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AHHOTALNA

AyTOMMMYHHBIN NaHKpeaTMT — ocobas, cBoeobpasHas M OTHOCUTENbHO HOBas (hOPMa XPOHMYECKOr0 MaHKpeaTuTa, KoTo-
pyto B MOCneHMe rofbl MHTEHCMBHO M3y4aloT NaHKPeaTonory Bcero Mupa. AyTOMMMYHHBI NaHKPeaTUT He UMEeT CBOWCTBEH-
HOW TOMbKO €My KIIMHUYECKOM KapTWHBbI. 3T0 cOCTosHME Oblio BriepBble OMMCAHO Y B3POC/bIX M 4acTo UMUTMPYET paK MoA-
XKenyA04YHOMN Xenesbl. MOXeT nopayaTb HeCKOSIbKO OpraHoB, CUHXPOHHO WJIM METaxpoOHHO, M PeAKO BCTpeYaeTcs Y AeTeil.
MpeacTaBnsieT cobon cucTeMHoe HMOPOBOCTAMUTENIbHOE COCTOSHME C HEACHBIM NaTO(U3NONOTMYECKUM MEXaHU3MOM, BINS-
loLLlee Ha pasninyHble YacTu Tena. [lpu oTcyTCcTBUN NeyeHus 3aboneBaHne MOXET NpUBECTU K Gpubposy n HeobpaTMomy no-
BPEXJEHWUIO OPraHoB, OLHAKO COYETaHWe MPUCYLLMX ayTOUMMYHHOMY MaHKPeaTUTy CePOSIOrMYECcKHX, MUCTONIOMMYECKUX Mpu-
3HaKOB M AaHHbIX MHCTPYMEHTAsbHbIX METOLI0B UCCNej0BaHUA NO3BONSET YCTaHOBUTL ero Hanuume. lgG4-accoummpoBaHHoe
3aboneBaHMe B OCHOBHOM OMMCAHO Yy B3pOC/bIX, MO3TOMy MeAMaTpbl 0ObIYHO Mano 3HalT 0 HeM. Mbl moauvepkuBaem
C/IOXHOCTb [IMarHOCTMKW ayTOMMMYHHOTO MNaHKpeaTUTa — 3aboneBaHus, cBs3aHHoro ¢ IgG4, y peteii. B cTathe npea-
CTaBNeHbl [1Ba KIIMHUYECKUX Clyyas C AETbMM, KOTOPbIM Obll AMArHOCTUPOBAH ayTOMMMYHHbIW NaHKpeaTuT. Y oboux fetent
HabntoAanMcb CMMNTOMbI abAOMUHANBHOM 60 U/MAM MEXaHUYECKOI XENTYXM B COYETAHUM C 04aroBbIM YBENMYEHWEM NOA-
KeNyA04YHOM Kene3bl, HEPOBHOCTSMU OCHOBHOTO MPOTOKA MOKENYA0YHOM JKenesbl U AMUCTanbHbIM cyxeHneM. CornacHo
HaLMM AaHHBIM, AMArHO3 ayTOMMMYHHOTO MaHKpeaTuTa y feTel MOXeT ObiTb YCTAHOB/IEH HAa OCHOBE KOMOMHALIMM KOHKpeT-
HbIX KJIMHWYECKWUX CMMMTOMOB MPU MOCTYMIEHUM U Pa3fIMYHbIX Pe3yNbTaToB BU3yanu3auuu. CBOeBPeMEHHO MOCTaBEHHbIN
AMarHo3 W HayaTtoe JieyeHue ABNISETCA 6NaronpuATHBIM NPOTHO30M JJ1s1 AaNbHEMLLEro Te4eHUs JaHHOro 3aboneBaHus 1 pas-
BUTUS OCIIOXHEHWIA.

KnioyeBble cnioBa: XPOHMYECKUN MaHKPEATUT; ayTOMMMYHHbI NaHKPeaTuT; AMarHoCTUYecKue Kputepuy; lgG4-accoummpoBaHHoe
3abosnieBaHue.
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Two clinical cases of IgG4-associated pancreatitis

in children
Svetlana N. Minina, Elena A. Kornienko, Evgeny N. Suspitsin, Evgeny N. Imyanitov

Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

Autoimmune pancreatitis is a specific peculiar and rather new form of chronic pancreatitis (ChP) that has been inten-
sively studied by pancreatology specialists of the whole world for the last years. Autoimmune pancreatitis does not have
any individual specific clinical features. This condition was described for the first time in adults and it often mimics
pancreas cancer. Autoimmune pancreatitis can involve some organs, synchronously or metachronously, and is rarely
identified in children. Autoimmune pancreatitis is a systemic fiber-inflammatory condition with poorly understood patho-
physiological mechanism, affecting different parts of the body. In case of the treatment absence the disease can lead
to fibrosis and irreversible impairment of the organs. However, the combination of the findings of serologic, histologic,
and instrumental methods of investigation characteristic for autoimmune pancreatitis allows to identify its presence.
IgG4-associated disorder has been mainly described in adults, therefore pediatricians usually do not know much about it.
We underline the complexity of the diagnosis of autoimmune pancreatitis / IgG4-associated disorder, in children.
The article presents two clinical cases of children diagnosed with autoimmune pancreatitis. Both children had the symp-
toms of abdominal pain and/or mechanical jaundice combined with focal pancreas enlargement, roughness of the basic
pancreas duct and distal narrowing. According to our data, the diagnosis of autoimmune pancreatitis in children can
be made on the basis of the combination of specific clinical symptoms at admission and various results of imaging.
Both timely made diagnosis and administered treatment provide a favorable prognosis for further course of the disease
and complication development.
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BBENEHUE

AyToMMMyHHbIM naHKkpeatut (AUM) — ManouncneHHas
rpynna peKux BocnanuTenbHbIX 3ab01eBaHUA NoAXKeNnyo4-
Hol xenesbl (M) c HeM3BeCTHOW 3TMONOrMEN U YACTUYHO
WM3y4YeHHbIM NaTOreHe30M C JOMUHUPOBAHUEM @yTOMMMYHHBIX
MEeXaHU3MOB M BO3MOXHOCTbIO OTBETA Ha TEPanmio KOpTUKO-
CTepoMAaMu, 4To No3BoNsSeT 06bEANHATL BCe 3TW 3aboneBa-
HWA nof, 06LLMM Ha3BaHWEM.

TouHas pacnpoctpaHeHHocTb AUM HeussecTHa. YactoTa
perucTpauumn B aNMAEMUOSIOTMYECKUX UCCIIeL0BaHNAX Kofe-
bnetcsa B npepenax 4,8-5,8 % B nonynauum.

Mo naHHBIM BoNbLUMHCTBA MUCCnefoBaHWUA Hanbonee Ya-
CTo 3aboneBaHue perucTpupyeTcs y MyXUnH, COOTHOLLEHME
MYXKUMH M KeHWmMH — 2 : 11 5 : 1 cootBeTcTBeHHo. Cpea-
HWi BO3pacT MaHudecTaumn KAMHWUYECKOW KapTuHbl AU
Ha 10-20 neT BbiLLe, YeM TaKOBO MNP MPOYMX ITMONOMHYe-
CKMX BapMaHTax XpPOHMYECKOro naHkpeatuta (XM).

Matorenes AUI: ocHOBHblE MPUYMHBI M MEXaHWU3MbI pas-
BuTua AWM [0 HacTosLLero BpeMeHu TOYHO He YCTaHOBJIEHI.
fcHo, uTo reHeTUYeCKas NpeApacnoNoXeHHOCTb, OMpeaens-
lolas pa3BuTUE HACNeACTBEHHOMO MaHKpeaTuTa, He UMeeT
Hu4ero obuwero c passutreM AUM [1, 6].

Mo Bcen BMAMMOCTH, NEPBbLIA LUar B pa3BuTUK 3abone-
BaHWUS — aHTUreHHOE NMOBPEXAEHNE NaHKpeaTUYeCKMX Npo-
TOKOB MNM aLMHApHbIX KNETOK. B ganbHeiileM MOHOMEpHbIi
TpaHCMeMOpaHHbIA FMKonpoTenH HapcemeiictBa |g CD4*
T-numMdoumToB MOryT pacno3HaBatb koMneke HLA Il knacca
1 ayTOMMMYHHbIX NMENTUA0B, FOMOJIOTMYHbIX KapboaHruapase
[l TMNa K nakTodeppuHy, MHAYLUMPYA NpoLecc anonTosa
HECYLLIMX UX KIETOK.

BeposTtHo, B MexaHM3Me TaKxe MPUHUMAIOT yyacTue
1 CD8* T-nuMboumTl, BbINOMHAOLLME DYHKLMIO LUTOTOKCU-
YecKux KneTok [3, 9].

Kak 13BecTHO, HapyLleHMe MexaHW3MOB anonTo3a urpa-
€T Befyllyl0 pofib B MaTOreHe3e MHOTMMX ayTOMMMYHHbIX
3aboneBaHuit. CpbiB perynsTopHbIX MexaHW3MOB MpoLecca
anonTo3a CoCTaB/seT OCHOBY Pa3BUTUSA NOCESHMX B CBA3M
C COXPaHEHMEM ayTOPEaKTUBHBIX IMMGOLMTOB B OpraHu3Mme.
[oBbILLEHHOE HAKOMMEHWE aKTUBMPOBAHHBIX T-KNETOK cro-
cobCTBYET NEPCUCTUPOBAHUIO aYyTOMMMYHHbIX pPeaKLuid, Of-
HWM 13 NpOSABIEHMIA KOTOpOro u cuntatoT AWM [3].

KnuHnyeckas KapTuHa He uMeeT cneumduyeckux cuM-
MTOMOB U Yallle BCEro NposB/IAETCA HECKONbKUMU. Abaomu-
HanbHas bonb — XapaKTepu3yeTcs Manoi MHTEHCUBHOCTBIO;
Bonee yeM B NosIoBKHE cy4aeB BOobLLE OTCYTCTBYET, YacTo-
Ta ee perucTpaumuu He npesbiwaet 27-50 %; B 20 % cnydaes
6onb ncxoaHo nokanusyetca B cnuue [10]. CumnToMbl Mexa-
HWYECKOM KENTYXM — WKTEPUYHOCTb KOXM, 3yh, obecuse-
YeHHbIN Kan u op. — BbisensoTca y 3079 % nauuenTos [11]
n3-3a coyetaHHoro ¢ AUI IgG4-CX ¢ pasBuTMEM CTeHO3a
MHTpanaHKpeaTMyecKon YacTu obLLero JenyHoro MpoToKa
W/MAn pucTanbHee pacnomoXeHHbIX CTPUKTYP XenyeBblBO-
AALMX MyTeR, Yalle Xonefoxa Umu obLiero neyeHoUHoro
MPOTOKA, 30Hbl 6udypKaumn. CumMnToMbl HecneundU4ecKoi
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pvcnencum (10 %). HapylueHue 3K30- M 3HLOKPUHHON BYHK-
uv XK, npu 3TOM TUNKYHO BbICTPOE MpOrpeccuMpoBaHue
MaHKpeaTMYecKoM HefOCTaTOYHOCTM BCNEACTBUE Bbipa-
KEHHOW BOCMAUTENIbHON UHAUNBTPALMM NaHKPeaTUHeCcKNX
OCTPOBKOB U aLHycoB. TeyeHue avabeTa npu 3TOM OTHOCUTENb-
Ho Bonee bnaronpuATHoe (Mo CpaBHEHMIO C LPYrMU 3TUONOMU-
yeckumm opMamut XIM) ¢ BO3MOMKHBIM YaCTUYHBIM 00PaTHBIM
pa3BuTUEM, a B pZE CNy4aeB U NOSHOM peayKunel dyHKLMO-
Ha/bHbIX HapyLIeHU Ha (OHe NaTOreHeTMYECKOM Tepanuu
K/MHMYeckux cumntoMoB. OTMeyaeTca noxydaHue Kak cnep-
CTBWE aHOPEKCUM W/UNN MIOXO KOHTPOSMPYEMOr0 CaxapHOro
Avabeta, WM KIMHUYeCKW 3HauMMoil Manbabcopbumm B pe-
3ynbTaTe 3K30KPUHHOW MaHKpeaTMYecKol HesoCTaTO4YHOCTH.
MoxeT 0TMeuaThCs acTeHUYECKMIA cMHAPOM (0bLuas cnabocTs,
MOBbILLEHHAs YTOM/IIEMOCTb) M CUMMTOMbI MOPaXeHUs Opyrux
OpraHoB (C/IOHHBIX JKeNe3, MOYEK, NErKMX, NEYeHU 1 ap.).

AWM coyeTaeTcs ¢ naHKpeaTMYeCKoii runephepMeHTEMU-
en B 36—45 % cnyyaeB, YTO He MOKET CITYUTb crieumduye-
CKMM [IMarHoCTMYeCKUM KputepueM. [unepbunupybunemus,
cunapom xonecrasa (30-60 % cnyyaes).

XapaKTepHblii Npu3HaKk mpu nabopaTopHOM uccnepo-
BaHWM — runeprammarnodynuiemus (ysenuuyenue IgG
u ocobeHHo IgG4 >135 mr/an). Hanuume pasnuuHbix TMNOB
ayToaHTUTeN (MMEKT TONbKO BCMOMOraTesibHoe 3Haue-
HWE): aHTUHYKJIeapHble aHTUTENa, aHTUTeNa K LMTonnasme
Hentpodmnos (p-ANCA), aHTuTena k KapboaHrmgpase |, |l
u IV TunoB, peBMaTonaHbIM haKTop, aHTUTeNa K lakTodheppu-
HY, aHTUINagKOMBILIEYHbIE aHTUTENa, aHTUMUTOXOHAPUAb-
Hble aHTUTena. OTMeyaeTca MOBLILIEHWE YPOBHS TyMopoac-
couumpoBaHHoro aHtureHa CA 19-9, cHuKeHue akTMBHOCTM
(hpaKuuii KoMNneMeHTa.

Wcnonb3ys MeToouKW BU3yanu3auuu N0 AaHHBIM Yib-
TpasBykoBOro uccnefoBaHus (Y3W) ans amarHoCTUKM Mo-
KeT BbITb MH(OPMATUBHO, HO YXKE Ha MO3LHUX CTagMsX.
Hanbonee uyBcTBUTENbHBINM METOA BU3yanu3auun Ans aua-
rHocTukn X1, B OCHOBHOM Ha paHHWX cTagusx 3abonesa-
Hus, — 3HpocKonmyeckoe Y3W. MHdopMaTueHO npoese-
HWe MyNbTUCTIMPaNbHON KoMMbloTepHoM ToMorpadum (MCKT),
MarHUTHO-pe3oHaHcHoi ToMorpadum (MPT). OgHako Hop-
MarbHble nokasatenu MPT u MarHUTHO-pe30HaHCHas XoNaH-
ruonaHkpeatorpams (MPXIT) He MoryT UCKIlOYaTb Hanuyme
nerkux Qopm 3abonesanus. Busyanusupyetca andoysHo-
yBenndeHHas MK (anddysHas gopma), pexe ouaroBoe 06-
pa3oBaHue, UMUTUPYIOLLIEe ONyXofb (o4aroBas dopMa), up-
perynspHas Lunarauus BUPCyHroBa npoToKa. KoHKpeMeHTh
u nceBpokucTbl B MK HabnofaTcs f0BONBHO peaKo.

Mo nokanusaummn nopaxenus MK soigensoT auddysHyio
1 o4yaroByr hopMbl, NOCNELHAS U3 KOTOPbIX Hanbonee YacTo
BCTpeyaetcs B ronoske MK 1 uMuTUpyeT pak 3Toro opraHa,
ocobeHHO Mpu BOBJIEYEHUM B BOCMANMUTESIbHbIN MPOLIECC XO-
nepoxa (IgG4-CX) ¢ ero cy)eHneM n pa3BUTUEM MeXaHWye-
CKOW XenTyxu. B 3HaunTenbHOI cTeneHn 3aTpyaHseT NpoBe-
AeHve ouddepeHumansHon auarHoctuku AWM ¢ pakoM yacTo
noBbILLeHHbIN ypoBeHb CA 19-9, 0bnmraTHo noBbILaKLLMIACS
Mnpu CUHLPOME XoJliecTasa ilboro reHesa [2, 4, 5]
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3010TbIM CTaHZApPTOM AuarHoctukn AWM cuutaetcs
rMCTOIOrMYecKoe uccnepoBaHue. B 3aBucumoctn ot pe-
3y/nbTaToOB MMCTOIOTMYECKON KapTuHbI BbILENAT Ba Tuna:
| TMD — nuMdonNNasMoLMTapHbIA CKNepo3UPYIOLLMIA NaH-
KpeatuT; |l TMN — namMonaTMyecKkuit NPOTOKOBO-KOHLEHTPHU-
YECKWI NaHKPeaTuT C rpaHyNoLMTapHbIMK ANUTENMaNbHBIMU
MOBPEXLEHNAMU.

B 2009 r. 6binm pa3paboTaHbl AMarHOCTUHECKUE KpUTEPUM
HISORt:

« ructonorus (Histology). OcHoBHO KpuTepuii — ckiie-
PO3MPYIOLLMIA NaHKPeaTUT ¢ IMMQONNa3MaTUHecKoi
UHQUNbTpaumei, obunbHas (6onee 10 IgG4*-kneTok
B nosie 3peHust) UHunbTpauus Tkaum MK nosutus-
HbIMW KIIeTKaMK ¢ iByMs 1 bonee npu3HaKamu: nepu-
LYKTanbHasa nuMdonnasMatuyeckas UHOUALTpaLUS,
obnutepupytowmii nebut, MyapodopMHbIn hrbpos.

« Bu3yanu3aums (Imaging). ¥i3MeHeHNs co CTOPOHbI Npo-
TOKOB: HEpaBHOMEPHOE CYXKEHWe FMaBHOr0 MaHKpea-
Tyeckoro mpotoka ([MIM), HepacLUMpeHHbIW NPOTOK,
MHOXECTBEHHbIE CTPUKTYpbI, DOKOBbIE BETBU, MCXO-
AAwme u3 obnactu cTpuKTyp. M3MeHeHus co cropo-
Hbl [K: ouddysHoe ysennuenme MK, ¢ HeveTKUMU
KOHTYpaMM, 3ano3fanbiM HaKOMJEHWEM KOHTpacTa
B BUAE «000AKa»;

« ceponorus (Serology) — noBbllweHne ypoBHs 1gG4
B CbIBOPOTKE KpoBu bonee 2 HopM (8—140 mr%);

+ BOBfieyeHne fpyrux opraHo (Other organ involve-
ment) — CTPUKTYPbI JKeMYHbIX MPOTOKOB, GrUbpo3npo-
BaHMe 3aDpIOLLIMHHOM KIIETYaTKK, NOpaXEeHUe CTIIOHHBIX/
Cne3HbIX ene3s, IMboaseHonaTUs CpeocTeHNS;

* PpeaKuus Ha Tepanuto KopTukocTepoupamu (Response
to steroid therapy) — 6bICTpbIi NONOXKMTENBHBIN 3¢-
(eKT 0T Tepanuu CTeponuLaMu per os.

[lnarHoctuyeckue Kputepum SaloT TpU YPOBHS BEPOSITHO-

CTU AunarHocTukm AU
YpoBeHb A — TUMUYHbIE TUCTONOMMYECKME MPU3HAKY.
Hanuuue ogHoro unu 6onee 13 creayoLwmx NpU3HaKoB:

¢ YYaCTOK TKaHW C XapaKTepHbIMU 0CODEHHOCTAMM JIUM-
(onnasmMaLmMTapHoro CKIepo3vpyHoLLEro NaHKpeaTuTa;

« =10 IgG4*-kneToK B mone 3peHust Ha GoHe nuMMdo-
nnasMaLmuTapHoi MHOUNLTPALIMK.

YpoBeHb B — tunnuHble nabopatopHo-MHCTpYMeHTanb-

Hble AaHHble. Hannume Bcex NpU3HaKoOB:

+ ouddysHoe yeenmuenne MK no gaHHbIM KT/MPT ¢ oT-
CPOYEHHbIM KOHTPACTHbIM YCUIEHWEM U HaNlNyMeM
oboaKa («Kancynar);

 anddy3Hasa HepaBHoMepHocTb npocBeTa [T npu 3H-
L0CKOMUYECKOMN PeTporpasHom NaHKpeaTuKorpaguu;

* nosblLeHme ypoBHsi |gG4 cbiBOpOTKM.

YpoBeHb C — MoNoXuTenbHbIA OTBET Ha CTEPOMAHbIE

ropMoHbl. Hannume Bcex npu3HaKoB:

* WCKII0YEHUe BCeX MPoYMX NpuymnH nopaxenus MK;

* MoBbILIEHME YPOBHS IgG4 CbIBOPOTKYM UM NOpaxeHue
LpYryx OpraHoB, MOLTBEPKAEHHOE 0OHapyxeHuem
bonbLuoro Konmuecta lgG4*-kneTok;
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* WCYE3HOBEHME / 3HAUUTENIbHOE YMyuLLeHUe NaHKpea-
TUYECKUX WM BHEMaHKPeaTUYeCKUX WU3MEHEeHWI
Ha (OHe Tepanuu CTepoMAaMK.

TakuM 06pa3oM, OCHOBHbIE OTAIMYMSA TUCTOMATONOrNYe-
ckux TunoB AUI npencTaBneHbl B Tabnuue.

Xota 6onblWMHCTBO pe3ynbTatoB Buayanusauun MK
He cneunduyHbl ans AUM, B coueTaHUm ¢ KIIMHUYECKUMM CUM-
NTOMaMu HEKOTOPbIE pe3ynbTaTbl HABOAAT Ha Mbic/b 06 AT,
KancynoobpasHoe ynnotHeHue Kpas [} y getein oTMevaeTcs
He 4acTo, HO ero BO3HUKHOBEHWE, MO-BUAMMOMY, NaTOrHOMO-
HWYHO Ans 3aboneBaHms. Yaue cooblyaetcs 06 yBenmueHun
ronosku [X. Xota oyaroBoe usMeHeHue [T BcTpeyaetcs
penKo, ero Heobxogumo AnddepeHUMpoBaTh OT 3/I0Kaye-
CTBEHHbIX OMyXONEeW, TaKWUX Kak NaHKpeatobnactoMa wnm
CONMMAHbIE MCEBLONANMNSPHbIE 3MUTENUanbHbIE HOBOOO-
pa3oBaHusl, KOTOpbIE YacTO WMHKaMCYNMPOBaHbl U COAepKaT
KWUCTO3HbIE M CONMAHbIE KOMMOHEHTHI. JIumboMa — elle
0[lHa OYeHb pefKas MpuuMHa oyarosoro yeenuueHus K.
Mo cpaBHeHuto co B3pocnbiMu [10], y feTelt yalle BCTpeya-
JUCb 04aroBble, a He AnddysHble yBenuyenus MK. HeposHo-
cTv rnaeHoro npotoka MK u guctanbHoe cyxeHue xoneoxa
ABNSKTCA HecneundUYecKMMU NpU3HaKaMKM U TaKKe MoryT
Habnofatecs y nauneHToB ¢ XIT uan bunnonaHKpeaTMyecku-
MW 3aboneBaHuaMY Nto6oi Apyroii 3TMONOrK MM Jaxe Npu
NepBMYHOM CKJepo3upyloLLeM xonaHrute. bonee nogpobHoe
onucanue matonoruv [ 1 npoTokoB ¢ ncnonb3oBaHWeEM
rnornepeyHoil BU3yanu3aLum 3aTpyaHEHO M3-3a OrpaHUYeHNN
paspewenns MRCP y peten paHHero Bo3pacTa [12] u peako-
ro ucnonb3osanua ERCP no cpaBHeHuto co B3pocnbimMu [7].

lNoBbiLweHHbI ypoBeHb IgG4 B CHIBOPOTKE NO3BOASET NO-
aymatb 06 AU y B3pocibIX, HO 3TOT MapKep UMEEeT OrpaHu-
YeHHYI0 LIeHHOCTb Y AeTel, MOCKOMbKY ToNbKo Y 22 % feTen
ypoBeHb IgG4 6bin Bbile HopMbl. [l cpaBHeHMs, OKoNO
65 % B3pocnbix naumentoB ¢ AWM tuna 1 n 25 % B3pocnbix
naumeHToB ¢ AW TMna 2 UMerT NOBLILLEHHbIE YPOBHM IgG4.

InarHo3 AU MoxeT ObiTb NOATBEPKAEH MMCTONATONO-
TMYECKOM MAEHTMDMKaLME NaTOrHOMOHUYHBIX U XOPOLLO
ONMCaHHbIX MPU3HAKOB ayTOBOCMANUTENILHOMO MpoLecca
B 06pa3ue Tkanu K. Yactoe obHapyxeHune rpaHynoumTtap-
HbIX 3NUTENMaNbHBIX NopaeHuii B 0bpasuax TkaHu MKy ge-
Ten cooTBeTcTBOBaNo Obl AWM TMNa 2 cornacHo KpuTepuam
B3POC/IbIX.

Pasnenenve asyx noarpynn AU, Takux Kak Te, YTO onu-
CaHbl y B3pOCbIX, TPYAHO YCTaHOBUTL y AeTelt. Mo faHHbIM
nUTepaTypbl, TONMBKO Y 0fHOro pebeHKa AMarHOCTUpOBaH
ayTOMMMYHHbII NMaHKpeaTUT B KOHTEKCTE CUCTEMHOro 3abo-
neBaHus, cBa3aHHOro ¢ IgG4, u, TakuM 0bpa3oM, ero MoXHo
b0 0[1HO3HAYHO KaccMbUUMpOoBaTh Kak UMetowmnin AT
t1na 1. Ceponornyeckuii aHanu3 IgG4 u UMMyHOOKpaLLMBaHWe
peako bbiBaloT nonoxuTenbHbIMK y AeTei ¢ AWM. Xota rpa-
HyNoLMTapHOe 3NUTeN1abHOe MopaXeHue Yallle BCTpeyaeTcs
B [T} y meten ¢ AU no cpaBHeHWto cO B3pOC/IbIMM, FUCTO-
naronoruyeckue ocobeHHocTw nepuatpudeckoro AUM yacto
BKJIKOYAIOT COYETAHME MOPAXKEHWUA TPaHYNOLMTapHOrO 3nuTe-
g, imdonnasMoLmMTapHon UHPUALTPaLUum 1 Gubposa.
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Ta6nuua. OcHOBHble OT/IMYMS TUCTOMATONOMMYECKMX TUMOB ayTOMMMYHHOTO NaHKpeaTuTa
Table. Main features of AIP histopathological types

Kputepuu / Criteria

[ n /| type

[l Tun / 1l type

Bospact/non /
Age/Gender

BcTpeyaeMoctb /
Prevalence

YposHu IgG n IgG4 B nnas-
Me kposu / IgG and IgG4
levels in blood plasma

AytoaHTuTena B nnasme
Kposu / Autoantibodies in
blood plasma

[poTOKOBbIN 3nuTENMIA /
Duct epithelium

Hanuume skcTpanaHkpea-
TUYECKUX NPOSIBNEHNN /
Presence of extrapancre-
atic manifestations

Crapwe 50 net, NpenMyLLECTBEHHO MYXUMHbI /
Over 50 years old, mainly males

PaBHoMepHOe pacnpefeneHue Bo BCEM MUpE,
00NbLIMHCTBO cNyyaeB u3 AnoHumn 1 Kopeu /
Even distribution all over the world, most cases
have been recorded in Japan and Korea

MoBbiLweHHble / Increased

Beisenatotca / Can be identified

CoxpaHeH / Is not disturbed

IgG4-accoummpoBaHHble NOPaXeHs, PeAKO
A3BEHHbIN KOJUT, YalLle CKIepOo3vpYHLLMIA XofaH-
rut — 60 % (IgG4-CX), cnanoapenut — 13 %,
peTponepuToHeanbHbii Grbpos — 9 %, uHTep-
cTULmaneHeIn Hepput — 9 %, numdoaneHona-
™ — 9 %, Tupeouaut — 7 %, UHTEpCTULMANb-
Has nHeBMoHUA — 7 %, ncespoonyxonm — 2 % /
IgG4-associated lesions, rare cases of ulcerative
colitis, more often sclerosing cholangitis — 60%
(IgG4-SCh), sialoadenitis — 13%, retroperito-
neal fibrosis — 9%, interstitial nephritis — 9%,
lymphoadenopathy — 9%, thyroiditis — 7%, inter-
stitial pneumonia — 7%, pseudotumour — 2%

WMHdunbTpaums napeHxuMbl NoaKenya04HoM
wenesbl niuMdoumTamm u 1gG4-no3nTUBHBIMM

Monopble, YalLie 60NeOT KeHLUNHBI /
Young people, more often females

MpenmywiecteeHHo B EBpone u CLLA /
Predominantly in European countries and the USA

Yawwe HopManbHble / More often normal

He BbisBnstotca / Can not be identified

lpaHynouuTapHas AecTpyKuus /
Granulocytic destruction

Yalue s3BeHHbIN KonuT (IgG4-HeraTuBHbIi), BO3-
MOJKHO COYeTaHWe C CMHAPOMOM 3BaHca 1 TUpeo-
uomtoM Xawwmmoto / More often ulcerative colitis
(IgG4-negative), combination with Evans syndrome
and Hashimoto's thyroiditis

MNepuaykTanbHas numdonnasMaTnyeckas HOUIb-
Tpauus 1 ¢hnebuT, Ho OH MeHee BbIPAXEH, YeM

lvcTonoruyeckue NpusHak /
Histological features

phlebitis

OTBeT Ha Tepanuio
KITMHAYECKMX CUMMTOMOB /
Response to clinical symp-
tom therapy

Xopowwmit / Good

nnasMoumuTamm, MyapohopMHbIi Gpubpos, 06-
nutepupytowwmii dnebut / Infiltration of pancreas
parenchyma by lymphocytes and IgG4-positive
plasmocytes, moiré-form fibrosis, obliterating

npu | TMNe; TMMMYHA MHOUNBTPALMA CTEHKM NPOTO-

KOB HeiiTpodunbHbIMK rpaHynoumutamm / Periductal

lymphoplasmatic infiltration and phlebitis, but it is

presented less than in case of | type, infiltration of
duct wall by neutrophilic granulocytes

He Bo Bcex cnyyasx / Not in every case

B obuweit cnoxkHoct 27 % peten n 10-20 % B3pocnbix [8]
c auarHozoM AU uMetoT conyTcTBytOLME UMMYHHbIE/BOC-
nanuTenbHble 3aboneBaHus, 0C0O6EHHO S3BEHHbIA KOMWT.
OcTaeTtcs BbISICHUTB, NepexoauT nu Bocnanenue MK Ha ku-
LWEYHWUK B 3TUX CIyYasX WM Xe BOCMANeHME KMLLEYHUKa
pacnpocTpaHsieTca Ha K. B Hawmx cnydasx coyetaHus
C BOCNanuTenbHbIMM 3a00/1EBaHMAMM KULLEYHWUKA HE Mpo-
CeXMBaoCh.

B HacToslee Bpems cTaHAapTHbIM nedenneM AUI cum-
TaeTca Tepanus KOpTUKOcTepouzamu. TepaneBTUYECKMIA
noaxon K AWM co BpeMeHeM npeTepnen 3HauuTeNbHbIE
n3MeHeHus.. BHauyane 6bina npennpuHATa onepauus Ans
NoATBEPIKIEHUS XapaKTepa HoBoobpasosanus MK u/vnu
OPEHMPOBaAHMA 3aKyNOPEHHOro enyHoro npotoka. IPXIMI

DOl https://doiorg/1017816/PED144113-123

ucnonb3oBanacb AN CTEHTUPOBaHUS Xoniefoxa y AeTeil
C MeXaHUYeCcKoM XenTyxon. B HacTosee BpeMs 3TOT nog-
XOA, B OCHOBHOM 3aMeHeH NpobHoii Tepanuein KopTKoCTepo-
uoamu. [lo3a MHAYKUMKM KOPTUKOCTEPOMAOB, UCMOJb3yeMas
y peteii [1-1,5 Mr/(kr - peHb)], bbina Bbllle, YEM PEKOMEH-
ayeMas no3a [0,6—1 mr/(kr - neHb)] ans B3pocnbix ¢ AWM.
Y 92 % peteit KNMHMYECKOE YNyYLLEHWe NOCNe NpueMa Kop-
TMKocTeponzoB. WUHTepecHo, yto y 17 % naumeHToB ¢ AWM
bone3Hb pa3pelumnach 6e3 Kakoro-nmbo nievenus. B otcyT-
CTBME CPaBHUTENbHbIX UCCEA0BaHNN UM UCCTIEA0BaHUN pe-
3yNnbTaToB y AETel CYMTAETCA ONPaBLAHHBIM OrPaHUYEHHBbIN
Mo BPeMeHU KypC JIeYeHUs KOPTUKOCTEPOMAAMU MpU OCTPbIX
CMMMTOMaX MaHKpeaTuTa, KOTOPbI/ TaKXKe MOXET MpefoT-
BpaTUTb AOSITOCPOYHbIE OCNOXHEHUA HegocTatouHocTH K.
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IbPEeKTMBHOCTb TepanuM KITMHUYECKUX CUMMTOMOB OLie-
HWBAETCA MO CNeAYIOLWMUM KPUTEpUAM: pedyKums bruoxumu-
YECKMX MapKepoB X0JIeCTasa; YMEeHbLUEHWe KOHLEHTpaLuu
B Mnia3Me KpoBu YpoBHA IgG4 W pasnmuHbIX ayToaHTUTEN
(B Cnyyae UX UCXOHOTO MOBILLEHNSA); NONOXUTENbHAA AMHA-
MWKa Mo AaHHbIM UHCTPYMEHTasbHbIX METOA0B UCC/ef0Ba-
HWS — YMeHbLLEHWE Pa3MepOB W BOCCTAHOBJIEHWE CTPYKTYPbI
M (pemyKuus rMNo3XoreHHOCTH); peayKUMs UpPerynspHoro
cteHo3a [MM; cTabunmsaums Tedenns (MM penyKums) caxap-
HOro Auaberta; yMeHbLUEHWEe NMPOSBNEHNUNA 3K3O0KPUHHOW He-
poctatouHocTn TK; perpecc TMRMYHBIX MOpPdONOrUYECKUX
npu3Hakos AUI no gaHHbIM anHammnyeckomn TAB; ynydiueHne
TeYEeHUs COMyTCTBYIOLLEl nopaxeHuto MK natonorum gpyrux
OpraHos.

KIIMHWYECKUI MPUMEP Ne 1

[leBouka, 4 ropa, moctynuna B cTaumoHap CaHKT-
MeTepbypra c »anobamu Ha BonM B KUBOTE, MpeuMyLLe-
CTBEHHO B 00/1aCTU MyMKa, MHOFOKpaTHyl0 pPBOTY C MpuMe-
CbH Xenuu, cTyN 0(hopMNEeHHbIN, TeMNepaTypa HopMabHas.
BonbHa B TeueHue CyToK.

OOBEKTUBHO: COCTOSHME TAKENOE. YMEPEHHO BbIpaXKeHb
MPU3HAKKM 3KCMKO3a, BAnas, co3HaHue sacHoe. Koxa bnen-
Has, Y1cTasl, «MPaMOPHOCTb» AUCTaNbHbIX OTAEN0B KOHeY-
HocTeit. CninsucTble pTa ApKe, Cyxue, A3blK 00510XeH 6enbiM
HanetoM. ToHbl cepaua pUTMUYHBIE, 3BYYHbIE, TaXMKapAMS
123 yn/MuH, aptepuanbHoe aasnedne 120/60 MM pt. cT.
[bixaHve Be3uKynspHoe, XpUnoB HeT. }KUBOT MArKWIA, yMe-
peHHo 6oe3HeHHbIN B 061aCTW NynKa, pearupyeT Ha rny-
bokyto manbnaumio B 30He LLloddapa. lMeyeHb n ceneseHka
He yBennyeHbl. CTyn mocne Ku3Mbl, 0pOpMAEHHbINA, 6e3
naTosiorMyeckux npumeceid. MoyencnyckaHue csobogHoe,
be3bonesHeHHoe.

[laHHble aHaMHe3a: JaHHbIA NpUCTYN TPETUI MO CyeTy
B TeyeHue roga. 0ba mpedbimylwmx npucTyna npoTeKanm
aHanormyHo — 6onm B KMBOTE, NOBTOPHas pBOTa C Npu-
MECbI0 XeNuu, HOpManbHbIA CTYN, HOpManbHas TeMmne-
paTypa. Bo Bpems npegabloylumx NpUCTYNoOB OTMEYanoch
MOBbILIEHWE YPOBHA amwunasbl Kposu: 1-M npuctyn —
Ao 316 En/n, 2-n npuctyn — po 1197 Ea/n (N go 125 En/n),
no paHHbIM Y3W pasmepbl u cTpyktypa (K u3MeHeHbl
He Bbinu.

PaHHMI1 aHamMHe3 be3 ocobeHHocTel. Pocna v passuBa-
nacb COOTBETCTBEHHO Bo3pacTy. [lpyrumu 6onesHamu He 6o-
nena. OTMeYanuch pefikue annepruyeckue peakumm Ha um-
TPYCOBbIE M NEHULMINMH B BULE Cbinu. lpuBmMTa no Bo3pacTy.
CnyyaeB naHKpeaTuTa, caxapHoro auabeta cpeay poLcTBeH-
HWKOB HeT.

JlabopaTtopHble faHHbIe:

¢ B K/MHWYECKOM aHanuse KpoBMU — TreMmorno-

6uH 133 r/n, aputpountsl 4,7 - 10'2/n, neikouuTsl
17,7 - 10°/n, nanoukospepHble 1, cerMeHTosgep-
Hble 89, 303nHodunbl 0, 6asodunel 0, nMbounTs! 5,
MoHoumTsl 5, CO3 20 MM/y;
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+ B OMOXMMMUECKOM aHanuse KpoBM — amunasa
1565 Epn/n, rnioko3a 5,6 MM/n, anaHMHaMUHOTPaHC-
depasa 18,1 Ep/n, acnaptatamumHoTpaHcdepasa
32,2 Ep/n, MoyeBuHa 5,4 MM/, 0bLwumii benok 76,4 r/n,
naktatgermgporeHasa 578 Ep/n, ramma-rnytamun-
TpaHcdepasa 11 en/n, Gunupybun obmin 16,4 Mm/n,
npsmoint 1,1 MM/n, xonectepuH 3,3 MM/, TpUrnLEpH-
abl 0,3 MM/n, B-nunonpotenabl 358 ep.

AHanusbl Moum, Kana B HOpMe, NoceB Kana — OTp.

NanHble Y3W: MK yBennueHa B pa3Mepax (ronoBka
1,9 c™, Teno 1,6 cM, XBoCT 2,5 cM).

CTpyKTypa 0AHOpPOAHas, 3XOreHHOCTb MOBLILIEHa, Kar-
Cyna YeTKO KOHTYpupyeT, HepoBHas. BupcyHroB npoTok
paciumpeH o 1,2 MM, CTEHKW YMNOTHEHBI, BULHbI O0KOBbIE
MPOTOKMU.

HenuHbl ny3bipb yMepeHHo yBenuyeH (7,0 x 2,4 cm),
xonenox 0,2 cM. CTeHKM poBHble, He YTOMLLEHBI, BHYTPUMO-
IOCTHBIX CUrHAmOB HET.

MeyeHb, MoYKK, ceneseHka — be3 natonorum.

OueHKa 3K30KPUHHOW W 3HAOKPUHHOW GyHKUMKM TDK:
YPOBeHb 3nacTasbl-1 B Kane — 92 MKr/T.

[IHeBHble KonebaHMs TMOKO3bl B KPOBW: HaTo-
wak — 3,9 Mm/n, Yepes yac nocne efbl — 8,8 MM/, yepes
24— 5,4 mM/n.

NMMyHonoruyeckoe uccneposanue: IgG (Mr/mn): IgG1 —
6,5 (N 2,3-6,4), 1962 — 4,0 (N 0,3-4,5), IgG3 — 1,4 (N 0,1-1,1),
IgG4 — 1,6 (N 0,1-0,8). ANA < 1: 40 (N).

Antutena k aycnmpanbHoi IHK MeTogoM MMMyHHO(ep-
MeHTHoro aHanmsa — 5,1 Ea/mn (N).

AntuTena K octpoBkoBbIM KneTkam K (ICA) — 1:10
(N<1:5).

AnTtnopraHHble aHTuTena K MK — 2,5 (N < 1,1).

KnuHuuyeckuin pmarHo3: «XpoHUYECKUiA ayTOMMMYHHBIN
MaHKpeaTuT. YrpoxaeMas Nno caxapHoMy auabety.

JleyueHne B ocTpbIl nepuof: WHQY3WOHHas Tepanus
U KOPPEKLMA 3NEKTPOSIUTHBIX PAacCTPOMCTB, OKTPEOTUA, NeH-
TOKCMGBUNMH, aHTUBMOTUKY, aHaNbreTUKY, NMPOKUHETUKW.

JanbHeiLee neyeHme: NpeaHM30M10H B A03e 1 Mr/(Kr - cyT),
naHKkpeatuH B go3se 2000 Ea/(kr - cyT) nunasbl.

KoHTponb 4epe3 2 Hep.: amunasa Kposu 58 Ea/n. [Hes-
Hble KOnebaHWs r/IoKO3bl B KPOBMW: HaTowaK — 4,4 MM/n,
yepe3 yac nocne efsl — 5,9 MM/n, yepe3 24 — 5,2 MM/n

Y3W: MK HopManbHbIX pa3mepoB (ronoBka 1,5 cM, Teno
0,9 cM, xBocT 1,0 cM), BUPCYHrOB NPOTOK He BM3Yyanu3unpy-
ercs.

KatamHes: nocnie nocTeneHHOro CHUXEHUS NpeHU30510-
Ha 1 ero o0TMeHbl Yepe3s 6 Mec. COCTOSHME [LEBOYKW 0CTaBa-
NoCb YAOBNETBOPUTENBHBIM, HO 3aTeM, CnycTa 2 Mec., OHa
BHOBb Dbila rOCMUTaNIM3MpOBaHa C NPUCTYNOM NaHKpeaTuTa.
Mo maHHbIM Y3W: MK yBenuueHa B pa3Mepax, 3XOreHHOCTb
HepaBHOMepHas, C y4acTKamu @ubposa, HesHauwTenb-
HOe pacLUMpeHWe BWPCYHroBa MpOTOKAa. AMunasa KpoBw
1820 Ean/n. YpoBeHb 3nacTasbl-1 B Kane 92 Mkr/r. lpoms-
BeaeHa MPXIT, n3MeHeHuiM B enyHbIX NPOTOKaX U NPOTOKax
MK He BbISBNIEHO.
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BHOBb HayaTta Tepanus npeaHU30A0HOM B Ao3e 1 Mr/Kr.
YuuTbiBasi CHUKEHWe YpOBHS 3nacTasbl-1 B Kane, HasHayeH
naHkpeatuH B Ao3e 20 000 Ea nvnasbl B cyTku. CocTosHue pe-
BOYKM YJTyYLLMAOCh, YMEHbLUMINCH pa3Mepbl K, Ho ypoBeHb
aMunasbl 0CTaBasCcs HEMHOro noBbILeHHbIM (130—-150 En/n).
YunTtbiBas peumavBupyloLLMA XapaKTep 3aboneBaHus, 060-
CTPeHMe nocne npeablayLuei 0TMeHbI NPeLHN3010Ha, Ha oHe
CHWXKEHMA [,03bl BO BPEMS MOBTOPHOMO Kypca NpefHU30/I0Ha
Obln Ha3HaueH MepKanTonypuH B 4o3e 1 Mr/(Kr - cyT).

[leBouKa Habnogaetcs B KmHuKe CI6IMTIMY po HacTos-
LLero BpeMeHu, B TeyeHne 2 NieT Ha oHe npuemMa MepKar-
TOMYpUHa U NaHKpeaTWHa 0bOCTPeHMI NaHKpeaTUTa He Ha-
bnofanock, ypoBeHb aMunasbl HopMarbHbIA, pasmepbl K,
no AaHHbIM Y3W, B npefenax HOpMbl, BUPCYHrOB MPOTOK
He pacLumpeH. YpoBeHb 3nactasbl-1 B kane — 320 MKr/T.

KJTMHUYECKWIA NPUMEP N° 2

[leBouka, 15 nieT, NoCTynuna B MUKPOXMpYPruyecKoe oT-
nenenme CI6IMIMY ¢ anarHo3oM «onyxosb NOAXKeNyA04HON
Kenesbly.

Y pebeHka noseunmuch xanobbl Ha 6oan B anuracTpum,
KoTOpble 3aTeM MepeMecTUnMCb B JieBoe Noapebepbe.
06patunnch K neguatpy No MecTy XuTenbCTBa. bbino Bbinos-
HeHo Y3W: npu3HaKku AUCKUHE3WUN JKENYEBLIBOLALLMX NYTEN,
Hebonblume ouddy3Hble nameHenus M. B buoxmummueckom
aHanM3e KpoBW OTMEYEHO MOBLILIEHWE 3HAYEHUI aMunasbl
fo 589 En/n. Tocnutanusaums He npeanoxeHa. Yepes He-
LEN0 0TMEYaeT MOSIBNEHNE KENTYLUHOCTU CKIEp W KOXHBIX
MoKpoBoB. [loTEMHEHWEe MOYM, OCBET/IEHUE Kana.

3aTeM BHOBb 0TMeYasloch NMosiBfeHWe DoNEBOro CUHAPO-
Ma. loBTopHo npoBeaeHo Y3, Ha KoTOpoM Bbio BbISIBIEHO
obpazoBaHue B obnactv ronosku MK (puc. 1) n pacumpenve
BMPCYHroBa npoTtoka (puc. 2). OT rocnutanusaumm B ropos-
CKyt0 bonbHULY MaTb 0TKa3anachb.
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Mo HanpaBneHuio, BblAAHHOMY MOJIMKIIMHUKOW NO MecTy
¥uTenbcTea, obpatunack B CIIGIMIY.

0BBEKTVBHO: COCTOSHME YOBNETBOPUTESILHOE MO CaMOUyB-
cTBui0. KoXKHble MOKPOBbI YMCTbIE, KEMTYLLHOM OKPackK, UKTe-
PUYHOCTb CKITep. 3eB CroKoeH. [lbixaHue NpoBOAMTCA BO BCE OT-
[Lenbl, XpUNoB HeT. TOHbI cepailia AICHbIE, 3BY4HbIE, PUTMUYHBIE.
YacToTa cepaeyHbIX COKpaLleHuin 76 B MuHyTy. XnBot 6e3bo-
Ne3HeHHbIN Bo BCex oTaenax. MosicHnyHas obnactb cuMMeTpry-
Hasi, 6e36one3HeHHas. CTyn, co C/10B NaLmeHTa, CBETIIbIN.

JlabopatopHoe o6cnefoBaHMe: MOBLILLEHWE TpaHCaMM-
Ha3 — anaHuHaMuHoTpaHcdepasa 209 Ep/n, acnaptatamu-
HoTpaHcdepasa 147 En/n, GunmpybuH obumii 123 MKMonb/n
(npsimoii 83 MKMonb/n), ramMma-rnytTamunTpaHctepasa
412 Ep/n, wenoyHas docdarasa 305 Ea/n, ammnasa 336 En/n.

KoHcynbTMpoBaHa OHKOMOTOM: PeKOMEHLOBAHO Wccne-
[0BaHWe Ha OHKOMapKepbl B KpoBM, buoncus obpasoBaHus
C uenbto Bepudukauum onyxonm, KT, MPT.

MCKT: B npoekumn ronosku [ npocnexuBaertcs
OKpyrmoe natosiormyeckoe obpasoBaHMe C HEYETKUMM, He-
POBHBIMU KOHTYpaMM, OKPYXEHHOEe COCyAaMu, pa3Mepamu
30 x 40 x 60 MM. Me3seHTepuanbHble M MapaaopTabHble
NMMQaTUYECKUE Y3Nbl He YBESTUYEHI.

MPXII: MP-npu3Haku 06CTpyKUMM Xonepoxa v BUPCYH-
roBa MpoTOKa BCeACTBME MaTONOrMYecKoro obpasoBaHus
ronosku M¥K. Xonepgox pacwmpeH go 13,5 M™m. BupcyHros
NPOTOK pactumpeH Ao 5,0 MM (puc. 2, 3).

BbinoniHeHa ypecKoXHas YpecneyeHoYHas X01aHrmocTo-
MWS MOJ, YNIbTPa3BYKOBLIM U PEHTTEHONIOMNYECKUM KOHTpO-
neM. HapyXHOBHYTpeHHee ApeHWpOBaHWe (CTEHTUpOBaHWE)
06LLero NaHKpeaTMYeckoro NpoToKa UM OBLUEro enyHoro
npoToka. TpenaHbuoncus HoBoobpa3oBaHusa ronosku MK.

[leBouyka Haxoamnach B YCnoBUAX OTAENEHUS peaHUMa-
umn. Monyyana aHTMOMOTMKOTEpANWIO, AHTUCEKPETOPHYIO
U MHGOY3NOHHYO Tepanuio. locneonepauyoHHbI NEpUOA
npoTeKan rnagKo.

Puc. 1. YnbTpasByKoBoe uccrieoBaHue OpraHoB OpHOLLHOM no-
nocTn pebeHKa ¢ ayTOMMMYHHbIM NaHKPeaTUToM: OnyXoNieBuaHoe
0bpa3oBaHue NOAMeNyA04HON Xenesbl

Fig. 1. Ultrasound examination of abdominal cavity organs of a
child with AIP: tumor-like formation of pancreas

DOl https://doiorg/1017816/PED144113-123

Puc. 2. MarHuTHo-pe3oHaHCcHas XonaHruonaHkpeatorpadus
pebeHKa C ayTOMMMYHHBIM MaHKPeaTUTOM [0 NeyeHns — pac-
LUMpeHNe BUPCYHroBa NPOTOKa

Fig. 2. Magnetic resonance cholangiopancreatography of a child
with AIP before treatment — dilatation of Wirsung's duct
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Puc. 3. MaFHI/ITHO-pe30HaHCHaﬂ XOJ'IaHFVIOI'IaHeraTOFpadJVIFI peGeHKa C ayTOMMMYHHbIM NaHKpeaTUToOM [0 JjieHeHNnAa — paclimpeHue

X0/1e[10Xa M BUPCYHroBa NPOTOKa

Fig. 3. Magnetic resonance cholangiopancreatography of a child with AIP before treatment — dilatation of choledochous and

Wirsung's ducts

BbinonHeHo NpoMbiBaHMe fpeHaxa C KOHTPacTUpOBaHu-
eM. Ha akpaHe: xopoLuas NpoXoAMMOCTb ApeHaka, NPOHMK-
HOBEHMe KOHTpacTa B [JBEHaAL.aTUNEPCTHYIO KULLKY, 3aTEKOB
HeT. BbiNo NpUHATO peLleHne 0 MPEKPALLEHUN HapYKHOTO
LPEHNPOBaHUS XeNuHbIX NyTer. [ipeHax nepekpbIT. Hauato
3HTEpanbHOE KOpPMITEHME.

OHKOMapKepbl: 0TpULLaTENbHbIE.

WHcynmu 19,4 MKME/Mn (2,0-25,0).

IgM 1,30 r/g (0,7-2,8). IgA 2,49 r/n (0,85-4,5).
lgG 7,50 r/n (7-16).

MaTonoroaHatoMuyeckoe 3aknwyeHne (HaumoHanb-
Hbili MeLUUMHCKMIA WUCCNe0BaTeNIbCKUMA LIEHTP OHKONOTUK
uM. H.H. MeTtpoBa): «Mopdonornyeckas KapTuHa MOET cO-
OTBETCTBOBaTb XPOHUYECKOMY WMHAYPATUBHOMY MaHKpeaTuTy
MWHUMAanbHOW CTEMEHW aKTMBHOCTW. B mpepenax maHHOro
BronTaTa onyxosieBOro MOPaXKEHMS He BbISBIEHO.

Mukpockonuyeckoe onucaHue (HaumoHanbHbIA Meau-
LMHCKWIA WCCnefloBaTeNbCKUNA LIEHTP [eTCKOW remaroso-
MK, OHKONOTMW W UMMyHomorum uM. [Omutpus Poravesa):
«Matepuan o4eHb ManeHbKOro 06beMa, NpeaCcTaBeH Mrofb-
HbIM buonTaToM [ ¢ MaccuBHBIM MHTEPCTMLMANBHBIM GU-
Op0o30M, MManMHO30M U BbIPaXKEHHLIM CKIIEPO30M KPOBEHOC-
HbIX cocynoB. OCTaTKM auMHApHOrO «annapata» U NPOTOKOB
OyKBanbHO 3aMypoBaHbl B MOTHYK BOJIOKHUCTYK TKaHb,
0TMeyaeTcsl HepaBHOMepHas MiasMouuTapHas UHOUNbTpa-
M8 ¢ HeboNbLUMM KONMYecTBOM Menkux iumdouutos (CD3Y,
CD20%), pacnonoxeHHas NPeMMYLLECTBEHHO BOKpPYr MpoTo-
KoB (akcnpeccus CK7, PCK). MnasMatnyeckue KeTKM 3Kc-
npeccvpytoT CD38, TotanbHo nosutusHble |gG, Hebonbluas
4acTb U3 3TMX MO3UTUBHBIX KIETOK 3KcnpeccupytoT 1gGa.
3akntoyenue: «B npegenax uccneayeMoro Matepuana Masno-
ro [MarHoCTUYecKoro 0bbema BbISBNEHbI NMPU3HAKK, HE UC-
Knovarowmne Hanmune 1gG4-accoummpoBaHHOro ayTouM-
MYHHOr0 naHKpeaTtuta. PekomeHpoBaHo onpepenenue lgG4
B CbIBOPOTKE KPOBW, KOHCY/bTaLMsA UMMYHOMOra.

KnuHMyeckMn amarHos: «AyTOMMMYHHbBIA XPOHUYECKMN
MaHKPeaTUT C MPEUMYLLECTBEHHLIM MOPAXKEHWUEM FOJIOBKM
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pancreas. ®nbpo3 ronosky M. BTopuyHbIi 06CTPYKTUBHLINA
xonectas. MexaHuyecKas xentyxan.

HasHaueHa Tepanus npefHU30/10HOM B Ao3e 40 Mr/cyT.

JInactasa 62 MKr (npu HopMe bonee 200), yto cooTBeT-
CTBYET TSXKENOWA CTENeHW HeA0CTaTOYHOCTU 3K30KPUHHOI
dyHKumm K.

IgG4 B Kposm 0,13 r/n (0,1-1,35 r/n, 4To cooTBETCTBYET
HopMme).

YunTbiBas HopManbHbIM ypoBeHb 1G4 B KpoBw, reHes
naHKpeaTuTa noTpeboBan yToUHEHUS.

BbinonHeHO reHeTMYeCKoe MCCNefoBaHWe Ha Hacnep-
CTBEHHBIN MaHKPeaTUT — MyTaLWiA He BbISBJIEHO.

YunTbiBas HeJOCTAaTOMHOCTb 3K30KPUHHOM ByHKUMK [T,
HasHayeHa 3aMecTUTeNbHas (epMeHTOTepanus npenapaToMm
naHkpeatuHa B fo3e 20000 En 3 pa3a B ieHb Ha OCHOBHbIE
npueMbl nuwm 1 10000 Eg — Ha «nepekychbi».

B ovHamuKe: HopManu3aums 61oxMMYecKux nokasarenen.

KT (koHTponb): npu comocTaBieHuu C JaHHbIMU Mpe-
ablaywen MCKT nonoxutenbHas AMHaMMKa — YMeHbLUM-
nacb cTeneHb pacLUMPeHNs BUPCYHTOBa MPOTOKa A0 ~3 MM
(paHee ~5 MM). OTMeYaeTCa TaKKe YMeHbLUEHWE pa3MepoB
MK B obnactn Tena u xgocta (13 x 15 MM COOTBETCTBEHHO).
lepectanu npocnexuBaTbcs MHOUILTPaLMA B NapanaHKpea-
TUYECKOM KIeTYaTKe M CKOMEeHMe XUAKOCTM B 3TOW 0b1acTu.
CoxpaHsietca yBenuuenue ronoBkn MK o 30 x 40 MM
(Henb3s MCKITIOUNTL YMeHbLUeHUA Ha 1-2 MMm). CTpyKTypa ee
HeoJHopodHas, ¢ bonee MIOTHbIMK yyacTKamu (mo 45 HU
B CPaBHEHWUM C ocTanbHbIMKM oTaenamu 40 HU).

KoHTypbl »ene3bl MenkogdecToHyaTble. KoHTpacTvpoBaHme
CBOEBPEMEHHOE, J0CTaTOYHO FOMOreHHOE, AMaMeTPOM 110 14 MM.

Y¥enuHbli ny3bipb Tyro 3anonHeH. Cogepxumoe 6e3 oco-
BeHHocTen.

KpaHuokaymanbHbiii pasmep nevenn 135 MM. [lnot-
HOCTHble noKasaTtesu napeHxumbl 65 HU. CTpykTypa ofHo-
poaHas. BHyTpuneyeHouHbIe JKeYHble MPOTOKW pacLUMpeHb
0o 3-4 MM (neBbit — paHee o 10 MM; npaBbii — 6e3 AnHa-
MUKY). BHENeYeHOUHbIe YKeN4YHbIe NMPOTOKM 3apeHNPOBaHbI.
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Puc. 4. MaruuTHo-pe3oHaHCcHas XxonaHruonaHkpearorpadus pebeHka ¢ ayToMMMYHHBIM NaHKPeaTUTOM B AMHaMUKe Ha QOHe NeYeHus:

pa3Mepbl Xo/efioxa M BUPCYHIOBa NPOTOKA YMEHbLUMIIUCH

Fig. 4. Magnetic resonance cholangiopancreatography of a child with AIP in dynamics during treatment: the size of choledochous and

Wirsung's ducts has diminished

YenuHbiin My3bipb TUMMYHO PaCcMONOXKEH, YBEIMYEH B pas-
Mepax (120 x 38 mMm), umeeTcs nepernd B 0b6nacTu LENKH,
CTEHKA My3blpsi TONLMHON IO 2 MM, PEHTrEHOKOHTPACTHbIX
KOHKPEMEHTOB He BbifBNIEHO. Pa3mephbl ceneseHku He yBe-
JIMYEHBI, COXpaHseTCs A00aBoYHas LoNbKa.

3aknoyenve: KT-KapTuHa yBenuueHus pa3MepoB U He-
ofiHopoaHocTu cTpyKTypbl MK B 06nacth ronosku. Monoxu-
TeNbHas AMHAMUKa B CPaBHEHUM C LaHHBIMK NpenblayLuei
MCKT (puc. 4).

Y NaumMeHTKW YCTaHOBNEH APEHVUPYIOLLMIA TPaHCMEYeHou -
HbIi KaTeTep. [NaHupyeTcs LIMTENbHOE CTOSHWE YKa3aHHOro
KaTeTepa C LeMbH YITyULLEHWS ENYHOr0 JPEHaxa B TeYeHMe
1,5-2 net, B 3aBUCUMOCTU OT TeyeHus 3aboneBaHus. Heob-
XOAMMO BbINOJSIHEHUE EXECYTOUHOT0 NPOMbIBAHUA KaTeTepa,
npu HeobxoaMMOCTU — ero 3ameHa.

BbinucaHa B yA0BNETBOPUTENBHOM COCTOSHUN.

PekoMeHaoBaHo:

1. Habniopenme xvpypra v ractposHTeposora.

2. [lanbHeinllee nocTeneHHoe pacluMpeHne AMeTl.

3. DepMeHTOTEpanMUs NpenapaToM NaHKpeaTMHa — npo-
LO/KUTb NMPUHUMATL B TeyeHue 1 Mec., nocne NpUHUMaTh
no 1 kancyne 3 pasa B AeHb (no3a 10000 Ep).

4. KoHTponb broxummnyeckux nokasateneii Kposw.

5. [IneTa ¢ UCKIIOYEHNEM KMUPHOI W XKapeHOH NULLX.

6. KontponbHoe KT-uccnepnoBanue yepes 3 Mec.

7. MocTosHHOE NPOMBIBaHME JpeHaxa.

3AKJTIOYEHUE

AWM — yHukanbHas dopMa naHkpeatuta. [InarHos AWM
Y LeTeil 0CHOBLIBAETCA HAa COYETAHUM KIIMHUYECKMX CUM-
MTOMOB U ABHbIX Natoforui napeHxumbl MK, npotokos MK
/WK KEeNYHbIX NPOTOKOB, BO3MOXKHO, JOMOJHEHHbIX TUCTO-
MaTofiorMyeckMn JaHHbIMU. OCHOBHBIM MeTOLOM Bbibopa
Tepanuu SBASKOTCS KOPTUKOCTEPOMALI C MOTEHLMaNbHbIMU
LO/roCpOYHbIMA MOCNEACTBUAMM, BKIIKOYAS BHELUHECEKpe-
TOpHYto HegocTaTouHocTb [T 1 guaber.
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Mbl HapeeMcs, UTo Hal 0630p C KIIMHUYECKVUMM CiyYas-
MU NPUBEAET K NlydlieMy pacrno3HaBaHuio AWM y geteir, Tem
caMbIM NPOMOXVB NYTb AN18 byayLIMX Uccnes0BaHMN.

AOMO/IHUTENNbHAAA UHOOPMALIUA

Bknap, aBTopoB. Bce aBTOpbI BHEC/M CYLLIECTBEHHDIV BK1af, B pas-
paboTKy KOHLeNLWK, NpoBeJeHIe UCCIe0BaHNS W MOATOTOBKY CTaTby,
MPOYM M 0400pKUM UHANBHYI0 BEpCHIO Nepe nybanKaumen).

UcTouHuk duHaHcupoBahus. PaboTa BbinonHeHa npu noa-
nepxke Poccuitckoro doHpa QyHAaMeHTamnbHbIX UCCIe[0BaHUiA
(rpaHT N2 17-29-06069).

KoHdnuKT uHTepecoB. ABTopbl [eKIapuUpyroT OTCYTCTBUE SB-
HbIX 1 MOTEHUMaNbHbIX KOH(IMKTOB MHTEPECOB, CBA3AHHBIX C My-
BnvKaumeli HacTosLLeld CcTaTby.

JITnyeckuin komueT. [poToKon MUccnesoBaHus Bbin 0f00peH
TIOKarbHbIM 3TU4eckuM KomuTeToM (N2 07/02 ot 16.12.2021).

WHdbopmmpoBaHHoe cornacue Ha nybaukaumio. ABTopbl nosny-
YWIM NMUCbMEHHOE COrflacie 3aKOHHbIX NpeACcTaBUTeNell NaLUeHToB
Ha NybaMKaLmio MeAMLMHCKUX LLaHHbIX U hoTorpadumi.
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