSIMU
TUTIONUTYyUTapu3Ma. B aHaM3ax KpoBU MOTYT
OBbITh OOHAPYKEHbI XapaKTepHbIe UMMYHOJIO-
rudyeckue mnpusHaku IgG4-Ab u cHuXeHue
YPOBHEl rUnodu3apHbIX TOPMOHOB [67].

IIpuy MPT ronoBHOro Mmo3ra BbISIBISCTCS
CHUMMETPUYHO YBEJIMYCHHBII TUITO(U3 C yBe-
JINYEHWEM WHTEHCHBHOCTH CUTHAaJIa ITOCJIe
KOHTpacTUpoBaHus ragoianHuem (puc. 4.10).

JMarHo3 MOATBEPXIAETCS MCCIeA0BaHUEM
TMCTOJIOTMYECKOr0o MaTepuaa, IoJy4eHHOTO
IIpY TpaHCcChEeHOMIATbHOM GMOTICUY WU TP
ornepaTuBHOM BMewarteabcTBe (puc. 4.10).
[IpennoxeHsbl 5 TMarHOCTUYECKUX KPUTEPH-
eB auarHo3a IgG4-ornocpeqoBaHHOIO THUIIO-
¢uzwura [27]:

1. MoHOHYKJIeapHbIii BOCHAIUTEIbHBIA WH-
¢unbrpar ¢ He MeHee 10 1gG4-Mo3UTUBHBIX
TUTa3MaTHYECKNX KJIETOK B TKAaHW TUIIO(GMI3a
B I10JIE 3peHUS.

2. lannsie MPT runogwusa.

3. IgG4-onocpenoBaHHOE TTOPaKEHUE IPYTUX
OpraHoB.

4.5. 1gG4- accounmnpoBaHHoOe nopaxehve runodunsa
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Pucynox 4.10. IgG4-onocpedosannuiii eunoghusum
(P. Leporati u coasm., 2011 e. [27])

A, b — Ha TlI-e36euwennvix MPT-uzobpasicenusx
BUOHO y8eauueHue 2unopu3a ¢ paspyueHuem mypey-
Ko0eo cedaa (A — do onepauuu, b — uepes 2,5 eoda
nocae onepayuu «nepcUCMuUpoOBanue 80CHAAUMENb-
HOU uHuUALMpayUU 6 eunogusze»).

B — lucmonoeuueckas xapmuna eunogusa. Bu-
den gocnanumenvhblil unguabmpam (okpacka ee-
MAMOKCUAUHOM U I03UHOM, y8. X 40).

J — Hmmynoeucmoxumuueckoe okpawusanue Ha
CD138 (mapkep naazmamuueckux kaemok), y8. x 40.

E — HmmyHoeucmoxumuueckoe OKpauueanue Ha
1gG4 6 mxanu eunogusa, ys. x 64.
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4. TTOBBIIIEHHBI YPOBEHb CHIBOPOTOYHOIO
1gG4.

5. BBICTpBIiT OTBET HA CTEPOUTIHYIO TEPATTHIO.

Hanuuue xputepusi 1 moctaToyHO mjis Be-
puduKanuu nuarHosa. B tex ciydasix, Kkorma
THUCTOJIOTUYECKOE HCCIETOBAHNE HEBO3MOX-
HO, YYUTHIBAIOTCS APYTUE KPUTEPUU.

Pucynox 4.11. 1gG4-accoyuuposannoe nopadicerue
caronnbix acenes (uz K. Nagai u coaem., 2010e. [35])

A — Jleycmoportee yeeautenue nOOHUNICHEUEACH
HbIX dicenes, boavule cnpasa.

b — KT weu. Bochaarumenwhbiii omek Jcenes.

4.6. lgG4-accouumnpoBaHHOe
nopaxeHue CRoHHbIX Xenes

CBs13b TOpakeHUSI TTOKETYTOYHON U CITIOH -
HBIX 3Kejle3 OTMeYeHa elle [0 OMMCAHUS
IgG4-Ab. Tak, npu cunapome IllerpeHa y
58% OOJNBHBIX NPUCYTCTBYET IAHKPEATHUT,
a'y 37,5% OGONbHBIX HapyllleHa 3K30KPUH-
Hag dynkuug TTK. TTpumepno y 30—40%
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Pucynox 4.12. Tucmonoeuueckas xapmuna I1gG4-
accoyuupogantoeo cuaradenuma (uz K. Nagai u co-
asm., 2010e. [35])

A — BochanumenvHulii MOHOHYKACAPHbIU UHPDUAL-
mpam ¢ pubposuviMu npociolikamu (okpacka eema-
MOKCUAUHOM U J03UHOM).

b —  HUmmynocucmoxumuueckoe oKpawiuganue
Ha 1gG4-nosumuensie naazmamuyeckue KAemKu.
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O0onbHBIX ¢ cuHApomoM lllerpeHa mmeroTcs
MOBBILIECHHbIE YPOBHM IAHKPEATHYECKOI
aMuiIasbl, JAMA3bl M WMMYHOPEAKTUBHOTO
TpUIICMHA B IJla3Me KpoBHu [1].

Knunnueckas xaptuHa IgG4-accounupo-
BaHHOTO CHMaJIaIcCHUTa XapaKTepU3YyeTcsl YBe-
JIMYECHUEM CIIOHHBIX Xene3 (puc. 4.11)
M CyxocTblo BO pry. Hanuuume mabopa-

TOPHBIX W3MEHEHUI OIMpeaeasieTcss BO-
BJA€YEHMEM B MaTOJOTMYECKUI mpolecc
npyrux opraHoB. Kak u musa npyrux IgG4-
OnocpenoBaHHbIX 3a00JieBaHUIT, YacTO Ha-
OmomaeTcsl TOBBIIEHME CHIBOPOTOYHBIX
ypoBHeii oouero IgG u ppakuum IgG4. AH-
tutena aHTu-SSA unm antu-SSB, cnenu-
¢buunbie W1 cunapoma IllerpeHa, BBISIBIS-
1oTcs peako [35, 53].

Pucynok 4.13. Pemponepumoneanshuiii pubpos (u3 N. Fujimori u coaem., 2013 e.[10])

A, b — Komnvromepnas momoepaghus nayuenma 65 arem. Pemponepumoneanshuiii pudpos, pachpocmpansio-
wutics Ha MKaHU, OKpyJcaroujue aopmy u o6uyro nodgsdownyio apmeputo. Ilposeden kypc aeuenus npedHu3o-

n0HOM 40 me/cym ¢ nocmeneHHol OMMEHOI.

B, I' — Tom xce nauuenm uepe3s 6 mec. nocie ommenst npeoHu3040Ha. lloseuruce npusHakKu aymoummyHHO0

nankpeamuma. Iposenenus PIID ymenvuiuauce.
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ITpu KT BeISIBIISIETCS IBYCTOPOHHEE YBEINYE -
HUE CyOMaHIMOYJSIpHBIX Xene3 (puc. 4.11).
JuarHo3 moATBep>KAaeTCsl TUCTOJIOTMYECKUM
nccnenoBanueM (puc. 4.12). duddeperim-
aJbHBII JMarHo3, MmoMumo cuHapoma Ille-
rpeHa, TIPOBOIUTCS C OIMyXOJSIMU CIIIOHHBIX
XKeJie3 W XPOHWYECKUM CKJIEPO3UPYIOIIUM
CHUAJIaJICHUTOM.

JleueHne mpoBOOUTCS MPETHU30JIOHOM, Ha-
3HavYaeMbIM B 03¢ 40 MT B CyTKU Ha 4 HelleIn
¢ TIocJIeayoleit penykuneir 1o3el. Ha one
JIeYeHMsT HaOJIIoIaeTcsl perpecc cuajaacHuTa
C TMapaJlieJIbHbIM CHYXKeHueM ypoBHs IgG4
B KpoBu. IlameHTBI IOKHBI HaXOIWUTHCS
MO JTUTEIBHBIM HAOMIONCHUEM C IICNTbIO
CBOEBPEMCHHOTO pPACITO3HABAHUS PEIIUIN-
BOB [35, 53].

4.7. lgG4-accouumupoBaHHoe
nopaxeHue cepaeyHoO-CoOCyauCcToM
CUCTEMBI

KapauoBackynsgpHbeie mposiBieHus IgG4-
Ab BKIIOUAIOT MNEpUKAPAUT, TEPUAOPTUT
¥ BOCIAJMUTEIbHYIO aHEBPU3MY aOPTHI.
B nokyMeHTMpOBaHHBIX Cllydasix MepuKap-
IUT UMeJT KOHCTPUKTHUBHBIN XapakTep 1 Ma-
HUdeCcTUpoBaa SpKOH KIMHUYECKON Kap-
TUHOW cepaeyHoOu HemoctaToyHoctu |[71].
TepMUH <«IIEpUAOPTUT» MPUMEHSETCH IS
0003HAYCHUsI COYETAaHHOTO BOBJICUCHUS
B TIATOJIOTMYECCKUI IIpoIecc abaoMUHAIb-
HOI aOpThI U OKPYXKAIOIIMX 3a0PIOIIMHHBIX
tkaHel (PITD).

HaubGonee wuyacto IgG4-omocpenoBaHHOE
BOCIIAJICHME Pa3BUBACTCSI B aIBEHTULIMHU aop-
Thl. PacmpocTtpaHeHre BOCHAIUTEILHOTO MH-
¢wpTpaTa B IIyOMHY BeleT K pa3pyIIeHUIO
9JIACTUYECKUX BOJIOKOH M (POPMUPOBAHUIO
aAHEBPU3MBI C BO3MOXKHBIM ITOCIICTYIOIIM pac-
ciaoeHneM. B cepyum u3 125 aHeBpU3M TPYITHOTO
otzesa aopThl B 4% ciy4yaeB BbISIBIIEH JTUMMO-

IUIa3MOLIMTAPHBIM  AOPTUT, 4YTO I103BOJISIET
npeanonarath IgG4-onocpenoBaHHbBINM TeHe3
nocaenHero [14].

Hna  puarHoctuku IgG4-omocpenoBaHHBIX
aHEeBpM3M, KaK M aHEeBPU3M HHOIO IeHe3a,
IIPUMEHSIETCSI TpaHCTOpaKaJlbHAsl WM 4pec-
MUIIEBOAHAsT dXoKapauorpadusi ¢ mociaeny-
fo1uM BhinmosiHeHeM KT.

[Tpy MUKPOCKOITMYIECKOM M3YyYeHNU OIlepa-
LIMOHHOT'O MaTepHaJjia Yallle BCEero MOXHO BH-
JIeTh BOCITaJICHUE alBEHTUIIMU, PacipocTpa-
HSIIOIIEeCsT Ha TIyOOKUeE CJIOM CTEHKH aOpPThI.
BocnaneHue conpoBoxaaeTcst CTOpUodopM-
HBIM THAJIMHOBBIM CKJIEPO30M, OTpaHUYCH-
HBIM arperaraMy IUIa3MaTUYECKUX KJIETOK.
Y HeKOTOpbIX MalMEHTOB OOHApPYXMBAIOT-
¢ JMMOITIa3MOLIMTapHble MH(MWIBTPATHI,
dopmMupyromre (Gouukyabl B tunica media
C pa3pylIeHNEeM 31aCTUIECKIX BOJIOKOH. M3-
peaka OOHAPYXMUBAIOTCS M30JIMPOBAHHBIE
IMTaHTCKME MHOTOsIepHble KieTku. Mac-
CHUBHasl 303MHOMWMIbHAS  MHOUIBTpAIUs
HETUITMYHA, XOTS OTICIbHBIC 303WHO(MUIIBI
BCTpeualoTcst 4yacto. [IuarHo3 BepuduLupy-
€TCSI UMMYHOIMCTOXMMUYECKUM OKpalluBa-
Huem Ha [gG4.

4.8. lgG4-accouumnpoBaHHoe
nopaxeHue 3abpOLWMHHOro
npocTpaHcTBa

PII® nipencrapisieT coboil peakoe 3a00jieBa-
HMe, XapaKTepuaylolleecss BOCHaIUTEIbHO-
(buOpoTHUECKMMU  M3MEHEHUSIMM ~ MSTKUX
TKaHel 3a0pIOIIMHHOTO MPOCTPAHCTBA U ITPH -
JIexXalIrMx OpraHoB OpIOLIHOM MojocTu. Yariie
BCETO MPOIIECC PaCIpPOCTPaHSIETCs] Ha TKaHU,
MpuJexalie K OpIoIIHOi aopTe, HECKOJIBKO
pexe IMopaxaroTcsl MOAB3IOIIHbIE apTepuHu,
MOYETOYHMKM M TIOYCUHBIE apTepHH, eIle
pexe — IepuIlaHKpeaTHyecKas KJIeTyaTKa.
BoinenstioT MauonaTMYecKuii M BTOPUYHBIIMA
PII®, pasBuBarommiics Ha (oHe 3JI0Ka-
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YECTBEHHbBIX OITyXOJIeH, JIEKAPCTBEHHOMU Te-
panuu, XUpyprudyecKux BMeIaTeJIbCTB U 00-
JIyJeHUsT; TOCIeAHMI cocTapisier mo 30%
B obmeii ctpykrype. Mnnonarnueckuii PITD
B HACTOSIIICE BPeMsT paCCMaTPUBACTCSI B paM-
kax IgG4-onocpenoBanHoro nopaxenus [10].

PII® o06BIYHO MpOSIBISIETCS TYION OO0JBIO
B OOKOBBIX OTIE/ax XKMBOTA U CIIMHE, OOLIEeH
CJ1a0OCTbIO, JIMXOPAAKONH M TOTEpedl Macchbl
tena. [1pu cnaBieHM MOYETOUHMKOB M HITK-
HEW TI0JI0M BEHBI BO3MOXHO MOSBJIEHNUE CUM-
NTOMOB TUApPOHedpPo3a M OTEKOB HIKHUX
koHeuHocTeil. Hepenko PIT® BeIcTyITaeT CiIy-
YaHOW AMAarHOCTUYECKOM HAXOJKOM, HAIlpy-
mep nipu BeinosHeHun KT no nmosomy AUTI.
ITomumo KT, u3 jiydeBbIX METOMOB AMArHO-
CTUKM HauboJjiee yacto mpuMeHsiercs MPT
(puc. 4.13).

Tucronornmyeckue npuzHaku PIT®D mpencras-
JeHsl MU Gy3HBIM  (HOpPo30M, 00IMTEpa-
TUBHBIM (paedbutom, mHpwisTpauneir 1gG4-
MO3UTUBHBIMU T1J1a3MaTUYECKUMU KJIETKAMU,
303uHODWIaMU U (OpMUPOBAHKEM JUMPO-
UIHBIX (DOJTUKYIIOB.

KC — mepBag numHusa Ttepanum IgG4-
accouunpoBanHoro PII® [10]. DddexTus-
HOCTb aJIbTePHATUBHBIX CPEICTB — a3aTHO-
MpUHA ¥ TaMOKCUdEHa — YCTYIIaeT TaKOBOI1
MpeaHu30J10Ha [65, 74].
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[Myonukanuum 006 accouuanum IgG4-Ab
U pa3BUTHUsI paka CTaju MOSIBJISATLCS HE Tak
nIaBHO. B mepBbIx paboTax oTmeyasiach B3a-
nmocBsi3b AU u paka pa3nmuuHbIX JTOKaIK-
3aumii, Bkmouas 12K [1, 8]. Tak, cpenu 42
nmauueHToB ¢ AUIT Obuin BBIABICHBI 3 CIy-
yas 3J0KAaYeCTBEHHBIX HOBOOOpPA30BaHMUIA
(7,1%) — pax I1K, nerkux v MHeI0JIEKO3
[1]. K.Kubota 1 coaBT. onucanu nBa ciaydas
paka [12K v nBa ciyyas Apyrux JjoKaau3auui
(MoJlouHas keje3a M MpsiMasi KMIIKa), Tpu
9TOM 4YacToTa paka y 6oibHbIXx AUIT cocra-
Buia 20% [6]. K. Takyma 1 cOaBT. COOOIIMIN
0 BO3HMKHOBEHUU paka y 6 u3 50 mauueHToB
¢ AUII (12%) (pak jerkux y 4 mauydeHToB, a
TakXe [0 OJHOMY Clly4yalo paka MuIleBoaa
U TmpencraTenbHoil xenesbl) [10]. AHHaO-
rMYHas 4acToTa MAaJMIHU3aluyd OTMeYeHa
B KPYIIHOM UCCIEOOBAHUM, BKJIIOYaBIIEM
106 6onpHbIX 1gG4-Ab (10,4%) [11]. B nByx
HETaBHUX HEOOJBIINX MCCIEIOBAHUSIX KOH-
CTaTUPOBAaHBI BLICOKHME MOKA3aTe M CTaHAap-
TU3UPOBAHHOI 3a00JIeBAEMOCTU  3JI0Kaye-

CTBEHHBIMU HOBOOOPA30BaHUSMU Y OOJIbHBIX
IgG4-Ab B nenom [11], ceneKTUBHBIX KO-
roprax mauveHToB ¢ BM [12] u AUIT [9].
Ha Texymmit MOMEHT OITMCaHa acCOLMAIINs
¢ sniTennanbHbIMU [1, 2, 6, 7, 10] 1 Me3eH-
XUMaJdbHBIMU [1—35] omyXoasiMy pa3nuyHoi
JIOKaJIU3aluHu.

PaszButue paka I'’K Ha ¢pone AUII Teopetu-
YeCKM BO3MOXHO, onHako noyemy AWII mo-
BBIIIIACT PUCK Pa3BUTHUSI HEOIUIA3Uil IPYTUX
opraHoB? Bo3MoXHO, maHHas B3aMMOCBSI3b
0o0ycIIOBJIeHa TIPOIECCAaMM  XPOHUYECKOTO
BocnajieHus U (pubpo3a, HAOIIOMAEMBIMU Y
oompHEIX ¢ IgG4-Ab, Brkmouas AUII, mo-
BBIIIAIOIIMMHU PUCK pPa3BUTUS  3JIOKade-
CTBEHHBIX HOBOOOpa3oBaHuii [2]. B To xe
BpeMsI Bo3pacT mamueHToB ¢ IgG4-Ab mo-
JKET SBJISITbCS CAMOCTOSTENIBHBIM (PaKTOpOM
pUCKa ONyXOJIeH Pa3IMYHbIX JOKAJIU3ALUNA.
JleiicTBUTEIbHO, MOCTATOYHO CJOXHO Olle-
HUTh B3aMMOCBs3b paka u 1gG4-Ab B ciy-
yae OIHOBPEMEHHOW AWarHOCTUKU. Tak,
B O/IHOI M3 Hauboyiee 3HAUUTETbHBIX CepUil
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603pacmHuuix epynnax (A) u 6 3asucumocmu om Hasuuus caxaprozo ouadema (b) npu 1gG4-accouuuposantoii

6oae3nu (uz K. Hirano u coasm., 2014 [2])
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Tabauua 5.1. Kaunuueckas xapakmepucmuxa nayuenmos ¢ 1gG4-Ab u 310xauecmeennbvimMu H06000pa308aHuU-
AMU 8 npoyecce npochekmusHo2o Haoarodenus (uz K. Hirano u coasm., 2014 e. [2])

Bospacr ITox Tun IgG4-Ab Bun onyxosm Ilepuoa no Caxap- KC

HAa MOMEHT | (M/XK) JTMATHOCTHKH HbIi

BKJIIOYEHHS 3]I0KaYecTBeH- | auader

HOTro mpouecca, | (ma/mer)
Mmec.
72 M CuaiioneHuT Pak nerkux 12 Ha Her
70 M AUITI Pak nerkux 20 Ha Ja
59 M AUII + PI1D Pak nerkunx 26 Ma Her
76 M AUIT Pax sierkux 32 Ja Ha
73 M AUII Paxk nerkmx 88 Ha Ha
55 M ANTIT Pak xenynka 128 Her Ja
58* M AUII Pax xenynka 43 Ja Ja
58* M AU Pak IT2K 119 Ha Ha
70 M AUII Pax IT2K 162 Ha Her
71 M AUITI Paxk >xeauHbIX myTei 20 Ia Ja
77 M CuanoneHur Pax mouku 10 Ha Hert
69 K POI1 Pak MosouHOI Xene3bl 24 Ja Her
65 M AUII + 1gG4-CX Pak s13bika 186 Ma Ha
66 M AUII + PI1D Menanoma 86 Ma Ja
70 K AUII OcCTpblii MUEIOJIEHKO3 26 Ja Ja
Ilpumeuanue:

* Pak xenynka u 12K pazBuinch MeTaxpoHHO Y OHOTO TallMeHTa.

Tabauua 5.2. Paxmopst pucka manuenusayuu y auy ¢ IgG4-Ab (u3 K. Hirano u coasm., 2014 e. [2])

ITapameTtpni Manurnusanus Her mamuram3amun | locToBepHOCTD OT/IMYHIA (D)
Bospact manudecrammu [gG4-Ab 67,916,6 64,1+10,1 0,179
Ion (M/x) 12/2 78/21 0,731
CaxapHblii 1uabder (+/-) 13/1 56/43 0,0084
VYposenb IgG4 B KpoBu 645 566 0,604
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HaOII0AEHWI, BKITIOYaBIINX 126 MalleHTOB
¢ IgG4-Ab, obmias JacTtoTa 37I0KA4eCTBCH-
HBIX HOBOOOpaszoBaHMii cocraBuia 16,7%,
Pa3BUBILKMXCS K MOMEHTY AMArHOCTUKU
IgG4-Ab (21 ciyyaii), B ToM yucie y 14 ma-
LIMEHTOB B OTCPOYEHHOM IEPUOAE U Y 7 TIpU
omHOBpeMeHHOM BbIgBIeHUN ¢ IgG4-Ab
(66,7% v 33,3% cOOTBETCTBEHHO) [2].

B nmanHOM wmcciaemoBaHMM MOXKHO OTMETHUTH
KPYITHYIO CEpUI0 TPOCTIEKTUBHOTO HaOJIIO-
nenust [2], BxomouaBmiyilo 113 manueHTOB
¢ IgG4-Ab (90 MyXxuyuH M 23 KEHIIUHBI,
CpPeOHUII BO3pACT HA MOMEHT BKJIIOYEHUS 65
JIeT), HaOJoJaBIIMXCsT He MeHee 6 mec. (B
cpenHeMm 73 Mec.; nuanaszoH: 7—204 wmec.).
IgG4-Ab xapaxktepu3oBanach ITOpaskeHUEM
ITK (AUIT — 82 maumeHra, 72,6%), cIioH-
HBIX U/WIN CJe3HbIX kene3 (22 maiueHTa,
19,5%), aopthbl (BKIIOYast 3a0OpIOIIMHHBIIL
npouecc — 20 mauueHToB, 17,7%), BHenaH-
KpeaTHIecKOM 4YacTh OMIMapHOTO TpaKTa
(9 6onmbHBIX 8%), Terkux (3 mamyeHTa, 2,7%),
rna3 (2 ciayyas, 1,8%) u TBepmoil MO3roBOit
obosiouku (1 ciyyait, 0,89%). B 5 ciydasix oT-
meueHo 3 nokanusanuu 1gG4-Ab (4,4%), y
16 maLMeHTOB OBLJIO BBIBJIEHO IO 2 Mopaxke-
Hus (14,2%). Psaa ciiyyaeB XapakTepr3oBaics
MeTaxpOHHBIM TTopaxkeHueM [12K B nmHamuke
MPOCIEKTUBHOIO HAOMIONEHUSI, YTO B LIEJIOM
cocraBuiio 95 Habmonenuit AUTI (84%). As-
TOpaMu 3a BpeMsl HaOII0AeHHUs BbISIBJICHO 14
ciydaeB omyxojeBoro rnopaxenus (12,4%),
npeacTaBiAeHHbIX B Tabauie S.1.

Ipadbuku Ha pucyHke 5.1 monTBepXKaaroT
B3aMMOCBSI3b BO3pacTa 1 caxapHOro nuabera
C PUCKOM MajurHuzauuu y 6ompHbix IgG4-
Ab. MynbTuBapuaTUBHBIN aHAIU3 TaKXKe
MPOAEMOHCTPUPOBAJI, UTO PUCK MaJUTHU-
3aumu 'y OonbHBIX IgG4-AB  mocToBepHO
BO3pacTaeT B Bo3pacTe crapiie 65 jeT (pUcK
3,82; 95% AW 1,03—14,2; p=0,045) u npu
HaJIMYMM caxapHoro nuabera (puck 6,71,
95% AN 0,87—51,5; p=0,067) [2].

Takum o6pazoM, y 6osbHbIX [gG4-Ab nme-
eTCs MOBBIIIICHHBIN PUCK Pa3BUTHUS 3JT0KaUe-
CTBEHHBIX OITyXOJIC pa3IWYHBIX JIOKAIN3a-
Wi, TIPUMEPHO B 3,5 pa3a MpeBbIIIAIONMINI
TaKOBOIi B 001Iel TTonyasaunu. Puck manur-
HU3alUM TIOBBIIIAETCS C BO3PacTOM U MpU
HaJM4YUM caxapHoro auabera.
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HayuHpble Tpyabsl He MpeaHa3HauYeHbl Ul YTEHUST B 00OBIYHOM IMOHMMaHUM 3TOTOo cioBa. OHU
HY>KHBI JUISI TOMCKa HEO0O0XOoAMMOil MH(pOpMaLMK 10 MHTEPECYIOLIEMY BOIpoOCy. A ellle s
pasmbiuieHus. Bonpocos no IgG4-accounnpoBaHHOl 00JI€3HU OCTAeTCsSI MHOTO, U 3TO He
VIOWBJISIET — CIMIITKOM MaJlo BPEMEHM TPOIILIO C TEPBBIX 11aroB ee m3ydeHwus. [locieaHuii
paszen Hallleit MoHorpaduu BooOIIe TUCKYCCUOHHBIA — MOXET, U HEeT HUKakoi cBs3u 1gG4-
OIOCPEIOBAaHHOMN TaTOJIOTUM M 3JI0KAYeCTBEHHBIX HOBOOOpa3oBaHUii. Majo HaOII0neHUN,
MaJio MalMeHToB B BbIOOpKax. Jla u apyrue pas3nenbl BHI30BYT COMHEHMSI, BO3paXKeHUsI, J10-

TTOJTHCHUA. ..

CkaxkeM TaK, 3TO 1 OBIJI0 OCHOBHOM 1IeJTbI0 Hallleii paOOTHI.



Hayunoe nznanue

IgG4-accouunpoBaHHas 00J1€3Hb

Knura usgana npu noaaepxke nmpeacTaBUTeIbCTBA
koMmIitaHnu «Jloktop @anbk @apma 'MBX», [epmanug

CnaHo B Habop
[MonmuicaHo B TIeYaTh
®opwmat 60x90 1/16. bymara
Tapautypa NewtonC. ITeuaTsb oceTHas
Tupax 1000 sk3. 3aka3 03335

Opurunan-maket rmogroropireH OO0 «Dopte mpuHT»
127473, Mocksa, yi. KpacHonponerapckas, a. 16, ctp. 1
Ten.: (495) 234-40-88



