AyTOUMMYHHBIA
HAHKPEATHUT



BBeaenue

» CymiecTByeT 1Be (h)OpMBI Ay TOMMMYHHOI'O
MIOPAKEHUSA IOHKETYIO0YHOU XKEIJIC3HI.

» [lepBas popma n3BecTHA JAaBHO. ITO NOPAKECHHUE
OCTPOBKOBBIX KJIETOK C pa3BUTHEM
MHCYJIWHO3aBUCUMOTO CaXxapHOTO auadera.

» BTOpas ¢popma BeIfelICHA B CAMOCTOSTEIILHYIO
HO30JIOTHYECKYI0 €AUHUILY HETABHO. Ee
aToOMOP(OJIOTUYECCKON XapaKTEPHUCTUKOM
SIBJISICTCSI BOCIIAIATEIILHBINA IIPOLECC BOKPYT
IIPOTOKOB MOKEIYIOYHOU KEJIE3HI C
ITAMQPOLUTAPHON HH(PHUIBTPALACH.



« JlanHas npe3eHTalus SBISETCS KPaTKUM U3JI0KECHUEM
yOJIMKaIIMU:

« JOP. J Pancreas (Online) 2005, 6(1 Suppl.):89-96.

= Autoimmune Pancreatitis: Etiology, Pathogenesis, Clinical
Findings and Treatment. The Japanese Experience

= AYTOMMMYHHbIA NAHKPEATUT: ITUOJIOTHSA, IATOTEHE3,
KJIAMHUYECKHUE NMPOSIBJICHUA U JieueHre. AMOHCKUM OnbIT.

= Kazuichi Okazaki

« Division of Gastroenterology, The Third Department of
Internal Medicine, Kansai Medical University. Moriguchi,
Osaka, Japan



BBeaenue

« Mauornarnyeckuii NaHKPEATHUT, MPU KOTOPOM HE
YCTAHABIIMBAECTCA IBHAS IPUUYMHA, COCTABIISIET 0K0I0 30-40%
XPOHUYECKOTO MAHKPEATUTA.

« C tex nop kak Sarles ef al. onucan nepBbii caydyan
IaHKpEeaTuTa C TUIIEPraMMOIIO0yTHHEMHUEH, YACTO
COOOIIIAETCS O COYECTAHUU MMAaHKpEeaTHUTa C ayTOUMMYHHBIMHU
3a00JI€BaHUSIMH, TAKUMH Kak cuHapoM lllerpeHa, nepBUYHBIN
CKJICPO3UPYIOIIMM XOJIAHTUT WIIN EPBUYHBIN OMUJIMAPHBIN
HAPPO3.

=  OTH HAXOJKH MOATBEPKIAIOT TUIOTE3Y, YTO ayTOMMMYHHBIN
MEXaHU3M MOKET IPUHUMATh YYaCTHE B ITATOTEHE3E Y
HEKOTOPBIX O0JIbHBIX MAHKPEATUTOM, YTO JICKUT B OCHOBE
KOHIICIINN «ayTOUMMYHHOrO Imankpearuta» (AWII).



BBeaenue

B SMoHCKOM JIUTEPATYPE OIMMCAHO HECKOJIBKO
COTEH CJIy4aeB.

N3 620 cnydaeB XpOHUYECKOTO IAHKPEATUTA
MBI cMorinu otHecTH K AUIT 30 ciiyuaes (5%).

[IpeoOmagann My>KYMHBI.

B 00JBIIMHCTBE ClIy4aeB BO3PACT OBLI
CpEIHHIN WJIH IIOKUIION (B CpeiHEM 58 JIET).



Onpenesenune v koHumenuuss AUWII

XapaxkTepHbIE MIPOSIBICHUI:

1) IIOBBIILIEHHBIE YPOBHHU CHIBOPOTOYHOr0 ramMMmariooyianHa wim I1gG;
11) IPUCYTCTBUE ayTOAHTUTEIL;

111) AU dy3HOE yBEIUUCHUE TOMKETYI0UHOMN KEJIE3hI;

1v) nuddy3HO€ HEPABHOMEPHOE CYKEHHE IIaBHOTO MAaHKPEATUYECKOTO
MIPOTOKA IPU 3HAOCKOIIMYECKOH PETPOrPATHON XOJIAHTHO-
nankpearorpapuu (OPXIII);

V) (uOpPOTUYECKUE U3MEHEHUS U IMM(pOoLUTapHas HHOUIBTPALUS;

V1) 0€CCUMIITOMHOCTD WJIHM JIUIIb MSTKHE CUMIITOMBI CO CTOPOHBI
OKEITYA0YHOM JKee3bl, 00BIYHO 0€3 IPUCTYIIOB OCTPOIO
MaHKPEeaTUTa;

Vil) pEAKO — KaJdbL(pUKAIMS ITOIKEITYIOYHOM JKEIE3bI;

V111) PEIKO — KUCTHI MOKEIYI0YHOM KEeJIe3bl;

1X) MHOTJIa COYETaHUE C APYTrUMHU OOJIE3HSIMHU, TAKUMU KaK JUA0ET,
CKJICPO3UPYIOIIUM XOJIAHTUT, CXOAHBIN ¢ IEPBUUYHBIM

ckiepozupyronmm xonanruroM (I1CX), cnanoaaeHur,
MHTEPCTULIMAJIBHBIA HE(PUT 1 PETPOIIEPUTOHECAIBHBIN (DUOPO3,

X) 3 (PEKTUBHOCTh CTEPOUIHON TECPAIIMHU.



JIluarHocruyeckue KpuTrepuu ayTOUMMYHHOI'0O
nankpearuta 2002 roga SAnmoHckou Accoumanuu
IHomxeaynounoi 7Keje3sbl:

1. MeTtoapl BU3yaan3aiuy 0OHapyKUBatOT JU(hPy3HOE CYyKECHUE
IJJaBHOT'O IIPOTOKA MOKEITYIOYHOM JKeJIe3bl C HEPOBHBIMHU CTEHKAMM
1 I Qy3HbIM YBEIIMYECHUEM JKEIIE3BI.

2. JlJaboparopHbI€ JaHHBIE TTOKA3bIBAIOT AaHOMAJbHOE MOBBIIIICHUE
YPOBHEW CHIBOPOTOYHOTO ramMmmMa-rio0yauHa win IgG nim
oOHapy’KeHHE ayTOAHTUTEN (AHTUHYKJI€apHble aHTUTEIIa, aHTUTENa
IpOTUB JlakTOQeppuHa, aHTu- CA-II aHTUTENa WK PEBMATOUTHBIN

(daxTop).

3. 'mcTonaroaoruyeckoe UCCaeIoOBaHue MOKEIYI0YHOM KeJe3bl
MOKa3bIBaeT (PpUOPOTHUECKHE N3MEHEHMS C MH(UIIBTPaLIUC
IUM@OLMTAMM U MIa3MaTUYECKUMM KICTKAMH.

JI1s1 trarno3a JIOJKEH IMPUCYTCTBOBATH KpUTEPUU | 1 kputepui 2
u/vnu 3.



AHNII yacTo coueraercs ¢ APyrumMu
AYyTOUMMYHHBbIMHU 00J1I€3HAMH

AYTOMMMYHHBIA NAHKPEATUT U ACCOLIMUPOBAHHBbIE 00JIe3HHU
(m=30, M/7K 18/12, cpeanuu Bo3pacr 38 Jier).

be3 ocinokHeHNH 1 (4%)
CaxapHbii quader 15 (50%) (1 Tamx Ia, 14 Tun
II)
CKJ1epo3UpPYIOIIN XOJTAHTHT 8 (27%)
PeBMaTOMIHBIA APTPUT 6 (23%)
Cungpom lllerpena S (17%)
Hedponarus 3 (12%)
PeTponepuTtoHeabHBIA 3 (10%)

(pudpo3



I'ucromaroJjorus

1) nudpdy3Has IMMpOIIa3MoMTapHas HHOUIBTPALUS C
BBIPAYKCHHOMN allMHAPHOM aTpO(hUEH;

11) BEIpXKEHHBIA (PHOPO3 CMEKHBIX MATKHX TKAaHEH, a
TAKXX€ BCEU MOKEIYA0UYHOM KEIE3bI, CXOMHBIN C
PETPOIECPUTOHEATIBHBIM (PHOPO30M;

111) OOIMTEepUPYIOLINI (PICOUT BHYTPHU U BOKPYT
OPKEIYIOYHOM JKEJ1€3bl, BKIIKOYAsi BOPOTHYIO BEH;

1V) BOCIIAJINTEIILHOE YTOIIIEHUE CTEHOK OOIIETO
KEITYHOI0 IIPOTOKA U JKEJTYHOIO I1Y3bIpS;

V) MEJIKME CIFOHHBIC JKEJI€3bl IIPU OMOIICHU I'YObl UMEIOT
BOCITAJICHUE, CXOAHOE MOPAKEHUEM TTOHKEITYA0UYHOMN
xenesbl i cuaapomom lllerpena.



Bile duet

NHTEHCUBHO
NPOKpalIeHHbIE
KPacHOBATO-
KOPUYHEBbIC TOUYKU
—3TO
HHPUIbTPUPYOLIHE
JUMGOUUTHI.

I/IMMYHOI‘I/ICTOXI/IMI/IH nokasbisaeT T- KJIeTOHy}o MH(PUIBTPALAIO
IJIAaBHBIM 00Pa3oM BOKPYT IMMaHKPEATHYECKOro IpoToka (X 250). a.
Tonbeko T kieTku (mankpeatnueckuut MpoTok); b. Toibko B kneTku
(maHKpEaTUYEeCKUM MPOTOK); €. TONBKO T KIETKH (BHYTPHUIICYCHOYHBIN
KETYHBIM NPOTOK); d. Tonpko B cell (BHyTpuIleUeHOUHBIN JKEITYHBIN
IIPOTOK).



KiaMHH4YecKue nmposiBJIeHUS

Y 0onpHBIX AWUII 00BIYHO HET CUMIITOMOB JIHOO JIUIIIb
HEOOJIBIION JUCKOM(POPT B SIIUTAaCTPUN WJIH B CIIMHE, a TAKKE
CHUMIITOMBI, CBSI3aHHBIEC C aCCOLIMMPOBAHHBIMU 3a00JICBAaHUSIMH.

KinHn4deckne CHMIOTOMBI OTJIMYAIOTCSA OT CJIydacB OCTPOIo UJIN
TAKCIIOI'O IIAHKPCATHUTA.

N3 namux 30 6onbHBIX, Yy 19 Ob11a xenTyxa (63%), y 8 0oi1u B
KXUBOTE (27%) 1y 6 ObLIM 001 B criuHE (20%).

OOCTpyKTHBHAs KENTyXa B CBA3M CO CTEHO30M OOIIETO
KEITYHOI0 IIPOTOKA MJIM CKIEPO3UPYIOIIETO XOJaHruTa 0oJiee
xapakrepHa st AVII B cpaBHEHUM C IPYTUMHA TUIIAMU
[TAHKPEATHUTA.

CrepouiHas Tepanys 3PGEKTHBHA B OTHOILICHUM CTEHO3a
KEITYHOTO MpOoToKa acconumupoBanHoro ¢ AUII u obneryaer
KJIMHUYECKHE U J1a00paTOpPHbIE CUMIITOMBI.



MeToabl BU3yaau3aluu

« KT, MPT nnu Y3 noka3eiBaroT 1u(py3HO
YBEJIMYCHHYIO MOIKEITYIOUYHYIO )KEIE3y C TaK
Ha3bIBAEMON «KOJI0OACOOOpa3zHOM (OopMON» U
KaICya0-nog00HbBIM 000/I0K, KOTOPBIA UMEET
CHM)KEHHYIO INIOTHOCTh Ha KT u
TAIIOMHTCHCUBEH HA T2-B3BenieHHbIM MPT
M300paKECHUSX, a TAKKE OOHAPYKUBAIOT
OTCPOYECHHOE YCUJICHUE HA JTUHAMUYECKUX
MPT n3o0paxeHUsIX.
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KT nomxenyrounou kese3bl. Aupdy3Ho yseaunyeHHad

«KOJ’IﬁaCOBHI[HaH» iillemwlyquﬂﬁﬂ AKeJjie3a 10 JCHCHUA



MeToabl BU3yaau3aluu

« OPXIII nmpu AWII noka3piBaeT CErMEHTApHOE
i TUQ@Py3HOE Cy>KEHUE MTaBHOTO
[TAHKPEATUYECKOTO TIPOTOKA.
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Before steroid After steroid

IPXIII momxeyn04HOH xKejie3bl U 3P PeKT crepouaHon Tepanun. Kak
Cy’KeHHE [JIABHOI0 MAHKPEATHYECKOI0 IPOTOKA, TAK U
BHYTPUIIAHKPEATHYECKOI0 KEJTYHOI0 MPOTOKA YMEHBIIWINCH Yepe3 MeCsiIl
MOCJIe HAYAJIa CTEPOMIAHOM Tepanuu.




MeToabl BU3yaIu3aluu

Y 6onbHbIX ¢ AUII yacTo OBIBacT CTEHO3
BHenankTpearnueckoro OXII, cxomnblit ¢
IIEPBUYHBIM CKJIEPO3UPYIOMUM XoJIaHTuToM (I11CX).

Crepounnas tepanus AWIT oObi9HO ObIBaEeT
3(P(HEKTUBHOM B OTHOILIEHUH CTEHO3a OOIIETro
KEIIYHOTO, a TAKXKE IMTAHKPEATUYECKOTO IIPOTOKOB, B
TO BpEMS Kak npu kiiaccnueckoMm [ICX oHa He CTONb
3((EKTHBHA.

OTH JIaHHBIE MPEAIIOIATrar0T, YTO MEXaHU3M CTEHO3a
OXII npu IICX nu AUII MoxeT ObITh pa3IuIHbIM.



JlaboparopHbie JaHHbIE

» /11 AWII xapakTepHO MOBBIIICHUE:
s - TAHKPEATUUECKUX (PEPMEHTOB,
» - ramMmarnoOynusa u IgG, ocooenno IgG4,

s - HEKOTOPBIX ayTOAHTHUTEI U3 CIICIYIOLIETO
psfa: aHTUHYKJICAPHBIC AHTUTEIIA, AHTH-
JTaKTO(pEPPHHOBBIC AHTUTENIA, AaHTHUTENIA
npoTuB yroiabHou anruapassl I (ACA-ID),
PEBMATOUIHBINA (DAKTOP U
AHTUTTIAJKOMBIIIICYHBIC AHTUTEJIA.



JlaboparopHbie JaHHbIE

Y 00aBHBIX C KenTyXou niu creHo3oM OXKII
MOBBIIICH ONMIMPYOHH U IeIaToOnInapHbIC
(b€ pPMECHTHI.

Y 30 00IBHBIX HAIICH CEPUH OBLIO
[OBBIIICHHUE:

- neueHOYHbIX (73%) PH3UMOB,
- na”HkpeaTndeckux (63%) sH3UMOB,

- obmrero ounupyourna (53%).



AHNII u caxapHbIil 1Ha0ET

« boiibIias yacte ciayyaeB quadeTa
OTHOCWJIACh K Tuny I,
WHCYJIMHOHE3aBHUCMOMY, a HE K TUITY I,
MHCYJINHO3aBUCUMOMY



JledyeHue

« [Ipu msarkon popme AUII He TpeOyeTcs
TAKOI'0 JICYCHMS KaK IPHU OOBIYHOM OCTPOM
[aHKpeTaTUuTe, HaIpuMep, ToJ0daHuE,
MHTUOUTOPHI IPOTEa3 U aHTHOMOTHUKH.

» B ciayuae xxenTyxu yacto TpeOyercs
YPE3KOKHBIN UPE3MEYCHOUYHBIN WITH
9HI0CKOIMUYECKUN PETPOTrPATHBINA JAPEHAK
’KeJIYU, 0COOCHHO, €CJIU €CTh OCJIOKHCHMUS,
BBI3BAHHBIC OAKTEpHATbHON HH()EKIIUEH.



JledyeHue

» OOBIYHO B OTHOIICHUHX MOPAKECHUS CIFOHHBIX
KeJIe3, JKEIYHBIX U MaHKPEAaTHYECKUX
IPOTOKOB 3(P(PEKTUBHBI KOPTHUKOCTCPOHIBI.

= Y 4acTH OOJIbHBIX HACTYHAET CIIOHTAHHOE
yIIY4IICHHAE 0€3 JICUCHUS.

= Y HCKOTOPBIX OOJBHBIX C CaXapHbIM AUA0CTOM
tuna Il mociie KOpTUKOCTEPOMIOB HACTYHAET
YIYUILICHUE



JledyeHue

» [Ipn mopakxeHuUM KeITUEBBIBOAAIINX IIYTEU U
HEA(PPEKTUBHOCTH CTCPOUTHOM TEpaIlluU
MOXKET MOTPEOOBATHLCS XUPYPIUUECKOE
BMEIIATEILCTBO, 0COOCHHO B CBETE
HEOOXOIAUMOCTH AU(PepeHINATLHOU
OWArHOCTUKHU C OIYXOJIBIO.



JledyeHue

» 3 Hamux 30 OoJbHBIX 21 YeIoBeK MpoIe
YCICIIHOE JICUCHHUE MPEAHNU30JI0HOM, JIBa
IPOILIM HAaHKPEATIKTOMHUIO U YETBEPO
00O0ILIMCH O€3 JICUCHHUS.



IIporuos

» Jlonrocpounsiv mporao3 AMII HenssecTeH.

» [IOCKOJIBKY KITMHHUYECKHE U JTAOOPATOPHBIE
IIPOSIBIICHUS B OOJIBIIIMHCTBE CIy4acB
00paTHUMBI IIOCJIE CTEPONAHON TEPAITUH, TO
porao3 AMII MoxeT 3aBUCETh OT TSKECTHU
OCJIO)KHEHUHW TAaKUX KaK APYTrHUe
ayTOUMMYHHBIC OOJIC3HU WX CaXapHBIN
JTNA0ET.



Cmmacu6o 3a BHuManue!



