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MMMYHOITTOBYJIVH G4-ACCOLIMIMMIPOBAHHDBIE
CKJIIEPO3VIPYIOHIIVE 3ABOJIEBAHVIA OPTAHOB IITMIIEBAPEHNA

(IIpedcmasneno axad. HAMH Yxpaunwvi I'. B. [[3stkom)

OcsellieH HOBBIIT KIacc 3aboneBanmit — IgG4-acconmmpoBaHHble CKIeposupyolne 3adoneanns (IgG4-AC3)
OpI‘aHOB HI/IH_[eBapeHI/IH. BrisaBnenne B HOpa)KeHHOM opraHe Tpex OCHOBHBIX I'MICTOJIOTUYECKMX HpI/ISHaKOB —_—
1) mmotHoro muMMQOIIa3MaTMYeCKOro MHQUIbTpaTa ¥ OAMHOYHBIX 1MMaTHYecKux (OoIMKyIos,
2) MHOTOsIpycHOTO (ubpo3a, 3) obmurepupymomero ¢paeduTa — I03BOMAET YBEPEHHO AMAarHOCTMPOBATH
aTn 3aboneBanus. CyILIeCTBEHHYIO POJb IIPU [MArHOCTMKE MIPAET yBelMdeHMe 3HaYeHMsI OTHOIIEHMSI
KO/M4uecTBO [gG4-TI0/I0OKUTENIbHBIX I/Ia3MaTUYeCKUX KJIETOK/KOMMYeCTBO IgG-TI0MIOKUTE/IbHBIX TTa3Ma-
TUYECKMX KJIETOK B IOPa)XKeHHOM opraHe 6osee yeM Ha 40 %, 4To cBuyeTenpcTByeT o Hammaun IgG4-AC3.
OCHOBHOC BHIUMaHNE aBTOpr Y;E(CHI/I}II/I aYTOI/IMMyHHOMy HaHKPeaTI/ITy I Tuna kxak CI/ICTCMHOMY CKJ1e-

posupyroleMy 3a60/IeBaHMIO.

KroueBrble cmoBa: MMMyHODIOOY/IMH G4-accoluypoBaHHbIe CKIeposupylolye 3aboneBanus, ¢Gubpos,

aYTOI/IMMyHHI)II/uI IIaHKpEeaTuT.

Vcropusa passutus npepacrasnennit o IgG4-accounn-
POBaHHBIX CKIepO3UpyoUMX 3aboneBaHmax (IgG4-
AC3) HaumHaercst ¢ paborsr K. Kawaguchi u coasr.,
HpPeIIOKUBIINX PACCMATPMBaTh MMMQOIIIa3MaTIIeC-
Kuit ckneposupyrouumit nankpeatut (JIIICIT) xax cuc-
TeMHOe 3aboreBaHue [18], HOCKONBKY OH MOXeT CO-
IPOBOXKAATbCS  IOBPEXKAEHNAMN  BHEIIEYEHOTHBIX
JKETIHBIX IIPOTOKOB, XKETYHOTO Iy3bIPsI U IYOHBIX Xe-
71e3, U3MeHeHM s B KoTOpbIxX upeHTn4Hbl JITICIL.
ITospuee wammm, yrto JIIICII rucromormyecku
CXOfleH ¢ MynbTu(OKaIbHBIM  (UOPOCKIEPO3OM
(M®). Kpome Toro, 66110 ycTaHOBIEHO, 4T0 M® Kak
CHCTeMHOe 3a00/IeBaHIe MOXET COYeTAThCs C IIepBIY-
HBIM cKTeposupyooimum xonanrutoMm (IICX), perpo-
HepUTOHeaTbHBIM (pubpo3oM, TupeouauroM Punens n
[71a3HOI IICEBIOOIYXO/NbI0. B fomonHenne, 6prma 06-
Hapy’KeHa 4acTas BCTpe4aeMOCTb IIpY ayTOMMMYHHOM
nankpeatute (AVII) mumdoameHonaTuy BOpOT jer-
KX, BOCIIaJIeHNs C/I€3HBIX M C/TIOHHBIX JKefe3, TUIO-
TUPEOUAU3Ma U PeTPOIepPUTOHeANbHOro (Gubposa
[10]. KroueBbIMM [l TIOHMMaHMs IaTOTeHe3a OKa-
samuch uccnepoauya H. Hamano n coaBT., 06Hapy-
>kyBUIMX Ipu codetanun AVII ¢ perponeputoHeann-
HbIM (ub6po3oM MHOrouncneHHble [gG4-TI03UTUBHBIE
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mwrasMatudeckre Kiaetku (IgG4-TITIK) B momxe-
nymouHoit xenese [11]. T. Kamisawa m coaBT. mpo-
TO/DKWIM 3T UCCNIelOBaHMA U HAILIy, uTo mpu ANII
yBemundenne kommdecrsa IgG4-IITIK mpomcxopmut He
TONIbKO B TIOIKENTyJOYHOI XeJese, HO U B JPYTUX
opraHax. B cBAsM c 3TMM aBTOpBI 3aKITIOUMIN, YTO
AWII aBnaercs “IgG4-acconMmMpOBaHHBIM CUCTEMHBIM
cxeposupyomuM 3abonepanrem” [15].

Bmecte ¢ TeMm, B IPOTUBOIOJIOXHOCTb IIpef-
CTaB/IeHUIO O CUCTeMHbIX IgG4-accolMMpPOBaHHBIX 3a-
6oneBaHMAX Y. Zen M COABT. BBIABUHY/IYM KOHIEIIVIO
06 IgG4-accolMMpoBaHHbIX 3a60/IEBAHIIX OT/I/IbHBIX
opranos [17, 19, 37, 38]. B paspsy Takoit maTomornu
OBV OTHECEHBI CKIEPO3UPYIOLINIT cuanoafeHut [19],
JleroyHas IUIa3MaK/JeTOYHass TpaHyleMa M [Jpyrue
nerounble 3abonesanus [29, 32, 38], mactur (4, 7, 37],
rematut [31], TybynouHrecTunmanbHbi Hepur [30],
mpoctatutT [14], BocmanuTenpHas aHeBpM3Ma AOPTHI
(6, 17, 24, 32], numdoanenonatuu [3, 25], maxume-
HuHrUT [5] u pepmarur [8, 26]. Kaxpoe us atux 3a-
6071eBaHIIT MOXET COYETATHCS C MIOPAKEeHNEM OHOTO
UM HeCKONbKMX opraHoB. OfHaKo aBTOpBHI MOf-
YEpKHYIM, 4YTO yBenmdeHue KonmdectBa IgG4-TITIK
XapaKTepHO He TOo/nbKo A [gG4-accoumympoBaHHBIX
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3abonesannit. Hanpumep, 6onbioe kommyecrso IgG4-
IITIK Mo>keT HaOIIOBATHCA B BOCIIAINTENIBHON IPaHy-
JIALMOHHO TKaHMU IIPU HEKOTOPBIX opMax paka.

B mHacrosmee Bpemsa puarHos “IgG4-accoiu-
MPOBaHHOE CKIepo3upylollee 3ab0eBaHle” CTaBUTCA
Ha OCHOBE COBOKYIIHOJI OIIEHKV XapaKTepHbIX K/IVHM-
YeCKIUX, PEHTTeHOrpahuueCKIX, CePOTOINIeCKNX, TUC-
TOJIOTMYECKUX ¥ MMMYHOTMCTOXMMUYECKUX IIpU3Ha-
KoB. IIpy 3TOM IMCTONATONIOIMYECKOMY MCCIIeHoBa-
HUIO IIpMJAeTCsA NepBOCTEeNIeHHOe 3HadeHNe. BolaBie-
HIle B IIOPa)XeHHOM OpTaHe TpeX OCHOBHBIX I'MCTOJIO-
TUYECKMX ITIPU3HAKOB — 1) IIOTHOro nmM¢oIIIas-
MaTH4ecKoro MHQWIbTpaTa, 2) MHOTOAPYCHOTrO pubd-
posa u 3) obmurepupyouiero ¢guaeéura — MO3BOIIET
yBEpEeHHO AMarHOCTMPOBaTb 3abo/eBaHMe. YBemude-
Hue sHadyeHns oTHomenua IgG4-TTIIK/IgG-TIIIK B no-
paxeHHOM opraHe 6osee yem Ha 40 % HECOMHEHHO
cBUZeTeNbCTBYeT 0 Haymmunu [gG4-AC3 [26, 35].

Iruonorusa IgG4-AC3 msyyeHa HENOCTAaTOYHO.
HanHble o ToM, uTo IgG4 MMMYHHBII OTBET pery-
mpyercsa T-xenmmepamu (Th2) [2], Taxoke yKasbIBaioT
Ha FeHeTMYeCKYI0 IIPef[pacIoNI0KeHHOCTb K PasBUTUIO
aTux 3abonepaunit. B nedenun IgG4-AC3 ormedaroT
BBICOKYI0 9()(eKTMBHOCTb MPUMEHEHUs CTePOUJHBIX
IIPOTMBOBOCIIA/INTENbHBIX CPEfICTB. B cbIBOpOTKE KpO-
BU 4e/loBeKa MMMyHornobymnn G4 (IgG4) mpencras-
JIs1eT HaMMEHBIIYI0 YacTb U3 YeThIpex cybkmaccos IgG
u cocraBmser 3-6 % obmero IgG. B HopMme ero ypo-
BeHb B CBIBOpPOTKe KpoBu paBeH 0,04-1,08 r/n. IToBoI-
meHne ypoBHA IgG4 B CBIBOpPOTKe KPOBU YelIOBeKa
CBSSBIBAIOT C €TO 3AIUTHBIM 3G QeKTOM IpK amiep-
TeH-crenu@uieckoil MMMYHOTEPAlMy ¥ 3allfUTON OT
BOCIIQJICHNSI TIPY NTapa3NTO3aX. B HEKOTOPHIX CIydasx
IgG4 obmanaer mpsiMbIM HaToreHHBIM 3¢ pextoM. Tax,
HalpyMep, BbIAB/IAeMble IpU Iy3bIpyaTKe aHTUIEC-
MOCOMa/IbHbIE ayTOAHTUTEa IPUHAIIEKAT K 3TOMY
K1accy MMyHOrno6ymmHoB [33]. IgG4 nMeer cBolicTBa
peBMaToMgHOro (pakTopa M He y4acTBYeT B aKTUBIU-
pOBaHMM KOMIUIEMEHTa IO KIaCCUYeCKOMY MyTH.
Yposenp coiBoporoyHoro IgG4 soime 1,35 r/nm ompe-
IesAeTcs IPY XPOHNYECKUX MHPEKINAX, ayTOMMMYH-
HbIX 3aboneBaHuAX u y 6ompHbx ¢ IgG-AC3, wacto
orpaxaeT 3¢pPEeKTUBHOCTD X JI€UEHMS CTEPOUFAMA U
HO03BOJIAET IIPOTHO3MPOBATD PeLUAUB OONe3HN.

AyTOMMMYHHBIII TAHKPEATHT
Kak IgG4-acconunupoBaHHOE CKIEPO3NpYIoLIee
3abomeBaHme
Konnenumio AWUIT mpemnoxunun K. Yoshida u
coaBrt. B 1995 r. [28]. AVII mo Hab/rIofeHNsAM aBTOPOB
CTpafaloT 0OBIYHO MYXUMHBI cTapure 50 ser. bonesHb
IPOSIB/IAETCST CAOBIMM  aOJOMMHAIBHBIMU  OOIAMU
W 06CTPYKTUBHOII >KeTyX0it. CribHbIe 60/ B XKN-
BOTE BCTpeYaroTcs pegko. OOBIYHO K 9TUM CHUMIITO-
MaM npucoesuHsercs guader 1 tuma. Y 4acTu maum-
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eHTOB 00/Ie3Hb IpoTeKaeT beccuMITOMHO. PeHTreHo-
JIOTMYEeCKY B HOKETYHOYHON >Ke/le3e BBIABIIAIOT
nuddysHble WM OYaroBble MOBPEXAEHNUs, OTEK, CY-
JKeHNe ITIABHOTO IaHKpeaTudecKoro mpoToka. Cepo-
JIOTYYECKY 4acTO BBLABIAIOT I'MIlepraMMarao0ynuHe-
MUIO, TOBbleHne ypoBHA IgG u IgG4, pasnuyHble
ayroaHTUTeNa (aHTMHYKIeapHble, K KapboaHTupapase,
K JIAKTOQeppuHY).

ITepsoe onmcanme AVII, npoTekaoIero ¢ MoBbI-
IIeHMeM YpOBHS CbIBOpoyHOro IgG4 [1], BbI3BaIo HO-
sIBTIEHVe HOBBIX COOOIEHWIT O CIy4asX ayTOMMMYH-
HBIX 3a00/IeBaHMII, MPOTEKAIOMUX C ITOBBIIICHHBIM
YPOBHEM CbIBOpOTOYHOTO IgG4.

CoracHO MeXYHapOJHOMY KOHCEHCYCY IO [V-
arHoctuyeckuM Kputepuam AMWII, ero gmarHocTuka
OCHOBaHa Ha BBIABJICHNM OJHOTO Wy 6Ooree Kapau-
HaJIbHBIX IIPM3HAKOB: 1) pagmorpaduyeckoro usmMeHe-
HUSA [TApeHXUMBI JKe/Ie3bl U MaHKPeaTUYeCKUX IpOTo-
KOB, 2) CepOIOTMYeCKUX OTKIOHEHMI, 3) BOBIE€YEHNs
B IIATOJIOTMYECKUIT IPOLiecC NPYTMX OPraHOB, 4) Xa-
PaKTepHOJ TUCTOMOPQOIOINM MOIKETYLOYHOM XKe-
71e3bl, 5) TOJIOXUTEIBHOTO KIVHIYIECKOTo 3¢ deKTa OT
IOpUMeHeHNA IPOTUBOCHAIUTEIbHBIX CTEPONIHBIX
mpenapatos [16].

Pasmnuator gBa tmna AVII, koTopble UMEIOT pas-
JINYHBIE, YeTKO OYepUCHHBIE, TaTOMOPQOIOryecKye
npusHaky. Tun I — JITICII — oTnmyaeT NIOTHBIN MH-
¢bunbTpaT, cocroAmMil U3 MMMQOLUTOB, IIa3MaTH-
yeckux Kiretok (puc. 1A) u IgG4-TIIIK (=50 Ha 6071b-
moe nose 3peHns, puc. 15, B), a Takxe MHoOrospyc-
HbI1 ¢pubpo3 (puc. 1) BOKPYT [TTaBHOTO IaHKpeaTH-
4eCKOTO ¥ MeK/IOJIbKOBBIX IIPOTOKOB M IepUITaHKpea-
TUYECKON XMPOBONM TKaHU. JIOTbKM MOMKETyTOYHON
JKeJle3bl OTHOCUTEIBHO XOPOLIO COXpPaHeHhbl. B wacTu
IOJIeK HAOJIIOAIOTCs OYary HEKpo3a, 3aMellalom|uecs
¢$uUO6PO3HOIT TKaHbIO, CMELIAaHHOI C KJIETKaMM BOCIIa-
nenya. TunudeH Takxke oOMUTepupyrowmit ¢redut
(puc. 1]1), a B psfie cry9aeB MOXKHO HaOJIIOHATb U 00-
NUTEPUPYIOWNI apTepunT. YacTo BBIABIAIOTCA 903M-
HodmnbHbIe 1 Ty4HbIe K1eTKU (puc. 1E) [22, 34].

XapaxTtepnoit yeproii AUII II tuna — mpmonaru-
YecKOro IPOTOKOBO-LIEHTPUYECKOTO ITaHKpeaTUTa —
SIBJIACTC HeMTPOpUWIbHAA MHPUWIBTPALNA SIUTENN
IJIABHOTO ITAHKPEATHYeCKOTO MPOTOKA V/M/IN MEeXKJ0/Ib-
KOBBIX ITPOTOKOB (puc. 2A, B). IIpoToxoBbIit smytenmit
HOBpPeX[EH VM HAXOAUTCSA B COCTOAHMU pereHepalyi.
BenencTBue BoCIanmeHysl HMPOTOKM BBIITIARAT U3BWIU-
CTBIMU U CTEHO3VMPOBaHHBIMU. BoKpyT HonbKoBoit ¢pub-
PO3HOJI TKaHU PEIKO BCTPEYAIOTCS KIETKY BOCITAJICHNA.
ITpu BBIpaXeHHOM BOCIIAJICHUY JOIbKI MHYIBTPUPO-
BaHbl HeiTpodmmamu, mMMpONMTAMU U UIA3MATIIEC-
kumu kaetkamu. O6murepupyrowmit Gpebut Habmoxa-
ercs pepko [12, 22, 34]. Undwnbrpanmsa IgG4-TITIK npu
stoit popme AWII orcyrcTByer wm ckypHas (puc. 2B)
[22,28].
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Puc. 1. AyroummynHslit mankpeatut I tuma (JIIICII). Cra-
mus BeIpaxkeHHOTo ¢ubposa (III cragus): A) BOKpyr-
MpoTOKOBasA MMMQOIIa3MaTudecKas MHQUWIbTPAINs
(remaTokcHIMH-303MH, x100); B) TKaHb BOKPYT NMM-
daruveckux ¢pommukynroB — obumue IgG4-IIIIK (yka-
3aHO CTpe/IKamy, HempsMas MMMYHOIIEPOKCH/a3Has
peaxuus, x200); B) smurenmit IIPOTOKOB COXpaHEH; B
oKpy>xamwlieit crpome onpepensorcsa [gG4-TIIIK (yxa-
3aHO CTpe/IKaMM, HeIpsiMas MMMYHOIEPOKCUa3Has
peaknust, x200); I') MHorosipycHass ¢puOposHas TKaHb
OKpY>kaeT 6e3MMeHOBbIe HEPBHBIE Y METIKIME COCY/bI
(snudnyopecuerHas KoH(MOKaNbHAs MUKPOCKOMNS,
MMMYHOTMCTOXMMMYECKOE BbIAB/IeHME KotareHa I Tu-
1ma, x200); JI) obmurepupyroumit ¢paebut, (okpacka 1o
Maopu — CnundeHko, x400); E) HeMHOrOYMC/IEHHBIE
903MHOQWIbHbIE JIEMKOLUTBH B CTPOME BOIU3M 3HJO-
KPMHHOTO OCTPOBKa (reMaTOKCU/IMH-3031H, x400).

IMockonbky AWII II Tuma He MMeeT XapaKTEPHBIX
CEpONIOTNYECKMX MApPKEpOB, €r0 AMAarHOCTYKA 3aTPYHM-
tenbHA. AVIIT II Tima mmeeT OTYeT/IMBBIN KIIMHITIECKII
npoduib, or/mansii ot AVII I tuma, — Bospact 6071b-
HbIx ¢ AVII II Tuma Ha fexafy MeHbllle, HeT IpeoOa-
naHusa myxxckoro moma. Ima AUII II tuma He xapak-
TEpHO IIOBBbIIIEHNE YPOBHA CHIBOPOTOYHOro IgG4 m
IgG4-acconMmpoBaHHBIX  BHEIEYEHOUHBIX CKIEPO3N-
PYIOIVX MOBPEXEHNI — TaKMX, KaK IPOKCUMAIbHBbII
CKJIEpO3UPYIOIIMIT XONIAHTUT, CKJIEpO3MPYIOLIMIi Cua-
JafeHUT U PeTpPOIepUTOHMANbHBIA Gubpos. Tum II
AMNII 6ormee 4acTo CBS3aH C OCTPHIM MAHKPEATUTOM U
BOCITIUTEIHBIMY 3a00/IeBaHISIMU KUIIIEIHNUKA: 60Tes-
Hblo KpoHa 1 Hecrenmguyeckum sI3BEHHBIM KOJIATOM.
AWII II Tuma vMeeT OdYaroBble IOBPEXIEHMS ITOIKe-
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JIyIOYHO >KeTe3bl 1, BCTIETCTBYE 3aTPYAHEHNIT B JMar-
HOCTHKe, Yallle ITOfBEPraeTcsl XMpPYpPIU4ecKuM BMella-
Te/IbCTBaM. JHJI0- ¥ 9K30KPUHHbIE (YHKI[UN HOMKeNy-
TOYHOI >kenmesbl YyacTo Hapymatorcsa npu AWUIIT I tuma,
Torfa Kak ux nsMeHenns npu AVII II Tuna HemsBeCTHBI

Puc. 2. AyroummyHHblii naHkpeatut II tuma: A) MHoro-
ApycHasg ¢u603Has TKaHb OKYTBIBaeT BHYTPUOIBKO-
Bble NPOTOKM (OKpacka mo Mamnopu — CIMHYEHKO,
x100), B) anutenmit mpoTOKOB MH(PUIBTPUPOBAH Heil-
TpOOWILHBIMK JIefIKOLUTaMM  (YKa3aHO CTpeNIKaMu,
okpacka o Mamopu — CnundeHko, x400); B) pen-
kue IgG4-IITIK cpeny mumouuToB M IIa3MaTUdec-
KIUX KJIETOK BOKPYITOIbKOBOI (p1Opo3HOI TKaHM (He-
npsAMast UMMYHOTMCTOXMMUYecKas peakuus, x400).

O6a tuma AVIT XOpOLIO OTBEYAIOT HA CTEPOMBL.
BONMBIIMHCTBO OONBHBIX OBICTPO pearnpyioT Ha Iepo-
palIbHOE TIpMMeHeH)e IIPeHM30/I0Ha B Jo3e 40 MI B
[leHb B TedeHUe 4 Hefielb C MOC/IEAYIOEll ITOIepKI-
BAIOILIEI TO301 B 5 MTI' B IeHb B TedeHue 8 Hepenb [21].

Hamu obcmenoBano 60 GONMBHBIX C XPOHMYECKUM
ITAHKPEaTUTOM. BMONTaThl MOMPKEMy0uHOI XKele3bl 3a-
6upamu BO BpeMs IUIAHOBBIX OIEPATMBHBIX BMeIIa-
TEJIbCTB C JMArHOCTUYECKON 1ienbio. 11o rmucromormyaec-
KUM IIpMsHaKaM (IVIOoTHas MMoIrIasMaluTapHas BO-
KPYTTIPOTOKOBast MHPWIbTPALVA XKelesbl ¢ Ipormdepa-
Ielt OfTHOYHBIX MM aTIIecKnX (oIKyIoB, MHOTO-
sipycHslit pubpos, obmurepupyrowuii ¢redbur) orobpa-
HbI cmy4an ¢ nofospennem Ha AVIL. ITocne nmmyHormc-
ToXuMM4Yeckoro TtumnupoBaHua IgG- u  IgG4-TIIIK
HecomHenHbIT AUTI ycraHoBmeH y 14 (23,3 %) 6ONBHBIX.
AMNII I timna Habmogasncst 8 7 (11,6 %) cryvasx.

IgG4-acconuupoBaHHbIIi 330¢arut
B murepartype ommcan cmydain IgG4-acconuupo-
BaHHOTO CKJIEPO3UPYIOLIEro 330¢arnta, KOTOPBIIL
IpoTeKasn ¢ Aucdarueil, mOTepeit MacChl Tea, CTPUK-
TypaMM, COYETAIOUMMUCA CO MHOXXECTBEHHBIMU pac-
[MIMPEHNSIMA TIUINEBOAA. B momcmmsucToi o6omouke
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HMIEBOfiA OIPefe/A/IoCh OIYXONeBUfHOe 00pa3oBa-
Hye. [Ipy TMCTONOTMYECKOM MCCIIefOBaHMIM 330(aruT
HpeACTaB/LT €060t PpuOPOBOCIATNTENIBHYI0 TKaHb,
MHQUWIBTPUPOBAHHYIO IUIa3MaTUYECKMMY KIEeTKaMu,
cpenyt Kotopbix npeobnagamm IgG4-IITTK. IIpu aTom y
607bHOTO He OBUIO CHCTEMHOTO ayTOMMMYHHOTO 3a-
60/eBaHNs WM IMATONOTUU COESVHUTETIbHON TKAaHU
[20].
IgG4-acconunpoBaHHBIN raCTPUT

ITpwn uccnenoBanmy 6MONTATOB CIUSKCTOI 060/I0Y-
ku xerypka (COXK) y 37 % 60mbHBIX ¢ aTpodudeckum
TacTPUTOM U MePHUIMO3HON aHeMuell HabTIofaIach
BbICOKaA II0THOCTD IgG4-TITIK. ITpn aTOM HM Y OfHOTO
6ompHOrO ¢ HemsmererHoit COXK mbo ¢ xpoHndeckom
HEAKTUBHBIM ractputoM, mubo ¢ Helicobacter pylori-mio-
3UTMBHBIM TaCTPUTOM He BBIAB/ICHO YBETNYEHVsI KO-
yectBa IgG4-TIIIK B >xemyaxe. ABTOpPBI NPULIIM K 3a-
Kmodennto, 4ro IgG4-TIIIK MoryT yJacTBoBaTh B IaTo-
reHese IEPHULIMO3HON aHEMIUM U MOTYT OBITD MOJIE3HBIM
MapKepoM I ee JUarHOCTUKM [1].

IgG4-acconumpoBaHHaA A3BeHHAaA 60Ne3HDb

SIsBeHHas 60Je3Hb >KelyfKa IIOYTM B TPU pasa
yallle BCTpedyaeTcs y manueHToB ¢ AVIII mo cpaBHe-
HUIO C OONBHBIMM KOHTPOJIBHON Tpymmbl. Takxke He
06HAPY>KEHO pas/Iuyuii B CTENIEHN BOCIATEHN, aTPO-
¢bun, merammasuu win uHbuuposanus Helicobacter
pylori Mexxiy 60/IbHBIMM M KOHTpOTIEM [27].

Berasnen crryqait IgG4-accouympoBaHHON A3BE€HHOM
6orme3Hn KemyfKa, mporekarowert 6es AVII y 77-ner-
HETO MY>KUMHBI C pepaKkTepHOI! sA3BEHHOI 6OJIe3HBIO
xKemyfka. B oxemymke 60/mbHOTO Habmofanach MsrKas
nawmnsrparms I[gG4-TIIIK B mocrszBeHHON py61I0BOI
TKaHu (15 K1eToK/60nbloe 1mote 3peHnst). BeipaxeHHoe
HakoIUTleHVe [gG4 BBIABIEHO B OO/IACTY aKTUBHOII S3BbI
(50 IgG4-IIIIK /60nbluoe mone 3penus) [9].

Hamu 06¢cnegoBano 16 60/IbHBIX A3BEHHOI 60713~
HbBIO JKENY[Ka, OCIOKHEHHOI! SI3BEHHBIM KpPOBOTEUe-
HieM. Y 7 6ombHbix B COXK Habmoganace arpodus ¢
HCeBIONMMIOPU3aliMeil B Te/e KelyfKa U TOHKOKU-
IIEYHOI MeTallIasuell B aHTPA/JbHOM OTfe/le WIN B
oboux otmenax. OOHOBPEMEHHO B CIM3UCTON 060-
JIOYKe BBIAB/IEHA Ipondepalusi OJMHOYHBIX JIUM-
datnuecknx ¢omnukynos (puc. 3A). VimmyHorucro-
XMMIYecKoe oKpalyBanue ooHapyxuio IgG4-I1IK B
CTpOMe M B MEXMBIIIEYHON TKAHM CIUSUCTON 060-
JIOYKY aHTpa/IbHOTO oTAena (puc. 3B) u Tena xenyaka
(puc. 3B), uro ykasbiBaeT Ha BoBiedeHNne IgG4 B
MeXaHM3MBl CTPYKTYpHBIX IpeobpasoBanmuit COXX
IIpU A3BEHHOI 60/Ie3HM.

Hennakusa
Kak cBuUeTe/NbCTBYIOT HAllM MCCIEJOBAHNA, BbI-
[O/IHEHHble Ha OmonTarax ceMu OONBHBIX C Ije/na-
Kueit, MPOTeKAIell ¢ TOTATIbHOI aTpodueit Kuued-
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HBIX BOPCUHOK, B PaCIIPEHHOM 00'beMe CTPOMBI /-
3MCTOI OOOIOYKY TOHKOJI KMIIKY, HECMOTPsI Ha 00u-
7Me TIa3MaTUYecKnX KneTok, IgG4-IIIIK B mopaxeHn-
HOJ C/M3MCTON 000/I0YKe TOHKOJ KMIIKM BCTpeda-
NKCh KpariHe peako (puc. 4).

Puc. 3. SI3BeHHas 60/Me3Hb XKemyaKa: A) crusucras 060m04-
Ka aHTPa/IbHOTO >KeTyIKa. Y MepeHHbIiT aTpoduaeckuit
GOIIUKYIAPHDLA TacTpUT. B mIpemapaTe HeCKONBKO
mumbarudeckux ¢dommukynos (IIMK-peakius, x40);
b) IgG4-TIIIK onpepensoTcsi B COOCTBEHHON IIACTUH-
Ke ¥ B MBbILIEYHOI IUIaCTMHKe (YKa3aHO CTpe/Kamu,
HenpsAMasg MMMYHOTMCTOXMMMYECKAs peakumsA, IIOJ-
KpallleHO IeMaTOKCIIMHOM, xX100); B) dommukymnsp-
HBIl TAaCTPUT TeNa XKeTyKa C MCeBJOMMIOpU3anye 1
TOHKOKMILIEYHOJ MeTaIl/lasueil cimsucToi. B crpome
ompepenstorcs rpynnsl [gG4-TIIIK (ykasaHo cTpenka-
MU, HeNpsAMas MMMYHOTMCTOXMMMYECKass peakuus,
MOAKPAIIEHO TeMaTOKCHINHOM, X100).
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Puc. 4. Hennakus-cpy. ToranbHas aTrpodys KMUIIEYHBIX
BopcuHOK. Heckonmbko IgG4-IIIIK ompepenaiorcsa B
CTpOMe C/IM3MCTON 0OOJIOUKY TOIell KMIIKY (YKa3aHO
CTpENKOJ, HempsAMas MMMYHOIIEPOKCHTA3HAsA peak-
LM, TOJKPAIIEeHO FeMaTOKCU/IMHOM, x400).

IgG4-acconupoBaHHbII XONEIUCTUT
B nmuteparype ommcannl cnyyau IgG4-acconuupo-
BaHHOTO XONELMCTUTA. B apxmBe MHCTMTyTa Hamy
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O0TOOpaHO HECKOJbKO CiTy4aeB nuMQoIasMalurap-
HOTO XONELUCTUTa M B ABYX M3 HUX OOHAPyXeH
IgG4-accouympoBannbiii  xomeuuctut (puc.5). Ha
Ha/ju4ue CUCTeMHOTO ayTOMMMYHHOIO 3abo/eBaHMA
iy AVII 6onbHbBIE He 06CIENOBANMNCD.

Puc. 5. IgG4-accounupoBannbiit xoneuucrut: A) IgG-TITIIK
B CTPOMeE >KeTYHOTO Iy3bIps (HelpsAMaa MMMYHOQITyo-
pecuennus, x400); B) IgG4-IITIK (ykasaHbl cTpenka-
M) paccestHbl B TuMO-IIa3MaTUIeCKOM MHPUIbTpa-
Te CTEHKM >XETYHOTO Iy3bIpsA (HempsAMas MMMYHOIIe-
poKcupasHas peakuus, x100).

IgG4-acconnpoBaHHBIN XOTAHTUT

IgG4-acconympoBanHblit xomanrut (VIAX) Bcrpe-
YaeTcs 4Yallle BCEro y MY>K4MH crapiue 60 ser [1]. B
IPOTMBOIOIOKHOCTh MOJIOABIM MAlMEeHTaM C “CUHJ-
pomoM HanoxxeHus” IICX 1 ayTOMMMYHHOTO TelaTu-
Tta (AUT) 60nbmmHCcTBO NManuedToB ¢ MIAX gacto fe-
OI0TUPYIOT OOCTPYKTUBHOI XXenTyxout (77 %), accoun-
anyett ¢ AVII (92 %), moBbIlIeHNEM YPOBHS CBIBOPO-
tounoro IgG4 (74 %) n obummem IgG4-IIIIK B 6uomn-
TaTe >XETYHOro NpoToka (210 KmeTok Ha 6ojblIOe
nonte 3penns). Cy>xeHMs orpaHNYeHbl BHYTpUIIaHKpe-
atmaeckum npotokoM (51 %). PubposupoBaHe BHe-
MEeYeHOYHBIX U BHYTPUIIEYEHOYHBIX IPOTOKOB HAOMIO-
naerca 'y 49 % nanueHTos.

I'mcromormueckuit guaraos VIAX craBuTcs mocmie
XUPYPTUYECKON pe3eKLUI JaCTH MOIKeTyJOIHO JKe-
nespl (IAHKpeaTofyofeHOaKTOMMUM). B amarnocTumke
IIOMOTAeT BbISB/ICHNME CTPUKTYP B JKeTYeBbI/Ie/TUTe/b-
HOJl CUCTeMe, COYeTAIOIMXCA C CYy>KeHUeM ITIaBHOTO
IAHKPeaTNIeCKOTo IPOTOKa, BOBJIEYEHNE B IIPOLECC
HOKeTyTOYHOM >KeJle3bl WIN JPYTUX OPraHOB, OBBI-
LIeHMe yYpOBHA CbhIBOpoTO4YHOrOo IgG4. JlmarHos mop-
TBep)KIaeT TMCTONIOTUA >KeTYHBIX IPOTOKOB (BBIAB-
nenne cBbiie 10 KI€TOK Ha 6GOJIbLIOE IO/TE 3PEHNs)
WIN WUCYe3HOBEHMEe CTPUKTYp IOCIe JIe4eHMA KOp-
TUKOCTEPOVIAMIL.

HeMorpadudeckue, pagmuorpadudeckue, IrUCTONO-
TUYeCKMe M MMMYHOJIOTUYeCKMe (PAKTOPBI IOMOTAIOT
muddepenrmposars VAX u IICX. ITanuents ¢ MAX
3HA4NTEIbHO CTapllle U YpPOBEHb CIBOPOTOYHOTO IgG4
3HaunTenpHO Bbime, yeM npu I[ICX. Ipu IICX xo-
naHrnorpauueckrie 0COOEHHOCTU IPOSB/IAIOTCS B
Y37I0BaTBIX CTPUKTYpax >KeTYHBIX IPOTOKOB, MMEIO-
IMX BUA “IepeBa C OOpe3aHHBIMM BeTBSAMU , TOTHAA
KakK manyeHTsl ¢ VIAX MMeIT cerMeHTapHble CTPUK-

HO. M. CTENAHOB, 0. A. TAWJIAP

TYPBL ¥ CY>KeHMA RUCTAJIbHON TpeTU OOIIero >Kemd-
HOTO NIpOTOKa. ['McTonormyeckoe usydeHue Ie4eHN
BBIAB/IACT OOMUTEpUpPYOWNiI HUOPO3HBIN XONTAHTUT
TonbKo y 6onbHbIX IICX; npu VIAX oH HabmopaeTcs
perko. B ormrume ot IICX mma MAX TunmdHa BBI-
paxennass uHpwibrpanus IgG4-TIITK mopranbHbIX
TPAKTOB mevyeHu [21].

I'mcronormyeckme MCCIefOBAHNA TT€YEHN TTOKA3bI-
BaloT (GUOPO3HBIL OOMUTEPUPYIOUINIT XOTAHTUT Y
6onpubix IICX, orcyrcrByromuit y 6ompHbx ¢ VIAX.
Xonaurnorpagudeckre MUCCIEHOBAHNS He BbIAB/IIOT
ynyamenus npu IICX mocne ctepoupHol Tepanuu, B
ornmane ot MMAX. Kpome Toro, XonaHrnokapyHoMa
pasBuBaercs y 10-30 % 6onbubix ¢ IICX u orcyr-
crByer npu VIAX. Takum o6pasoM, pasnudusi Mexmy
MAX un TICX cBUfIeTeNbCTBYIOT O PasiUduy B 3TUO-
JIOTUM U MTIaTOreHese 3Tux 3abonesannii [23].

IgG4-accouunpoBaHHbBIN remaTnT

Omnucan ciydali manyeHTa ¢ HECOMHEHHBIM ayTo-
VMMYHHBIM T€IIaTUTOM M XPOHMYECKMM XOJIeLN-
CTUTOM, BBICOKUM YPOBHEM CbIBOpOTO4YHOro IgG4 m
IgG4-TITIK B creHke >kemyHoro my3eipA [31]. B 6uomn-
TaTe IedeHM OOHApY>KeH MHTep(eiCHBI U BOIbKO-
BbIIf TemaTUT CO 3HAYUTENbHON WHUIbTPaLVEen
IIa3MaTUYeCKMMM KileTKamy. VIMMyHOOKpalmBaHme
nedeHn BbisgsBIo obume IgG4-IIIIK B mopTanbHbIX
TpaKTax.

ITpu wusyyeHum Ouonrara IedeHU OONBHOIO C
AMVII I Tuna Hamy OOGHAPY>KeH XO0/IeCTaTIIeCKIIt Xpo-
Hudeckuii rematut (F1, Al mo mikane Metavir). B ¢u6-
PO3MPOBAHHBIX M PaCIIMPEHHBIX NMOPTATbHBIX TPaK-
Tax BbLAB/IeHbI Ipynnsl [gG4-TITIK (puc. 6).

e

Puc. 6. IgG4-10/10XUTETHHBIN renaTnT:

XPOHUYECKUI
A) BHYTpMKaHa/IbLIEBbI/I XOJIECTAaTa3, B PaCIIVPEHHbIX
HOPTAJIbHBIX TPaKTax OOW/IMe MOHOHYK/IEApHBIX Kile-

ToK (OKpacka TIeMaTOKCM/IMHOM-903MHOM, x100);
B) rpynmna IgG4-IITIK B mmMdoIrrasMaTinyeckoM MH-
¢$unbTpaTe MOPTAIBHOTO TpaKTa (HempsiMasi UMMYHO-
epoxcupasHas peaxuus, x200).

XpoHNYecKe BOCTIaTUTeNbHbIE 3a00IeBaHNs
KUIIeYHNKA: I3BeHHbIiT Konut u 6one3ns Kpona
IMoutn y 6 % 6onbHBIX ¢ KokasaHHBIM AVII guar-
HOCTVMPOBAaHBI BOCIIA/INTE/IbHBIE 3a00/I€BaHIs KUIIIeY-
Huka (B3K), mo cpaBuenuto ¢ 0,4-0,5 % B obuieit mo-
nynagyu. OTu OONbHBIE INOABEp>KeHbl 12-15-kpatT-
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HOMY pucKy pa3sutus y Hux B3K. Taxxe y 60/bHBIX ¢
AUII ormeuatorcsi Gojee HPOTsDKEHHBIE MOBPEXJIE-
Husa u Tsxectb B3K. YBemnmuenme kommdyectsa
IgG4-TIIIK (10 xmeTox Ha 6Gonbloe IMOJIe 3peHNus) B
C/IMBYICTON TOJICTON KUIIKM HAO/MIOfAeTCs Y 6OIbHBIX C
sI3BeHHBIM KonmtoM [23]. Ilpenmoraraior, 4To 0OHaA-
pyxenne IgG4-IIITIK B 6umonrarax TOJCTOI KUIIKH
yKasbIBaeT Ha BO3MOXKHOCTb accoumanuu B3K ¢ AUIL.

Hamn o6cmefoBaHO HECKONIBKO CTydaeB OOMe3HN

Kpona. B ofgHOM M3 HUX HaOIIOLANOCh yBelMYeHNe
kormmuectsa IgG u IgG4-TITIK (20-25 kneTok Ha 607b-
IIO€ TI07Ie 3peHMNs, puc. 7). B momKenynoyHoil sxenese
npusHaky AVIII oTcyrcTBOBanm.

10.

11.

12.

Puc. 7. Bonesnp KpoHa. B mopakeHHOI CIU3NUCTO 0607104~

Ke TOJICTOJ KMIIKV OIIPeJe/IAITCA TPYNIOBbIe CKOM-
neama IgG-TIIIK (crpenku): A) HempsAMass peakums
uMMyHodIyopecuenrmy, x200) u  pasbpocaHHBIE
IgG4-TITIK, bB) HempsAMas MMMYHOIIEPOKCUIA3HAA
peaxuus, x100).
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IMYHOTIIOBYJIIH G4-ACOIIIMMOBAHI CK/JIEPO3YIOUI 3AXBOPIOBAHHS
OPT'AHIB TPABJ/IEHHA

I0. M. Crenanos, 0. A. l'ajigap

JepxaBHa ycTanoBa “IHcTuTyT ractpoenteponorii HAMH Ykpainn”, 49074 [THinponeTpoBchbK

BucsiTneno HoBuil Kinac 3axBoproBaHb — I[gG4-acouiiioBaHi ckleposyrodi 3axBoproBaHHs (IgG4-AC3)
OpraHiB TpaB/eHHA. BuUABIEHHA TPbOX OCHOBHMX TiCTONOTiYHMX O3HAaK B YpPaXeHOMy OpraHi —
1) winpanit miMbomtasMatidHuit iHGIIBTpaT Ta mMOOAMHOKI miMbarnusi donikyan, 2) 6araTospycHuit
bibpos, 3) obnitepyrounit ¢ebdit — [03BONAE TBEPAO [iaTHOCTYBATH 1ii 3aXBOpIOBaHH:A. ICTOTHe AiarHo-
CTMYHE 3HAYeHHA Ma€ BU3HAYEHHA 30i/IbLIIeHHA 3HAYeHHA BifHOIIEHHS KinbKicTb IgG4-IO3UTUBHMX
I/Ta3MaTUYHMX KTITHH/KITbKICTh [gG-TI03MTUBHMX I/Ia3MaTUYHNUX KJIITHH B yPaXkKeHOMY OpraHi OimbI HiX
Ha 40 %, mo cigunth npo HasBHiCTb IgG4-AC3. OcHOBHY yBary aBTOpYM NPUAIINIM ayTOUMMYHHOMY
MIAHKpeaTuTy I TUIy SIK CUCTeMHOMY CK/IepO3YI04OMY 3aXBOPIOBAHHIO.

IMMUNOGLOBULIN G4-RELATED SCLEROSING DISEASES OF DIGESTIVE ORGANS

Yu. M. Stepanov, Yu. A. Gaidar

State Institution “Institute of Gastroenterology NAMS of Ukraine”, 49074 Dnepropetrovsk

Elucidated was a new class of diseases — IgGu-related diseases of digestive organs. Detection in the
damaged organ of the following three key histological signs helps diagnose these diseases: 1) a dens
lymphoplasmacytic infiltrate and single lymphatic follicles, 2) storiform-type fibrosis, 3) obliterative
phlebitis. Detection of the increase in the number of IgGs-positive plasmatic cells/total number of IgG-
positive plasmatic cells ratio in the damaged organ by more than 40 % is of significant diagnostic value.
Special attention was paid to autoimmune pancreatitis type I as a systemic sclerosing disease.
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