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TpyaHoctn anudpcdepeHuUnanbHON ANarHOCTUKN
BOCMannTenbHbIX 3a0051IeBaHNN KULLEeYHUKA

y NauueHTa c CMHAPOMOM nepekpecta ayTOMMMYHHOIo
renaTuTa u NepBUYHOIO CKJIepo3upyloLLero xonaHruTa

T.C. KpoaeBeu, M. A. Au3aH, M. U. NAauHAEp

PIEOY BO «OMCKMI TOCYAQPCTBEHHbIN MEANLIMHCKMI YHUBEPCUTET) MIH3APOBa Poccum, r. Omck

PE3IOME

B cTaTtbe MPeACTABAEH KAMHMYECKUM CAYHAM MePEKPECTHOIO CMHAPOMA AYTOMMMYHHOTO reaT1Ta MePBOro TMQA C MEPBMYHbIM CKAEPO3UPYIOLLIMM
XOAQHMMTOM U 60Ae3HM KPOHA. OBCYKAEHbI OCHOBHbIE CUMMTOMBI, AQBOPATOPHBIE U MHCTPYMEHTAABHBIE KPUTEPMM ITHX 3QO0AEBAHMM. AAT
TOYHOM MOCTAHOBKM AMArHO3A HEOOXOAMMO OBHAPYKEHME CrIeLMAPUIECKMX AHTUTEA. OCOBOro BHUMAHMS TPEBYET MHTEPMPETALMS MIMEHEHUHI
B TOACTOM KMLLIKE, MOAYYEHHbIX MPK MOITAXKHOM Broncum. OnMCAHHAS MOPGDOAOTMYECKAS KAPTUHA HE MO3BOASET TOYHO MOCTABUTE AMATHO3, €€
MOXKHO PACLIEHUTE KOK HQYQAbHbIE MPOSBAEHUS BOAE3HM KPOHA, MUKDOCKOMMYECKMMA MAM D03MHOCDMAbHbIM KOAMT, MPM3HAKM TAMCTHO-MAPA3MTAPHO
MHBA3MM. OBCY>XAEH Npumep AMbpepPeHLMAAbHO-AMATHOCTMHECKOrO MOMCKA B MOAOBHOM CHTyaALIMM.

KAKOYEBBIE CAOBA: CUHAPOM NEPEKPECTA, AYTOMMMYHHbIN renaThT, NePBMYHbIM CKAEDO3MPYIOLLIMIA XOAQHIMT, BOCTIAAMTEAbHbIE 3060AEBAHMS

KULLIEYHMKQ.

KOH®PAUKT UHTEPECOB: BCe aBTOPbI 3ASBASIOT 06 OTCYTCTBMM KOHGDAMKTA MHTEPECOB.
PaboTa MOArOTOBAEHA B PAMKAX MOAHTA MPEMAEHTA PP AAS TOCYAQPCTBEHHOM MOAAEPXKKM BEAYLLIMX HAYYHbIX LLUKOA (BHYTP. Ne HLLI-2558.2020.7) (COrA.
Ne 075-15-2020-036 ot 17.03.2020 roaq) «Pa3paboTka TEXHOAOMMM 3A0P0BbECOEPEXKEHUST KOMOPBUAHOTO BOALHOIO rACTPOIHTEPOAOTMYECKOrO

MPOCOUAS HO OCHOBE KOHTPOAS MPUBEPXKEHHOCTM)).

Difficulties in differential diagnosis of inflammatory bowel diseases
in patient with overlapping autoimmune hepatitis

and primary sclerosing cholangitis
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SUMMARY

The article presents a clinical case of cross-syndrome of autoimmune hepatitis type 1 with primary sclerosing cholangitis. The main symptoms,
laboratory and instrumental criteria of these diseases are discussed. Detection of specific antibodies is necessary for an accurate diagnosis.
Interpretation of changes in the colon obtained by stepwise biopsy requires special attention. The described morphological picture does not
allow to make an accurate diagnosis, it can be regarded as initial manifestations of Crohn's disease, microscopic or eosinophilic colitis, signs of
worm-parasitic invasion. An example of a differential diagnostic search in such a situation is discussed.
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BBenenue

AyTOUMMYHHEIC 32001€BaHUs — OOIIMPHEIH KIacc pa3HO-
POMHBIX IO CBOMM KIIMHHYECKUM ITPOSIBIICHUSAM 3a00JICBaHIA,
XapaKTEePU3YIONMHUXCS BRIPAOOTKON ayTOAHTUTEN U BOSHUKHOBE-
HHEM OPraHOCHCIU(PUIHBIX W HECTICIIA(DIIHBIX TIOBPEIKICHUI
B OpraHu3Me uesnoBeka. M3 Bcex maroyioruil JaHHas rpynna
3a00JIeBaHUM, TTOXKAITYH, ABIACTCSA CaMO 3araJlouHOM, TaKk
KaK 3THOJIOTUYCCKHUI (HhaKTOp OTCYTCTBYET, 2 MCXaHH3MBI
ayTOMMMYHHU3ALNHU B KaXKJIOM KJIMHUYECKOM Cllydyae ycra-
HOBHTH HEBO3MOXXHO. B Mupe umncio 3a0oiaeBaHuil OpraHoOB
MHUIIEBAPCHUSI Ay TOMMMYHHOTO PO YIIBAUBACTCS KaXK 0
necaruierue [1, 2].

B Hacrosiee BpeMsi yBeJIMUMBAIOTCS HAIIA BO3MOXKHOCTH
M0 MHBa3UBHOW Y HEMHBA3UBHOM IMArHOCTHUKE ayTOUMMYHHBIX
3a00JIEBaHHUN TaCTPOIHTEPOIIOTUICCKOTO PO, U PE3yIib-

TaThbl HpaKTH‘ICCKOfI pa60TLI JACMOHCTPUPYIOT UHTCPECHBIC
KIIMHUYCCKUC ClIydan, OAUH U3 KOTOPBIX MbI XOTCJIN IPEI-
CTaBUTH B HaHHOﬁ CTaThbC.

Kiannnuecknii ciryqait

Ha xoHcynbratuBHBIN npueM Kadeapbl GpakyIbTeTCKON
Tepanuu u ractposurepoiorun @PI'bOY BO «Omckuii ro-
CyIapCTBEHHBIH METUIIMHCKUN YHUBEPCUTET» 00paTnics
nayuenm K. 1977 r.p. Ha MOMEHT 0CMOTpa NallUEHT HE IPeb-
SIBJISUT aKTUBHO 7kaj100, HO OH CaM U €r0 POACTBEHHHUKU OBUTH
00€CIIOKOCHBI pe3ylibTaTaMi OMOXHMHUYECKOTO aHaJIn3a KPOBH.

[Ipu paccnpoce ycTaHOBIEHO, YTO MAEHT NEPUOIUIECKA
OIIYIIAET BBIPAXKCHHYIO YCTAJIOCTh, MTOBBIIIEHHYIO yTOMIIS-
€MOCTh M COHJINBOCTB B JIHEBHOE BpeMsl. Bec crabuiien, Ha-
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CBILIIAEMOCTh OOBIUHAs, CTYJI €XKEIHEBHBINA, 0(hOpPMIIEHHBIH,
IIPUMECH KPOBHU UM CIM3H He 0TMeuaeT. Co CTOPOHBI IPyrux
CHCTEM OPTaHOB KaJIo0 TaKXKe HE MPEIbsBIISI.

W3 anamHe3a 3a00sieBaHMs N3BECTHO, YTO MAIIMEHT CUH-
TaeT ce0s OonmpHBIM ¢ 2017 rona, Korna BuepBble BO BpeMs
MPO(UITAKTHYECKOTO OCMOTPa B OMOXUMHYECKOM aHAJIN3E
KPOBH BBISIBIICH CHHJPOM IIMTONN3a (TTOABEM aTaHUHAMHHO-
tpancgepassl [AJIT] u acnapraramunoTpanchepassl [ACT]
1o Tpex Hopm). [Tocite mooGceieoBaHus B 00bEMe OIICHKH
MapKepOB BUPYCHBIX IE€NIaTUTOB, CYTOUHOW MEAU B MOYE,
LiepyJIOIJIa3MUHA B TpaHCcpeppruHa KPOBH, OLIEHKH HaJIH-
YHsl IMCTHO-TIApa3uTapHON MH(PEKIIMH B CHIBOPOTKE KPOBU
U IO Pe3yJIbTaTaM KOIMPOJIOTHYeCKOro aHalin3a, ayTOMMMYH-
HOTO MEYEHOYHOT0 CHEKTPa y raCTPOIHTEPOIIOra BEICTABIEH
JIMarHo3 «ayTOMMMYHHBIN I'elaTuT, Ha3Ha4YeHa KOMOWHALS
YPCOAE30KCHXOINEBOH KHCIOTHI (YpcocaH) 750 MI B CyTKH
n anemerronnHa (Ienpai) 800 Mr B CyTKH, KOTOPYIO HAILIUEHT
IIpuHUMa B TedeHue 2 seT. [Ipu KoHTposie GHOXHMHYECKOTO
aHaJM3a MOJIOKUTENbHAsS TTHAMUKa — HOPMaJT3alHsl YPOBHS
TpaHCaMUHa3.

B despane 2019 roga Bo BpeMst IIOATOTOBKH K IIFIAHOBOMY
OCMOTpY racTpO3HTEpOJIOra o pe3yJbTaraM OHnoXuMude-
ckoro ananu3za BoisiBNieHO noBbiienne AJIT u ACT no tpex
HOPM H BIIEPBbIC YPOBEHb raMMa-TITy TAMHHTPAHCIIENTHAA3bI
(I'TT) — 6onee 10 nopm (1 155,2 En/n), menounoit Gpocdaraspr
(IL{®) — makcumanbHO 10 Tpex HopM (706 En/m). [Tanment
ObLI TOCIMTAIU3UPOBAH B IPO(HUIBHOE OT/IETIEHNE CTAllMOHapa
. OMcka Jurs nooOcnenoBanus U nogbopa tepanuu. Bo Bpe-
Ms HaXOXI€HUS B CTallMOHAape: HEOAHOKPATHO Kaj Ha sina
IJIUCTOB — OTPULATENBHO, ITpoBeaeHo Y 3U abnoMuHambHOE
(mpuzHaku 1uQdy3HBIX H3MEHEHHUH B [IEYEHH, XPOHHYECKOTO
xonenucTuta, nudQy3HbIX H3MEHEHNH TTOJHKEITYI0YHOH Ke-
JIe3bl, IOYEK), MapKepbl BUpYCHBIX renarutos B u C, BUY-
nHpekuus — orpunarensHo, GIJIC — sputeMaro3Hslii / 9Kc-
CYIaTUBHBIN FaCTPUT, IPOKCUMANIBHBIN TyoJeHUT. B HikHel
TPETH Tella JKeTy/lka Ha OO0 KpUBU3HE OOHAPY)KEH MOJIHIT
OKpyIIoH (hOpMBI C OYTpUCTOH MOBEPXHOCTHIO TUAMETPOM
1 cm. TlpoBenena anextposkcuusus. 1o pesyasraraMm Mop-
(hoormyeckoro UccieI0BaHNs — TUIEPIUIACTUYECKUN MO
JKEITyKa.

[Tpu amOynaropHOM 10006CIIEIOBaHUH B OTCYTCTBHH CyOb-
€KTUBHBIX KJIMHUYECKUX CUMIITOMOB B CBSI3U C CHHIPOMOM
Xo0JIecTas3a ObUIO BBIABIICHO: THIIEPraMMarioOyIMHEMHUS, ay-
toantutena IgG x antureny ANA-PCNA — no10XXHUTENBHO;
yBenuueHue ypoBHsi C-peaktuBHoro Oenka (5,170 mr/m). s
YTOUHEHHSI XapaKTepa MOBPEXKICHHUS XKEJITUHBIX IPOTOKOB
66110 pexoMeHoBaHo nposeeHre MPT opranos OpromHoi
IIOJIOCTH C XOJIaHTHOIIaHKpeaTorpaduei, o pesyabraTaMu
KOTOPOTO — MPU3HAKU NEPBUYHOIO CKIEPO3UPYIOLIETO XO-
JIAHTUTa, YMEPEHHO BBIPAXKEHHOT'O XKUPOBOI'0 IenaTo3a, Npu-
3HAKH yBEJIMYEHHBIX OpbDKECUHBIX JIUM(PATHICCKUX Y3II0B.
Io pesynpTaram 37acTOMETPUU MEUEHU — HTACTUYHOCTS §,1
KPa, uro coorBercTByeT hrbposy I cragnu.

B pamkax racTpoIHTEpOIOrHYECKOTO 1000CIIeI0BaHHS
TaK)KE BBISIBIICHO MOBBIIIEHUE KaIbIIPOTEKTHH-TECTA 10 450
MKTI/T, 9TO OTPEOOBAJIO BHINIOIHEHHS (POPOKOIOHOCKOITNH
(®KC). Mo pesynasratam ®KC — mienT ¢ SBICHUSMU JIUM-
(honaHOI runepuIa3un, SUUTENNAIBHBIE HOBOOOPa30BaHUS

TOJICTON KUIIKK. B paMkax nposeneHus qugdpepeHunaIbHOro
nuartosa 6osie3Hu KpoHa B3sita mosTaskHast OnoICHs CITU3H-
CTOI TOHKOM, TOJICTOM KHIIKH: B TPEX U3 MATH (hparMeHTax
coXpaHHasi TUCTOAPXUTEKTOHUKA, IPU3HAKHU TYOYJISIpHOI

a/ICHOMBI C UHTPA’UTENNAIBHON HeoIla3uel, TucIaszueit

HU3KOH CTEIEHN, B OTHOM M3 HUX — yMEPEHHBIH MM doIuIazmo-
LUTAPHBIH MHQUIBTPAT B COOCTBEHHOM IUIACTHHKE C IPUMECHI0
HEUTPODUIBHBIX ¥ 303MHOGHIBHBIX JICHKOIIUTOB, CKOTIIICHHS

I1a3MOLUTOB. B yuacTke monB310LIHON KUIIKY — IPU3HAKU

pemnaparnyy 3po3UBHO-I3BEHHOTO JiedekTa 1 IuMQorIa3mMonu-
TapHas MHQUIBTPALNs COOCTBEHHOH TUIACTUHKH, HEKOTOPBIE

13 KOTOPBIX ONPEJEIIAIOTCS B MBIIIEYHOM CJIOE, MHOXKECTBO

903WHO(HIIBHBIX JICHKOLUTOB, a TAaKXXe TUMGPOUTHBIX (oruT-
KYyJIOB CO CBETJIBIM LIEHTpOM. BBuay Hemocrarka Mmopdoo-
THYECKUX KPUTEPHUEB JJIsl HOCTAHOBKH JAMarHo3a HaMH Obliia
nposeneHa MPT-sHTEepokonoHOrpadus, KoTopas BeIIBUIA

B IUCTAJIBHBIX OTJIENIaX IOB3IOLIHON KUIIKY HEPABHOMEPHOE

yTOJNIIEHHE €€ CTeHKH 110 4,0—4,5 MM, yBeTTMIEeHHbIE OKPYIIION

(opMbI OpbDKeeyHbIE TUM(paTHIECKHUE Y3IIbI IIPABOH MOJI0-
BHHBI 10 6—8 MM B JIaMEeTpe, Ha 3TOM K€ YPOBHE YMEPEHHO

YCWJICHHBII COCYIUCTBIA PUCYHOK OpbDKeiku. [lanuenty
moBTOpHO ObuIa IpoBeacHa OIJIC as ONCHKH COCTOSHUS

JIBEHAJIIATUIIEPCTHON KUILIKU ¥ B3STHS OMONTATOB U3 IOCT-
OynbOapHBIX OTAEIIOB — IIOBEPXHOCTHBIN T'aCTPUT, MOJIUII

Kenynka, OynsouT. Pesynbrars! Gnorncnu U3 HocTOyis0apHbIX

OTZENOB JIBEHAATUIIEPCTHON KUIIKU MPOIEMOHCTPHPOBAIIY,
YTO CIM3UCTast 000JI04YKA IBEHAIIATUIIEPCTHOM KUILIKH — C CO-
XpaHHOM T'UCTOAPXUTEKTOHHUKOI.

[MarmrenT no0GCIIENOBAaH B OTHOLIEHUH [IIMCTHOIIAPA3UTap-
HOU UHBa3MH, CaJIbMOHEILIE3a, IIUIeJlIe3a U HEPCHHUO03a, [ICEB-
Jotybepkysesa. Kai Ha stiilia ITMCTOB TPEXKPATHO, KUIIEYHYIO
rpynmny — orpuuarensHo, IMA Ha aHTUTENa K OUCTOPXO3Y,
JSIMOJIMO3Y, TOKCOKapO3y, aCKapu03y — OTPULATEIbHO, aHTH-
tena IgA Yersinia enterocolitica — TOTpaHUYHBIN PE3yNbTaT,
cymmapHo Metonom PHI'A anTuTena x uepcuHuo3y (cepoBapbl
03, 09), nceBmotyOepkyie3y — orpuriaresibHo. OIeHKa B TU-
HaMMKe aHTUTE K HEPCUHUO3Y TaKXke M0Ka3aia OTpULlaTelb-
HBIH pesynbrar. Kan va Tokennsl A u B x C. difficile — Taxxke
MOJIy4YeH OTPHULIATENbHBIN PE3yNbTar.

Amnamue3 xxu3Hu. [Tannent poanics B Omckoii oGnactu
JIOHOIIICHHBIM, 3710pOBBIM pebeHKoM. MimeeT Briciiee 00paso-
BaHME, B IAHHBI MOMeHT paboraet. TyOepKyies, BUPYCHBIN
renaTuT, BEeHepuiecknue 3aboeBaHus oTpuaeT. TpaBmBlI,
omnepanuu, reMorpancdys3uu orpunaet. Mimeer xpoHuiec-
KHe 3a00JIeBaHNs, @ IMEHHO apTepHalbHYIO THIIEPTCH3HIO
¢ 2014 roza, 1o oBoOy KOTOPOH NIPUHUMAET ITEPUHIONPHII /
amnonunuH ([Ipecranc) 10 mr, Ouconpomnon (Korkop) 5 mr
B cyTku. JIo mapTta 2019 roga taxxe npuauman Kapauomar-
Hu1 100 Mr B CyTKH, KOTOPBIF HaMU OBUT OTMEHEH BCBSI3H
C BBISIBICHHBIMU 3PO3UBHO-SI3BEHHBIMU MTOBPEKICHUIMU
CIM3UCTOM JKeNIyaKa U MOAB3IOMHON KUITKY U3MEHEHUSIMU
o pesynbsraram OIJIC u ®KC.

Annepronorudyeckuil anamHes He otsromeH. Hacnen-
CTBCHHBINM aHaMHE3 He OTATOILEH, B POAOCIOBHOM IO OTLOB-
ckoll 1 MatepuHckoi tuHuM HeT naronoruu XKKT. Bpeansie
npuBblYKU: Kypui 10 2017 rona 10 net, B 1aHHBIA MOMEHT
HE KypHT, YIIOTPeOJICHNE AJIKOTOJIsI, HAPKOTHYECKHUX CPEIICTB
orpunaert. JKenar, 1Boe nereid, 310poBsl. Peunyto peiOy paHee
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yroTtpeOIsi1, onrcTopxo3 Obu1 BeIsiBIeH B 2011 roxy, neueHne
OMJIBTPULINAOM C TIOJIOKUTEIBHBIM 3¢ dekToM. B HacTosmee
Bpems ¢ 2011 rozna peunyro peIOy He yHOTpeOseT.

Status praesens. CoCTOsIHUE YIOBIETBOPUTEIBHOE, CO-
3HaHUE SICHOE, MOJI0KEHNE aKTUBHOE, TEIOCIO0XKEHUE He-
MIpaBUIbHOE (a0IOMHUHAJIBHBIN THIT PACIIPEAEIICHUS KUPOBOH
tkauu). Poct 185 cm, Bec 86,0 kr, UMT 25,1 kr/m? — u30bITOY-
Hast Macca Tesa. KoxxHble TOKpPOBBI OJI€IHO-PO30BOTO LIBETA,
YMEPEHHOH BJIaXXKHOCTH, HA NIEPEIHEH TOBEPXHOCTH >KUBO-
Ta, TPyAX — MHOXXECTBEHHbIC pyOHHOBBIE IIsITHA. Bunnmbie
CIIM3UCTHIE OJIETHO-PO30BBIC, YHCTHIE. 3€B OJIeJHO-PO30BOTO
[IBE€TA, YUCTHIN, MUHIAJINHBI HE yBeandeHbl. JInMboyzisl
He yBenuueHsl. lllutoBunnas xenesa 0 crenenu no BO3.
OtexkoB HeT. CycTaBbl He 1e()OpPMUPOBAHBI, OI'PAHUYCHUS
AKTUBHBIX U ITACCUBHBIX JIBH)KCHUH HeT. [I03BOHOYHHK HC-
KpUBJIEH (CKOJINO03), TIpU NaIbIaly O6e300me3HeHHbIH. [pynHast
KJIETKa CUMMETPHYHAS, HENIPABHILHOW (OPMBI (CKOIHOTHYE-
ckast). [TepkyTopHO HaJl JIETKUMH JIETOUHBIH 3BYK. [{pIXaHne
BE3UKYJSIPHOE, XPHUITOB HET. | paHuIb! cepalia B HopMe. ToHBI
cepAla pUTMHUHBIE, IpUrTylieHsl, 70 B MuHyTy. A/l npaBas
pyka — 130/70 mm pr. ct, A/l nteBast pyxa — 130/70 MM pT. CT.
SI3bIK BIIaXKHBIN, 00I0KEeH OEIbIM HaJIeTOM Y KOpHs. JKuBoT npn
MTOBEPXHOCTHOH NasbIIalliy MATKHH, 6e30051e3HeHHbIH. [Ipu
n1yOOKOH nasknanuy 00JIe3HEHHOCTh B TIPaBOM Ioapedepse,
TIpaBoi MOJB3AOIIHON 001acTH. CUMITOMBI HAITPSDKEHHS Opro-
LIMHBI — OTpULaTenbHbie. CUMIITOMBI JkeTqHOTO Imy3bIpst: Kepa,
OprHepa — orpunarenbHbie, Mephu — ci1abonoIoKNTENCH.
[leuens He yBenuueHa, Kpai I1aKui, IIOTHBIH, 6e3001e3-
HeHHbIH. [TokenynouHast sxene3a rmpy nanpnanyy mo Ipoty
6e300me3nenHast. Cremnas KMIIKa ITpH NTyOOKOH HajbIIaliiy
B BHJIE IUIOTHOTO IIWJIMHPA, YMEPEHHO O0JIe3HEHHA, cMellia-
€Ma, He YPUMT; [TOIIepeYH0-000/109HAs], CHTMOBHIHAS KUIIKa
B THITMYHOM MECTE, IUIOTHO-3JIaCTUYHON KOHCUCTEHINH, 0e300-
JIe3HEHHa, cMellaeMa, He ypuar. Cene3eHka He NallbIUPyeTCsl.
[Toukn He manbnupyrorcs. CHMITOM ITOKOJIAYUBAHUS — OT-
pHLATENBHBIN ¢ 00EUX CTOPOH.

o nmeromumes pesyasraraM 00CIIeIOBaHUS MTALUCHTY
OBLJT BBICTABJICH JIMAarHO3 «IIEPBUYHBIA CKJICPO3UPYIOIINH
x01aHruT. CHH/IPOM IIEPEKPECcTa C ay TOMMYHHBIM Te€IIaTHTOM
IIEPBOTO THUIIA, KIMHUKO-OMOXUMHUYECKasi aKTUBHOCTh — 2
(cuHIpOM 1IHITONHM3a — 2, X0Necrasa — 2), pudbpos — 2.

Bonesns Kpona ¢ nopaxxeHueM TOHKOH (TepMUHAIBHBINA
WJICHT) U TOJICTOM KHIIKH, BIIEPBbIC BBISBIICHHAS, AaKTUBHOCTh
muHuManbsHas (nagexkc CDAI menee 150 6amioB), gerkoi
CTETEHU TAKECTH.

XPOHUUYECKHUH I'aCTPUT MOP(OIOTHIECKH HEY TOUHEHHBIMH,
Hp-nerarusnsiii. ['unepnnactudeckuii momun xenyaxa. [lo-
numakroMus B urone 2019 rona.

Oocy:xaenue

Jlmarnoctuka ayTOMMMYHHOTO T€IIaTHTa, COIIACHO PEKO-
mennanusimM EASL (2015) [3], 3arpynHena BBuay O0bInoi
HEOAHOPOJIHOCTH KIMHUYECKHX, JJAOOPaTOPHBIX U TUCTOJIO-
THYECKUX NposiBIeHnH. HeoOxonumo npearonarars Takon
JIMarHo3 y JII00Oro ManueHTa ¢ OCTPBIM M XPOHHYECKUM
3a00JIeBaHUEM II€4€HH, 0COOCHHO €CITN IIPUCYTCTBYIOT THIIEp-
raMManToOyTUHEMUS WM TIPU3HAKH JPYTHX ayTOUMMYHHBIX
3abonesanuii [4]. IuddepeHnnanbaas HarHoCTHKA IPOBO-

JIUTCS C IPYTUMU ayTOUMMYHHBIMH 3200JICBaHUSIMH TICUe-
HU, TAKMMH KaK NepBUYHbIA OnnrapHbiil xonanrut (I16X),
TepBUYHBIN ckieposupyromuii xonanrut (IICX) n 1gG4-
ACCOIMMPOBAHHBIN X0JMaHTUT. KpoMe TOTo, TpeOYIOT HCKITIO-
YeHUS IPYyTHe 3a00JICBaHMs ICYCHU: XPOHUUECKUE BUPYCHBIC
renatuthl B 1 C, BUU-xonaHruonarus, ajakoroibHas 001e3Hb
MEeYEeHHU, JIEKAPCTBEHHOE NOpakKeHUE NIEUYEHH, TPaHyJIeMaTo3-
HBIH TenaTuT, FeMOXpOMaTo3, HEaJKOTOJIbHBINA CTeaTOreNnaTuT,
nedumrt ol -aHTHTpUIICHHA, O0Ne3Hb Brmbcona—KoHoBa0BA.

CriexTp KIMHAYECKUX MPOSBICHUI pa3HOOOPa3eH: OT OT-
CYTCTBHUS SIBHBIX MPOSIBICHUM OPaXKEHUS IEUSHHU JI0 TSHKEJION
(hOPMBI, MPAKTHYCCKH UICHTUYHON OCTPOMY HJIA MOJTHACHOC-
HOMY BUPYCHOMY T'€laTUTy. Y TPETH MalUeHTOB KIMHUYECKas!
KapTUHA XapaKTepu3yeTcs HATMUYUEeM OHOTO MM HECKOJIBKUX
HecTeI(UUCCKUX CHMIITOMOB, TAKAX KaK YCTAJIOCTh, TUIOX0E
o01ee caMO4yBCTBHE, OOb B TPaBOM BEPXHEM KBaJIpaHTE
JKUBOTA, 001Iast CIIab0CTh, HEAOMOTaHHIE, AHOPEKCHUS, TOTEPS
Beca, TOUIHOTA, 3y, )KEITyXa U MPpexXoasuias nojJuapTparis
MEJIKAX CYCTaBOB 0€3 apTpHTa [UIUTEIFHOCTHIO HECKOIBKO
ner [5]. Y mpyroii Tpern naruentoB Manugecranust AU npo-
HCXOAUT OCTpo. Yariie Bcero onpeaensercs eHTPIIoOyIsIpHas
30HA HEKPO3a (LCHTPaIbHBIA IEPUBEHYIUT). Y OCTAIBHBIX
Ha0mromaeTcs OECCUMITOMHOE HAYaJIo ¢ TIOCTEIICHHBIM PO-
rpeccupoBaHreM Oe3 BBIPAKCHHON CUMITOMATUKYU. [lnarno3
0OBIYHO YCTAHABIUBAIOT B XOJC 00CIICIOBAaHUS IO TIOBOIY
HEOOBSICHUMOTO MOBBIIICHHS AKTUBHOCTH CHIBOPOTOYHBIX aMU-
HoTpaHcdepas, 00HAPYKESHHOTO P JUCIIAHCEPHOM OCMOTpE
WUJIU BIIEPBBIE BBISIBICHHON TelaToOMerajny, CIUICHOMEraauu
WM IPU3HAKAX TOPTaIbHOM THIIEPTEH3UH MIPU TpaHCPOopMa-
LIUM B UUPPO3 MeUYeHHU [6].

B 3aBucuMOCTH OT BHUja ONpenesieMbIX aHTUTEI BbI-
nenstroT Tpu tuna AUT. AUT-1: 6onee dacTeiid TUI (OKOJIO
90 % cnyuaes); onpenenstorcst ANA, SMA win antu-SLA/
LP; accormanust ¢ HLA DR 3, DR4 u DR 13. AUT™-2: o 10%
cinyuaeB AUTL; onpenensitorest antu-LKM1, antu-LC 1, peaxo
antu-LKM3; accoumanus ¢ HLA DR 3 u DR 7; Haunnaercs
00BIYHO B ICTCTBE U MOJIOJIOM B3POCIIOM BO3PACTe; KITMHHYC-
CKH ¥ TUCTOMATOJIOTUICCKH OOBIYHO XapaKTePH3yeTCsl OCTPBIM
TSDKEIIBIM TCUCHHUEM; JICICHUE YaCTO OKa3bIBaeTCs HedPPek-
TUBHBIM; YaCTO BO3HUKAIOT PELIUIMBBI [TOCJIE OTMEHBI IIpera-
paToB; OYCHB YacTO TPeOyeTCs AIUTEIBHOE MOAICPIKUBAIOIICE
neuenne. AUT-3: SLA/LP-03UTHUBHBIH, B OCTAIEHOM CXOJCH
¢ AUTI'-1; gacto onpeaenstorca antutena Ro52. Moxer npo-
Tekath Oonee Tsokeno [7, 8, 9, 10].

VY nanHOTrO ManueHTa AeO0T 3a00IeBaHUs OBLT OSCCUMIT-
ToMHBIM. [ToBOTOM TS 0OCTIEIOBaHUS CTaN 3aIKCHPOBAH-
HBIM B X0le MEAULIMHCKOro ocMoTpa B 2017 rogy cunapom
muronu3a. Hukakux kano0, yKa3hIBarOIIUX HA ay TOUMMYHHBIN
MpOIIeCC, NAllUeHT He NPeAbsBIsUL. BolsBieHHbIE aHTUTENA,
cootsercTBytoue AUI nepBoro Tuma, No3BOJIIN YCTAHOBUTh
JTMarHo3. Beicokas mpuBepKEHHOCTh K MO (UKAIMU 00pasa
JKU3HU | JICKAPCTBCHHOW TEPAIMH MO3BOJIHIIA TOBOJIBEHO OBI-
CTpO 00HUTHCST HOpManu3auy nokaszareneid AnAT n AcAT
U yACPKUBaTh UX B Ipefieiax peepeHTHRIX 3HAUYCHHH B Te-
yeHue 2 set. [ToBooM asist moucka Jpyrux ay TOMMMYHHBIX
3aboseBanuii nociysxuio nossimenue ['TT 6onee 10 HopM
u 111D Oonee Tpex HOpM. [10TOKUTEITHHBIN aHAIIA3 KPOBU
Ha aytoanturena IgG k antureny ANA-PCNA u npusHaku
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MEPBUYHOTO CKIIepo3upyroero xonanrura no MPT opranos
OPIOIIHOI MOJIOCTH € XOJIaHTHOIIaHKpeaTorpadueii Mo3BoJIH-
JI1 IUarHOCTUPOBATh NAUEHTy CUHApPOM nepekpecra [ICX
¢ AUT nepsoro tuna.

IepBruHbIA CKIEPO3UPYIOIIUH XOIAHTUT XapaKTepU3yeTcs
HETHOMHBIM JE€CTPYKTUBHBIM BOCIIAJICHHEM U (UOpO3UpOBa-
HUEM BHYTPU- U BHETIEYEHOUHBIX JKEITYHBIX IPOTOKOB C IO-
SIBICHUEM BHEIIEYEHOUYHBIX JKEITYHBIX IPOTOKOB C Y4aCTKaMU
CTEHO3a, O0UTEpaIiy 1 MEITKOBUTHOM nedopmanuu [11]. Ito
3aboreBanue Hepeako accormupoBano ¢ B3K. YV 50 % GombHBIX
ICX BrsBrsitores pANCA u ANA [10]. Knuauueckumu mnpo-
SIBIICHUSIMU 3a00JI€BaHUsI SIBISIFOTCS CIIA00CTh, KOKHBIN 311,
XoJecTaTuueckas xKenrtyxa. s UCKIIIoueHUs epeKpeCcTHOro
cunapoma ACG (2015) pexomenayet BeinonHenrne MPXIIT
BceM nauueHTam ¢ AUI monoxe 25 net ¢ nossienuem LD
B /1Ba 1 OoJiee pa3 OT BEPXHEro nopora HopMmsl [ 12].

B ommume ot npyrux ayTonMMyHHBIX 3a00JI€BaHHIT IEYEHH,
st [ICX He cymiecTByeT crienpUIYecKiX ayTOaHTHTE, XOTS
MOTYT BBISBILITECS pa3Hble UX BUIbL. B pekomennanusax EASL
[13], Poccuiickoii racTpoIHTEPOIIOrMUECKON acCOLUAIN YTOY-
HSIETCS], YTO JUISl YCTAHOBJIEHUS JUArHO3a PYTHHHBIA CKPUHHUHT
aHTuTen He Tpedyercs. Hanbonee wacto B 26-94 % ciydaeB
ripu [ICX ompenenstorcst aTUITUYHbIE aHTHHEHTPOQMIIBHBIE
nuToruiazmMarnueckue anrurena (p-ANCA). AHTHHYKIeap-
Hble anTuTena (ANA) U aHTUIIIAAKOMBIIICYHBIC aHTHTEIa
(ASMA) BreisBisitorest ipu [ICX B 877 % u 0-73 % cirydaeB
COOTBETCTBEHHO [12].

Kpome Toro, BeIIBIEHHbIE U3MEHEHU Y TALIUEHTA B XOJIE
nposeaenuss ®KC tpedosanu uckimroueHus 6onesan KpoHa,
Tak kak B 70-80 % cmyuae IICX coueTaercs ¢ BocnaauTeb-
HbIMU 3a00seBanHusiMu KumeyHnka (B3K) [11]. Pesynsrarsr
MTO3TAXKHOW OMOIICHY CIIM3UCTON TOJICTON M TOHKOW KUIIKH
OKa3aJIMCh HEOAHO3HAYHBIMU. S03nHO(MIIbHAS HHUIBTpa-
st COOCTBEHHOM IUTACTHHKY, HalIeHHas B OMONTaTax Imoj-
B3/IOIIHON KUILIKH, TpeOyeT anddepeHnnanbHON IMarHOCTHKH
C NIUCTHONAPAa3UTapPHBIMU UHBA3USAMH, METUKAMEHTO3HBIMU
KonuTaMu, 60se3Hbl0 KpoHa 1 503MHOGHUIBHEIMEI KOJIUTAMH.

I'maBHAst 0COOEHHOCTH TUCTOJIOIMYECKOH KapTHHBI 00JI€3HN
Kpona — 310 TpaHcMypasbHast BocTIaIuTeIbHAs HHOMIBTPa-
st ¢ TUMQOUIHON rUIepIIa3ueil BO BceX CI0sIX KUILIEYHON
CTeHKH, (hOpMHUPOBaHUE CBUIIEH 1 cnaek [2, 13, 14, 15]. ITo-
JIy4EHHBIE Pe3yJIbTaThl OMOIICHY CBHIETEILCTBYET O O0JIE3HU
Kpona 1 MOryT OBITH HHTEPITPETUPOBAHBI KaK 1e0r0T OOJIE3HH.
B nanHOM cityuae 310 OyAeT 03Ha4aTh, 4TO Y HALMEHTa UMe-
I0TCSI TPU ayTOUMMYHHBIX 3200JICBaHUsL.

Do3uHo¢unbHbIe 3a0oneBanus JKKT — penkue xponuuec-
KM€ UMMYHOIIATOJIOTHYECKHE 3a00IIeBaHusl, TPOTEKAIOIIIE
C MPEUMYIIECTBEHHO S03UHO(MILHBIM BOCIIAJICHUEM pPa3-
muanbix otaenoB JXKKT [16]. Kimuauuecku s 303uHOGMITE-
HbIX 3a00neBannii JKKT xapakrepHo OTCpOUCHHOE pa3BUTHE
CUMIITOMOB U OTCYTCTBHE THUIMYHBIX HJI1 PEarHHOBOTO Me-
XaHMU3Ma MPOSABICHUM CO CTOPOHBI KOXKU U PECIIUPATOPHOIL
cucteMsl [17]. D03MHOGHMIEHBIA KOJINUT HPOSIBISETCS qUapeeit
1 KPOBBIO B CTYJIe, 4TO Bcerna TpedyeT uckiouenns B3K.
OHJIOCKONUYECKU B TOJICTOM KHILIKE XapaKTE€pPHBI O4aroBas
TUIEPEMUs], UCUE3HOBEHUE UM CMa3aHHOCTb COCYIUCTOrO
pHCyHKa, TMM(OHOIYIIIpHAs THIIEPIUIa3usl. XapaKTepHO TakxKe
yBENMYCHHE JIMM(OUIHBIX (hOIUTUKYIIOB B TIOAB3IOIIHOM KUIIIKE

(TepMHHAIBHBINA WIICUT), YTO HHOTAA OMIUOOYHO PaCICHU-
BaeTcs Kak npusHak oone3nu Kpona. [Ipu aToM n3menenus
MOT'YT OBITh HE B KaXJIOM OHOIITaTe, TaK KaK JJIs 303MHO(MITb-
HeIx 3a0oneBannii JKKT xapakrepHO ouaroBoe rnopaxeHue,
II03TOMY ITPH MTPOBEIEHUH SH/I0CKOIINH JKeJaTelIbHO OpaTh
HECKOJBKO OMOITATOB M3 Kaxaoro otaena [16]. Hamuaue
303UHOMWIBHON HHDUIBTpPAINHY, TI0 JAHHBIM OHUOTICUH TTOJI-
B3/IOIIHOM KUILIKY B 3TOM KIIMHUYECKOM IPUMEpPE, HATAIKUBAET
Ha MBICIIb 0 T PepeHINATBHO-TUarHOCTHIECKOM TIONCKE
B JJaHHOM HarnpaBiieHHH. OJJHaKO OTCYTCTBUE BTOPUYHBIX IPH-
YHH 303WHO(MIIEHOTO MTOPaKEHUS 0 Pe3yJIbTaTaM aHAIN30B
KaJla ¥ KJIMHAYCCKUX MPOSBICHUM (Arapesi, KPOBb B CTYIIEC)
HE MO3BOJISIET PACLIEHUBATh IJAHHBIX IMarHO3 KaKk BO3MOXKHBIH.

Ecmu paccyxnarb 0 BIOpHYHOM BapHaHTE 303MHO(UIEHOTO
KOJINTa, TO MOJOOHYI0 MOP(OJIOTHYECKYIO KAPTUHY MOTYT
JlaBaTh KHIIEYHbIE TeJIbMHUHTO3BI (aCKapua03, SHTEPOOH03,
CTPOHTHIION 103, TpHUXoLedae3), MEIUKAMEHTO3HbIE KOJHUTHI
(xo3anuH, kapbamazenuH, pudpamnunna, HIIBC, mukio-
CIIOPHH), UINOMATHYCCKUH THITEPIO3UHODUILHBINA CHHAPOM,
XPOHUYECKHUE BOCIATUTEIIbHBIC 3200 ICBaHUS KUIICYHIKA,
aJJIOreHHasl TpaHCIUIaHTalus KocTHOro Mo3ra [ 18]. B nanHoii
CUTyalliu HEOOXOAMMEI TIOBTOPHBIC aHATHM3BI KaJla Ha Sira
TeIbMHHTOB U CEPOJIOTUUECKHE UCCIEIOBaHUS KPOBU HA Ha-
nryne cuenuduaeckux aHTuTed. CTOUT TaKKe OTINYATh
903UHO(MHMIIBHBIA KOJUT OT IIEPBUYHON 303MHOMMIIMH TOJICTOH
KHIIKH, TIPY KOTOPOi MOP(HOJIOTHYECKHE H3MEHEHHS SIBIISIOTCS
HaxOAKON W He BBI3bIBAIOT KIIMHUYECKUX MposBieHui. [1ep-
BUYHAs 203MHO(WIIHS TOJICTOM KHUIIKH He TpeOyeT Kakoi-1noo
Tepariu, Toraa Kak 303UHO(UILHBIN KOJIUT TpeOyeT CTpororo
JIedeHus1, aHajJornyHoro JiedeHuto B3K [19].

Kpowme Toro, Heo0X0MUMO IPHHIMATH BO BHUMAHUE MUAKPO-
CKOIIMYECKUM KOTUT. MUKPOCKONINYECKHUHM KOIUT — 3TO 3a-
OosieBaHME, BO3HUKAIOIIEE IPEUMYIIIECTBEHHO Y JKEHIIIMH
TIOXKMJIOTO BO3PACTa 1 MPOSIBILSIOIIEECS KIIMHUYECKH OOMIBHOM
BOJITHUCTOM JTapeeii 6e3 mprMecH KpoBH, a MOP(OIOTHIECKH
Yame WHTAKTHOM CIIM3UCTON 000J0YKOIN KHUINICUYHUKA FITH
MpU3HAKaMHU He3HAYHUTEIIbHOTO BocnaneHus [20]. Mopdorro-
THYECKH BBIJICNAIOT JTUM(POLIUTAPHBIA KOMUT (MHGUIBTpAIU
CITU3HUCTOH 0OOJIOUKY TOJICTON KUIIKU UHTPATUTEITNATBHBIME
mumdonuTamu 6osee 20 B 10I€ 3peHUSI IPH COXPaHESHHOMH
APXUTEKTOHUKE CIIN3UCTON 000JIOUKH) U KOJUIAr€HOBBI KOJIUT
(yromnmeHue 6a3aapHON MEeMOpaHBI 3a CUET JACMO3UTOB KOJIJIa-
reHa B Heil). Kak npaBuito, mepBeIid XapakTepu3yeTcs He3Ha-
YUTEIHHBIM YTOJIICHUEM CYO3UTEINATBLHOTO KOJIJIar€HOBOTO
CII0sI, XOTSI U MEHEe BhIPaKEHHBIM, YeM IIpU BTOpoM [21].
JlaHHas naTtoyiorust He Tak OYEBUIHA, TaK KaK HaIl MallUeHT
MY>KCKOTO I10J1a, MOJIOZOTO BO3PACTa, HE MPENbABISIONINI
»*aio0 Ha nuapero. K Tomy sxe Mopdosiornieckas KapTuHa
JEMOHCTPHPYET, YTO KOJIMYECTBO JIMM(OLUTOB HE TPEBBIILIACT
20, a ©I3MEHEHUS CIIM3HUCTOH 0OOIOYKHM COYETAIOTCS C TPAHC-
MYypPaJIbHBIM CETMEHTAPHBIM MOPAXKEHUEM TOJICTON KUILIKH.

JaHHBIN KIMHUYECKUHN clly4yail JEeMOHCTPUPYET CIOXK-
HOCTh MU PEPESHITUATEHON TUATHOCTHKH BOCHAIATEIBHBIX
3a00JIcBaHUI KHIIICYHHUKA B YCIIOBUSAX PEIKOTO COYCTAHUS
C ayTOMMMYHHBIM TOPaKCHHUEM TICYCHH IO TUITY overlap-
cuHapoma [22].

Benenue Takux MaliMeHTOB OCIOXKHSIETCS OTCYTCTBHEM
pa3pabOTaHHBIX CTPATETHH JICUCHUS B YCIOBHAX MOIOOHOM
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nonmMopouaHoCTH. [Ipoanann3npoBaB HalMOHAIILHBIE PYKO-
BOJICTBA U PEKOMEHALNU, Mbl HA3HAYMIIN NAIIUEHTY ypcoje-
30KCUXO0NKEBYI0 KUcIoTy 500 Mr TpH pas3a B CyTKH, aieMETU-
onuH (I'enrpan) 400 mr aBa pasa B cyTtku, byneconnn 9 mr
B CyTKH, azatronpuH 100 mMr pa3 B cytku. K nedenuto nocne
MOJIy4€HHUs PE3yAbTaTOB TUCTOIOIMYECKOTO UCCIEN0BaHUS
OuortaroB TojcTON KKK 1o0asneH MecanasuH ([TeHraca)
4 r B cyTKU. BpIcOKast IpUBEPKEHHOCTH MALMEHTA MO3BOMIIIIA
JIOOUTBCS YIyqIIEHHUS B BUAC CHUKCHHUS aKTHBHOCTH CHH-
JpoMa LIUTONIU3a U X0JIecTa3a Ha 8-if Hexene nedeHus. Beuny
CIO’KHOCTHU UHTEPIIPETALUH PE3YIbTaTOB TUCTOJIOTHYECKOrO
nccienoBanus, noyyennoro npu @KC, BeiOpana BekHIa-
TenpHas TakThka ¢ KonTposieM @KC u nostaxno 6noncuei
uepe3 6 MecsIEeB.
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