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Lens ny6nukaumn. B pyb6puke «KnuHuyeckunia
pasbop» OyayT NMpeacTaBfieHbl KIMHUMYECKME Habio-
OEHVS MNaUMEeHTOB, HaXOOMBLLUMXCA Ha CTauuoHap-
HOM nevyeHun B KrinHuMke NponeaeBTUMKN BHYTPEHHUX
6onesHen, racTpoaHTEPOSIOrMM U renaTonorum UM.
B.X. BacuneHko. Kaxpaoe knnHuyeckoe HabniogeHue
COMPOBOXAAETCA KOMMEHTapUaMu, OTpaxalroLlwuymmn
3TanHOCTb NpoBefeHus anddepeHumanbHO-gMarHo-
cTuyeckoro noucka. Pybpuka oTkpbiBaeTcs KINHUYE-
CKMM HabnogeHneM nauMeHTKN, y KOTOpPOK oTMeyar-
CS CUCTEMHbLIV XapakTep MOpaXXeHUs C BOBEYEHUEM
HECKOJIbKMX OPraHoB.

KnioueBble cnoea: 60/sb B XWBOTE, apTpairuu,
dunbpos.

The aim of the publication. The «Clinical discus-
sion» section will present clinical cases of the Vasilenko
Clinic of internal diseases propedeutics, gastroenter-
ology and hepatology, Sechenov First Moscow state
medical university. Each clinical case is accompanied
by the comments reflecting stepwise differential diag-
nostic approach. The section is opened by clinical case
of the patient with systemic disease and multiply organ
involvement.

Key words: abdominal pain, arthralgia, fibrosis.
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[Manmentka WM. 65 Jser rocnutajsu3upoBaHa
B oTJesieHue rernarosoruv KJIWHUKKM TPONEIeBTUKY
BHYTPEHHUX O6O0JIE3HEH, TACTPOIHTEPOJIOTUH, TeraTo-
gormu uM. B.X. Bacuienko c¢ ;kamo6aMu Ha MOCTO-
SIHHBII TeHePaTM30BAaHHBIN 3yl KOXH, YMEpPeHHO
WHTEHCUBHBIE OOJIM HOIOIIETO XapaKTepa B 00JacTH
SMUTACTPUS, WPPAJUUPYIONIUE B JieBOe W TIPABOE
nozpe6epbs (IEpHOANYECKE IPUOOPETAIOT XapaKTep
OTIOSICBIBAIOINX, BO3HUKAIOT B CpeJHEM depe3 2—3 U
Hocjie ebl U TMPOXOJSIT CAMOCTOSITEJIPHO B Tede-
HHME HECKOMbKMX 4acoB). OTMedaer Takxe CyXOCTb
CIUBUCTBIX O060JIOYEK TIOJOCTH PTa U TJa3, 60au
B KOJIEHHBIX, TOJIEHOCTONHDBIX, IIJIEYeBbIX, Jyue3a-
ISICTHBIX, IISICTHO-(PATAHTOBBIX U MeX(DaJaHTOBBIX
CyCTaBax KHCTeil, 6GOJbIlle BbIPAJKEHHbIE B YTPEHHUE
Yachl, CKOBAHHOCTb B IIPOKCHMAJIbHBIX MexK]aniaHTo-
BBIX, TSICTHO-(PAJIAHTOBBIX CYCTaBaX KUCTU W JIyde3a-
MSICTHBIX CYCTaBaxX B yTPEHHEE BPEMs IJIUTEIbHOCTHIO
o 40—60 MuH, o6mryio ci1aboCTb.

Taxum 06pazom, y NAUYUECHMKU UMEIOM MECNO
caedyioujue KAUHUYECKUe CUMNIOMbL: OOIb 8 HKUBO-
me, KOXHwil 3Y0, apmpanzuu, KCepocmomus u Kce-
popmanomus. Haruuue Gonu 6 xueome, npexoe
6cez0 ee xapaxmep, J0KAAUIAUUSL U BPEMS BOIHUK-
HOGeHUsl, NO360JLAIOM NPEONOJOKUMb 3a00Le8anUe
nodxxeaydounotl xeaeszvl. Taxol cumnmom, Kax
3Y0 KOXKU, MOXem 8biICMYNAMsb 6 Kauyecmee 00HOZ0
U3 nposeAeHul 3a601e6AHUT KOXU, NedeHu, IHO0-
KpUHHOU cucmemul. Apmpanzuu nab.1o0aiomecs npu
DEBMATNUYECKUX, IHOOKPUHHBLX, UHDEKUUOHHDLX,
ONYXO0e6bLY, HEBPOJ0ZUUECKUX, AYMOUMMYHHOLY
saboaesanuax u mpasmax. Coomeemcmeenno 0is
YCMAHOBACHUSL B03MOXHOU NPUUUNDL NEPEUUCTEH-
HOIX  CUMRMOMO8 mpebyiomcs Oanuvie dHaMHe-
3a U OONOTHUMETLHLIX MEMO0008 00CAC008aAHUSL.
Kcepocmomus u xcepopmanvmus seasomes mau-
bosee uacmoimu nPosGAeHUAMU 00Ne3HU U CUHOPO-
ma IHlezpena.

Hecmomps na mnozoobpasue 3aboresanui,
npu  KOMOPbLIX MOZYM GCMPEUAMbCs ONUCAHHBLE
CUMNMOMbL, UX CcOouemanue y 00HOzO 06caedye-
MO020 daem B03MOKHOCMb CYULLCMEEHHO CY3UMD
Kpye Oupepenyuanvio-0uazHocmuyecKozo nouckd
U obpamumv GHUMANHUE NPEXOe 6Cez0 HA ZPYNny
AYMOUMMYHHBIX 3A00NCEAHU.

M3 anaMHeCcTHMYeCKMX JAaHHBIX HU3BECTHO, YTO
narmentky ¢ 1969 r. (8 Bospacre 20 Jer) cranu Gec-
MOKOUTL 6OJIM B KOJIEHHBIX, TOJEHOCTOMHBIX CyCTa-
BaX, a BIIOCJEJACTBUM IIJIEYEBBIX, JY4Ye3alsCTHBIX,
MSICTHO-(DATAHTOBBIX ¥ MeK(aTaHTOBBIX CyCTaBaxX
KHUCTel, HOCSIINe MUTPUPYIOMN Xapakrep. B aTo xe
BpeMsI TIOSIBUJIACH YTPEHHSISI CKOBAHHOCTD B CyCTaBax
AmmTeabHOCTbIo 10 30—40 MuH. V3MeHeHusT KoH(I-
Typamuu CyCTaBOB, IIBETA KOXXHBIX IIOKPOBOB HaJl
CycTaBaMU TMAIMEeHTKA He oTMedasna. Ilpu peHrtremo-
JIOTHYECKOM HCCJIEIOBAHUN TIOPASKEHHBIX CYCTABOB,
co caoB GoabHOH (MeAUIMHCKAs —JOKYMEHTAIHsT

yTepsiHa), KOCTHO-JECTPYKTUBHBIX W3MEHEHUH WK
M3MEHEHWIT OKOJIOCYCTAaBHBIX TKaHell He BbISBJIEHO.
BospHast moJsyyana CHUMITOMATHYECKYIO TEPAIHUIO
HECTEPOUHBIMU ITIPOTHBOBOCIAINTEIbHBIMU IIPETIa-
paTaMu C YMEPEHHBIM TIOJIOKUTEIbHBIM 3(hHEKTOM.
B naspHeiiem 6osin B cycTaBaX BO3HUKAJIU MPEUMY-
NIECTBEHHO B OCEHHE-3UMHUI MEPHOJ, MPOBOIUIACH
CUMIITOMATHYECKAST TEPATHS.

B 2006 r. (57 mer) GospHAast BIEPBbIE OTMETH-
JIa CYXOCTb CJIHU3UCTBIX OOOJIOYEK TIjia3, MOJOCTH
pra. IlpoBesena OuoICUS OKOJOYITHOW —CJIOHHON
JKeie3bl M Ha OCHOBAHUH THCTOJIOTHYECKOTO HUCCJIe-
noBanusi OHONTATA YCTAHOBJEH [UATHO3 CHHIPOMA
[llerpena. Hasuayennasg Tepanus MeTUJINPEIHU-
30JIO0HOM B Jio3e 4 Mr/CyT CYIIECTBEHHDBIX I0OJIO-
JKUTEJbHBIX pe3yJbrTaToB He Ttputecna. C aroro
BpEMEHM B aHAJIM3aX KPOBH BIEpBble 3aUKCHPOBA-
HO TOBBINIEHNE YDPOBHS II€YEHOUYHBLIX TPAHCAMUHA3,
y-eaymamuampancnenmudazv. (TTTID) u wenounou
pocpamasvr (IIID), ponosuuTebHOE 06CAEOBAHNE
HE TTPOBOJIUJIOCD.

B okra6pe 2013 r. (64 roma) noseuiacs 3ya
koxu. Ilpu amOysaTopHOM OGCJIEIOBAaHWH IO JlaH-
HBIM Y16MPa3eyr060zo ucciedosanus (Y 31) opra-
HOB OpIOITHOI TOJIOCTH BBISIBJIEHA TEaTOMETrains,
a npu 3zopazozacmpodyodenockonuu (ITAC) —
sapuxo3noe pacuupenue een nuueeoda (BPBII)
IT crenenn.

C deBpans 2014 r. manueHTKa OTMETHJIA TOSIB-
jgenne Goseil B 06JACTH SIUTACTPUS C OIUCAHHBI-
MH paHee XapaKTepUCTUKAMH, IIOTeMHEHHE MOYH,
JKEJITYIIHOE OKPAIIMBAHUE CKJEp, CHIYKEHHE MacChl
Tesa Ha 3 kr (B Teuenue 6 mec). IIpu obenenoBanun
B TOPOJCKOH KJIMHUYECKOH OGOJIbHHIE 3aperucTpHu-
POBAHO TIOBBIIIEHHE CKOPOCMU OCEOaHusi IPUmpo-
uumos (COI) no 28 mMm/4, ypoBHeii acnapmam-
amunompancegepasv. (AcAT) no 80,3 E/l/n (Hopma
10—40), aranunamunompancgepasvr (ATAT) o
54,7 EN/n (nopma 0-34), 11D a0 554,9 EO/n
(nopma 70—360), o6mero OGummpy6una mo 46,5
MEMOJTB,/ 1 (HOpMa 3—21), npsmMoro Guaupy6uHa 10
24,6 wmkmomb/n (Hopma 0—5). YpoBeHb aMumasbi
KPOBH He WCCJIe[0BaH. B aHasmszax MOYM — TIOBBI-
nieHue coziep:kaHne ypoOuanHa. MapKEpbl BUPYCOB
renatutoB B u C orpunaresbubie.

IIpu Y3UW OGpiouHON MOJOCTH  OMPENESIINCH
rernatoMerayuus, HEOJHOPOJHOCTb U IOBBIIIEHUE
HXOTEHHOCTH  TMOJIKENYIOUHOM  Kesesbl  (pasMepsi
28%X16X27 MM); BHYTPHUIIEUEHOUYHbIE JKEJIYHbIE IPO-
TOKH, XOJIe[oOX He pacuimpenbl. Ha rpanuiie rogoBku
U TeJIa TIO/KEJTYTIOUHON JKese3bl BU3YJIn3UPOBATIOCH
o6pazoBanne pasmepoM 30X16 MM, TrUII0IXOreHHOE
mo crpykrype. Ha ocHOBaHMM 3THX JaHHBIX BBICKa-
3aHO TIPEATIONIOKEHNE O HAJIWYUUA ONYXOJU Tesa
skesie3pl. IIpoBenena xomnviomepnas momozpaghus
(KT) opranos GpionrHoii mojoCTH ¢ BHYTPUBEHHBIM
KOHTPACTUPOBAHUEM TpenapaToM OMHUMAK-350, mpu
KOTOPOil BBISIBJIEHO YBEJUYEHHE DPA3MEPOB TOJOBKU
nojuKeny1ouHol skesmesbl (40X21 MM), TPU3HAKOB
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HaHKpeaTHyecKol uan OWIMApHOIl THUIepTeH3UU He
Hafizieno. IIpn KOHTpacTHOM yCHJIEHMM OYaru HaKo-
IJIEHNUs] KOHTPACTHOIO BElIeCTBA B IOJKENTYZOYHOM
JKeJie3e He TTPOCIeKNBAINCh. BOKPYT roJIoBKH KeJre-
3bl U B MaJiOM CaJbHUKE, HA yPOBHE KapIUATbHOTO
oT/iesIa JKEeTYJKA, MapaKkaBaJdbHO HAa YPOBHE TIOYEY-
HBIX COCY/IOB, B TIEPEIHEHUKHEM CPEJOCTEHUN —
yBeJIMYeHHbIe JuMdaTHyecKre y3Jbl TOMOTeHHON
CTPYKTYPBI, HaKaIIMBAIONIMEe KOHTPACTHBIN TIpera-
par.

B cooTBercTBUM ¢ pe3yabTataMu 3HIOCOHOTPA-
¢un BHYTpU- W BHeNEYEHOUYHBIE KENYHDbIE MPOTOKH
He PacIIMpeHbl, TO/KeNyI0uHas JKeje3a HOPMaJib-
HBIX pa3MepPOB C UYETKUMHU POBHBIMH KOHTYDaMH,
naToJoruyeckue o0pa3oBaHUsl B HEH OTCYTCTBYIOT.
BupcyHros npotok mumpuHoii g0 2,3 MM B o6JacTu
ronoBku n 1—1,5 MM B 0o6J1acTH TeJjla M XBOCTA KeJie-
3bl. Pazmepnl mMpaTniecknx y3/i10B B HaHKpPeaToOu-
JIMapHOil 30He yBeandenbl 10 12—14 mM. YcranoBsen
JINATHO3: XPOHWYECKUI TAHKPEATHT B CTaAuU 060-
CTPEHUS, PEaKTUBHBIN renaTur. PekoMeHIOBaHA
Tepanus NOJUMEPMEHTHBIMU TIperapaTaMu, TPOKH-
HETHKAMH.

B amOynatopubIx ycaoBusix B Mapre 2014 T.
BBITIOJIHEHA  MAZHUMHO-PEIOHAHCHAS,  TOMOZPAPUS
(MPT) opranop OpOIIHOH MHOJOCTH, IPH KOTO-
poii Takyke ObLIM BbISBJEHbI NMPU3HAKU 3a0PIOIINH-
Holi JmMazieHonaTny, yBeamdeHne JauM@aTndecKnx
y3710B B 00JIaCTH BOPOT TEYEHM, YBeJIMYEHHE pa3Me-
POB TOJIOBKU MO/KENYA0YHOH >Kese3bl. CHUMITOMBI
OMJIMAPHON WM MaHKPeaTHYeCKOil TUIEePTEeH3UN He
00HAPY>KUBAJIUCD.

PesysbraTbl KOJIOHOCKOIIMM CBUJETEIbCTBOBAJIH
06 OTCYTCTBUH OPTaHWYECKOH IATOJOTHH TOJICTOI
KUIITKH.

B amanmszax KpoBW, BBITIOJHEHHBIX B Mapre
2014 r., ormeueHo HapactaHue ypoBHeill AJAT 1o
90 E/Zl/n (mopma 0—34), AcAT mo 100 E/I/x (mopma
10—40), ITTII mo 931 EJ/n (mopma 0—73), 11D mo
690 E/I/ 1 (mopma 70—360), o6uiero 6uampy6una 10
56 MrMoab,/ 1 (HOpMa 3—21) 1 npsiMoro Gumpy6uHa
o 39,6 mxmonn/n (mopma 0—5). Takxe mccaeno-
BaH ypoBeHb oHKoMapképa CA 19-9 — ompezenen
B IpejiesiaX HOPMAaJIbHbIX 3HavyeHuii. bosbHas GbLia
HampaBJieHa B OTAeleHue Temnarojoruu KanHUKK
IPOIIEJIEBTHKU BHYTPEHHUX 60Jie3Hell, racTposHTepo-
gorun, renartosornn uM. B.X. BacuieHko c 1iesapio
JIOTIOJIHUTEJNBbHOrO  00cyie/loBanns M BepudUKaluu
JIMarHosa.

CeMeliHbIll aHaMHe3 TMAIUEHTKH OTSTOIIEH M0
3a60/IeBaHUSM IUTOBKMIHON >kenes3bl (MaTh cTpagasia
PaKOM NIMTOBH/HOW >KeJe3bl, y JBYX cecTep Jua-
THOCTHPOBAaH ayTOMMMYHHBIH THPEOUINT), a TaKKe
no 3a60JIeBaHUSAM CEPJEYHO-COCYIUCTON CHUCTEMBI
(oterr ymMep B 52 Toma OT XPOHMYECKOW CEPIAEYHOI
HegocratouHoct, 30-eTHsIsA 104b GOJTbHOI CTPaJlaeT
JIIATAIIMOHHON KapAuOMUOIATHeN ). Kypenne, ymo-
TpebeHne AJIKOTOJIS, HAPKOTUYECKIX BEMIECTB OTPU-
1aet. AJIeproJorndecknii aHaMHe3 He OTSTOIIEH.

Hannvie anammneza 3abonesanusi noomeepxoa-
10M BHICKA3AHHOE panee Npednoioxenue 0 HAU-
yuu y nayuenmxu cunopoma Illeepena. Peuw
udem umenno o cundpome Illezpena xax 06
00HOM U3 KOMNOHEHMOS PA3IUUHBIX AYMOUMMYH-
Hulx 3abonesanuil, a ne o 6oaesnu Illezpena xax
CaMOCMOSMENLHOM  AYMOUMMYHHOM 3A00NEBAHUU.
O6ssicHUMb IMO MOKHO NpeKde cez0 XapaKmepom
Hauana 3a601e6anus, NepeviM NPUSHAKOM KOMOPO-
20 GLICIMYNAIOM APpMPAR2Ul, 4 MAKKe CNeKMpoM
€20 NPOABICHUL C 80BJEUCHUCM 8 NAMOLOZULECKUU
npouecc nooxKeayoouHol xeaesvl, newenu, AumMgpa-
MuuecKux y3aoe cpedocmenust, OPIOWHOU noL0Cmu
U 3a6PIOWUHHOZO NPOCMPAHCMEA.

Onucanue epemenu Hauaia, mewenus 3d00-
ACBAHUSL CYCTABOS U XAPAKMEPA UX NOPAKEHUS
n0360Jslem  UCKIOUUMb U3 Kpyea Ougpghepeniu-
anrvH020 OUAZHO3A UHDEKYUOHHYIO, IHOOKPUHHYIO,
ONYXONE8YI0 NAMOIOZUIO U MPAGML. Y uumoleas
omcymemeue KaAKUX-1ub60 uUIMeHeHull. co Cmopo-
Hbl CYCMAasoé no Oannvim 006eKMUBHO20 OCMOMPA
U PEeHMeen0I02UUECK020 UCCACO08AHUS HA MOMEHM
Hauana 60ae3HU, MOKHO C 6bICOKOU 00J1el 6eposim-
HOCIU 20860pUMb 0 HAIUYUU Y NAUUECHMKU APMPATL-
2ull, BLICMYNAIOWUX 8 Kavecmee 00H0Z0 U3 NPOss-
ACHUL AYMOUMMYHHOZ0 3A00I€6ANUSL.

IIpu anaruse dannvix anamnesa neavss ne 06pa-
mumv GHUMAHUS HA KAA00bL GONBHOU, NOCIYKUG-
wue npuuurol 05 obpauieHus 3a MeOUYUHCKOU
nomouio 6 gheepane 2014 2., npu amom couemanue
bonetl 6 Kugome, Keamyxu u NOMepu MAaccovl meida
000CHOBVIBAN0 HEOOX0OUMOCTND UCKIIOUAMb 6 Nep-
8Y10 ouepedv 3/10KauecmeeHnvle HOB000PA30EAHUS
nOOKeNYOOUHOU KeAe3bl U IKETUHIX NPOMOKOE.

Ouenxa pe3yrvmamos nposedennozo 0o MoMeH-
ma zochumanudayuu 00c1e006aHUs He NO3GOJISem
coenamv 00HO3HAUHOE 3AKIIOUEHUe O XdApaxkme-
pe nopaxenusi nodxenyoounou xenesvl. /lannvie
KT u MPT opeanos Opiownoi noaocmu ceude-
menvcmeyiom 00 YyseiuueHUU PasmMepos 20J108KU
JKeae3vl, 8 MO Ke 8peMsl, CO2LACHO NOKA3AMENIM
andoconozpaghuu, pasmepvl YKA3aAHH020 YUACTHKA
NOOKeNYOOUHOU Keae3bl HAXOOUMUCL 8 NPedendx
HOpMbL. Baxxno ommemumy, wmo nu npu 00HOM U3
nepeuUcIenHblX 8vltie MeMod06 GU3YAIUIAUUU 0Ua-
206ble 00pPaA306aHUsL 6 001ACMU 20J06KU UNU OPY2UX
omadenog xeae3vl He ONPedesiomcs, umo Hapsoy
¢ HOpMATLHUIMU YpoeHamu oukomapképa CA 19—9
n0360Js1eM € BLICOKOU CMENenvlo J0CMoBepHOCmU
UCKIIOUUMb  310KAUECMEEHHbIE HOB000PA30BANHUS
opeana.

Kpome mozo, nabopamopnvie u uncmpymen-
manvHvle UCCAe008anUs 0aiom 603MOKHOCIb NPeo-
nonoKums 3abozesanue neuenu, Xapaxmepusy-
oweecs UUMOAUIOM U X0JIeCMA30M. Yuumovleas
603pacm, noJl NAUUEHMKU, d MaKKe 0aHHble 8U3Yy-
anuzayuu, Hauboaee 6epoIMHbIM NPeOCmABLAemcs
0uazno3 NepeutHozo OUIUAPHOZO UUPPO3A, MmeM He
MeHee, HeAb3st UCKIIOUUMD U NePEUUNBIL CKIePO3U-
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DYWL XOAAHZUM C NOPAKEHUEM MEJKUX GHYMPU-
neueHouHvlX Npomoxos. B anammnese nayuenmiu
Hem yrazanui Ha npuem 061A0aWUX NOMEHUU-
ANOHBIM  2eNAMOMOKCUYHBIM ~ deticmeuem  JeKap-
CMBEHHBIX NPENaApamos, NOIMOMY JAeKaAPCIMEEH-
HO-UHOYUUPOBAHHOE NOPAXKEHUE NEUEHU MOKHO
C 6bICOKOU D0JIel 8EPOSMHOCIU UCKIIOUUMD.

IIpednonoxenue o cyuecmeosanuu y o6caedy-
eMOl NepeuUUHOz0 X0AECAMULECK020 3A001e8aHUS
newenu CcnocooHo 00BACHUMb HAAUNUC MAKO020
KAUHUYECKOZ0 CUMNINOMA, KAK KOXKHbUL 3Y0, KOMo-
poLtl s68a5emcst 0O0HUM U3 OCHOGHBIX NPOSBICHUL
amoti epynnuvl 3abosesanuti nevenu. [Jannvie II/C
ceudemebcmseyom maxxe 0 pA3suUMUU NOPMAJib-
notl zunepmensuu, zenes xomopou (neuenoumnas,
nooneuenounds uau Haonewenounds) Hyxodemcs
8 YMOYHEHUU.

Ilodseods umoz, caedyem zamemumo, 4mo Oanu-
Hble aHamHe3a no0meepKoaiom Haiuvue Y Nayu-
enmxu cundpoma Illezpena, 3aboresanuti neue-
HU U NOOXKeAYOOUHOU iKesae3vl, NPeOnooKeHus
0 KOMOPvLx OblaU CHOPMYAUPOBAIbL eue HaA Imane
ananusa xano6 Gonvnou. Hapsady c¢ amum nony-
uenvl HOBble CedeHUs: OOHAPYKEHO yeeaudeHue
JUMDamuueckux Y306 cpedocmenus, OprouHol
noOCMU U 3a6PIOUUHHOZO NPOCMPAHCBA, 3APei-
CMpUPOBaAHvL NPUSHAKU NOPMALLHOU ZUNEPMENIUL,
4mo mpebyem 0ONOJIHUMENLHOZ0 UCCACI08AHUSL.

OO6beKkTUBHbIE  JlaHHbIE TPU  TOCTYIJIEHUU:
COCTOSTHUE OTHOCHUTETBHO  YIOBJETBOPUTEIBHOE.
Temmeparypa Tena 36,4 °C. Poct 135 cm, Macca
Tesa 62 Kr, WMHAEKC Macchl Teaa 25,8 kr/m2.
KoskHble MOKPOBBI U BUJUMbBIE CAUBUCTbIE OJIEHO-
po3oBoil okpacku. Ilepudepudeckux OTEKOB HeT.
Heduryparmu cycraBoB, M3MeHEHUsI 1[BETA KOKHbBIX
MMOKPOBOB HAJ| CycTaBaMu He BbisiBieHo. OO6beM mac-
CUBHBIX M aKTHUBHBIX [[BUJKEHWI B CycTaBaxX coOXpa-
HeH. [lepudepunueckue mumdarnyeckue y3Jibl He yBe-
gudenpl. [Ipu ayckyJabralum — B JIETKUX JIbIXaHUE
BE3WKYJISIPHOE, XPUIIBI HE BBICAYITUBAIOTCS. TOHBI
cep/illa PUTMHYHBIE, YaCTOTA CEPAEYHBIX COKpare-
Huit 70 B munyry. AJl 120/80 mm pr. cr. Ileyenn
BBICTyTIaeT M3-TI0J[ Kpasi peGepHOil JIyTu MO TMPaBOil
CPeANHHO-KIIOYNYHON JTWHUU Ha 4 CcM, Kpall IIOT-
HBIH, 3aocTpeH. Pa3Mepsl cesie3eHKN He yBeJUYeHbI,
MOBEPXHOCTh TJIajiKasi, Tajbiaius G6Ge360Je3HeHHa.
[Ipn nmepkyccun: gomaank — 10 cM, momepeyHUK —
4 cm.

[lannvle 006eKxmMuUeH020 OCMOMPA YKA3LIEATOM HA
Haauuue Yy NAYUeHmKY 2enamomezaiuil, ROOmeepx-
0as mem CaMmvim pe3yibmamol NPoGedenHvlx panee
UHCMPYMEHATLHBLX UCCAeO08AHUL.

Omcymemeue Kaxux-aubo uUsMEeHeHull co Cmo-
POHBL CYCMABO8 C8UdemeabCmeyem, Kax u npedno-
AA2a10Ch pamee, 8 Noab3y Apmpanzui.

Cozaacio noayuennvin OAHHbIM, Y NAUUCHMKU
Hem Npu3HaKos 3a6oaesanuti cepoeuno-cocyou-
CcMmoU cucmemvl, XPOHUUECKOU cepoeunoll Hedocma-
MOYHOCTNU, 4MO Oesdem B03MONKHbIM UCKIIOUCHILE

u3 kpyea Jugpepenyuaivrozo JudazHo3a NOPmMAaiv-
HOU zunepmeH3uu zpynnvl (haxmopos, eeyuux
K (opmuposanuro HAONEUEHOUHOU NOPMAALHOU
2unepmen3uu.

B coorBercTBUM ¢ pesyabraTaMu J1abOPATOPHBIX
nccaeoBaHnil  oTMevasnoch moBbiienne CO3I  fo
56 MM/d4, oOcTajJbHbIE [OKA3aTeJU KJINHUYECKOTO
aHalM3a KPOBM HAXO/JIINCh B TIpe/ielaXx HOPMBL.
OtkioHeHH!T B 00IleM aHajam3e Modud, OOIIeM aHa-
Jn3e Kaja He BBISBIEHO. YPOBEHb aMUIAa3bl MOYN
B TIpefieJiaXx HOPMAJbHBIX 3HauYeHuil. B OmoxmmMude-
CKOM aHaJm3e KpPOBU 3a(UKCHPOBAHO IOBBINIEHNE
yposast AcAT no 171 E/I/a (nopma 10—40), AnAT
go 111 EIO/n (mopma 5—49), 1D mo 1432 EO/n
(nopma 70—360), I'TTII go 663 EJ/n (opma 0—73),
obmero Oumupybuna g0 42,3 MkMogab/a1 (HopMa
3—21), upsamoro OGunupy6una g0 29,9 MKMOJIb/ 1
(Hopma 0—5). TlokasaTenn aMuiasbl KPOBU U Kpea-
TUHWHA ObLIU B TPAHUIAX HOPMBI.

[To manHBIM asekTpOdOpe3a 6EJKOB CHIBOPOTKH
KPOBH OTIpe/IeNIsIach TUIEePTaMMarjo6yInHeMusT —
30,2% (mopma 11,1—18,8), a mpm wuccregoBaHUM
UMMYHOTJIOGYJIMHOB OOHAPY’KEHO TOBBIIEHNE yPOB-
ua IgM u IgG coorserctBenno 10 4,54 v/n (HopMma
0,4—2,3) u 27,16 t/1 (mopma 7—16). IIpu uccremno-
BAHWY AyTOAHTHTEN BBISBJIEHBI AHMUMUMOXOHOPU-
anvrvie anmumena (AMA) — 87,2 ME/ma (Hopma
<10). Tectbl Ha aHMUHYKICAPHLIE AHMUMENA
(ANA), anmumena x MuKpocomMam neueHu u nouex
(anti-LKM) u anmumena x 21a0ko0t MYycKyiamype
(ASMA) 6bLin OTPHLATETLHBIM.

Pesyromamor  aabopamopnvlx  ucciedosanuii
nodmeepxdaiom Haiuvue y navuenmxu 3abo.e-
AU NeueHu, npuvem Mo 3aboaesanue NPoss-
AAEMCS NPUSHAKAMU KAK 2eNdmumad, maxk u xo.Jie-
cma3sa. Busisnenue AMA, yeenuuenue codepxanus
IgM, IIID u I'TTII napsdy c demoepagpuueckumu
xapaxmepucmuxamu (8o3pacm, nos) no360asIOM
nPeonosoKUMs  NEePEUUHBLIL  OUAUAPHBIL  UUPPO3.
B mo xe epems nogviuenue Ypoeus 2aMMA-2/i0-
b6yaunos, IgG, a maxxe neweHoOUHvIX MPAHCAMU-
HA3 ceudemesibCmeyem 6 noiv3y aymoUMMYHHOZO
zenamuma. Koauuecmeo 6annoe no wkaie, pas-
pabomannou Mexx0yHapoonou pabouet epynnou no
usyuenuio aymoummynnozo zenamuma (IAIGH),
y nayuenmxu pasusioco 7 (ne yumenor dannovie
2UCTNOI0ZUYECKO020 UCCACO08ANHUS NedeHU 86UJY UX
OMCYMCMBUSL), MO He NO3BOJSLeMm 2060PUMb JdKe
0 NPeOnOLOKUMENLHOM OUdZHO3E AYMOUMMYHHOZO
zenamuma.

Tem ne memnee, NOCKOAbKY Y GOABHOU UMEIOM-
€A MPUBHAKU NEePEUuN020 OUAUAPHO20 UUPPO3d,
4e1eco00pPa3nO  OUCHUMb  BEPOSIMHOCINL  COUEMA-
HUSL  AYMOUMMYHHOZO Zenamumd U NepeutHozo
ounuapnozo yupposa (max nazvieaemoii overlap-
cundpom). B coomeemcmeuu ¢ Quaznocmuueckumu
Kpumepusamu y NAuueHmxu ommeudaemcs noswviule-
Hue ypoeus II[D 6oaee wem 6 2 paza no cpasHe-
Huto ¢ eepxuel epanuuet nopmul, ITTII 6onee wem
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6 5 pas, a maxxe onpedeasiomcs AMA. Taxum
00pasom, 06a U3 MPex BOIMOKHBIY KPUMEPUEE nep-
BUUHOZ0 OUAUAPHOZO UUPPO3A 6 pamkax overlap-
cundpoma noaoxumenvuvie. Ilpu oyenxe coomeem-
CMBUsL USMEHEHUU 6 AHAAU3IAX KPOBU KPUMeEepusm
AYymouMMyHHOZO 2enamuma 6 pamxax overlap-
CUHOPOMA, NOJIOKUMENLHBIM OKA3AACS AUUb 00UH
U3 Mpex B03MOKHBIX Kpumepues, a UMEHHO NOEbL-
wenue ypoeus zamma-zr06yaunos w/uiu IgG
bonee uem 6 2 paza no CpasHeHuro ¢ 6epxHet
epanuuets Hopmol. IToamomy 0as noomeepxdenus
couemanus Y NaAyUenmKu aymoumMMyHHoz0 2enamu-
ma u nepeuuHozo OGUIUAPHOZO UUPPO3A Mpedyemcs
nposedenie GUONCUU NEUEHIL.

Mo pesyrvmamam 06c1e006aHUsL NPUSHAKU GOC-
naieHus U BHEUHECEKPEeMOPHOU HedoCmamoyHo-
cmu nodxeaydounot xenesvt omcymcmeyiom. C
Uevto OnpedeseHus Xapakmepa nopaxeHus xeJe-
36l HEOOX00UMO NPUMEHEHUEe AYUeBblx Memodog
duaznocmuxu.

Ha smom amane maxxe caedyem eepHymvcs
K BORPOCY NPOUCXOXKOEHUS NOPMATILHOU 2unep-
men3uu, npusnaxku xomopou, a umenno BPBII,
OvLau 0OHapyKeHvl ewe 6 AMOYIAMOPHBIY YCA0-
susx. Hado noduepxuymo, umo npu 00seKmueHoM
ocmompe NPU3HAKU NOPMAILHOU 2UNEPMEHIUU
He eviasienvl. Hopmanvnoie nokazamenu 6enok-
cunmemuyueckolt QYHKYUU newenu, omcymcmeue
NPUHAKO8 NeueHOUHOU 3Hueparonamuu, 006seK-
TMUBHBIX AHHBLX, XAPAKTNEPUSYOUUX NEUCHOUHYIO
HEOOCMAMOYHOCb, NO3BOLSAIOM C BbICOKOU Cmene-
HbI0 JOCMOBEPHOCU UCKIIOUUMD UUPPO3 NEUeHU
KaxK OOHY U3 B03MOKHLIX NPUUUH BHYMPpUneye-
HOUHOU nopmanviol zunepmensuu. Taxum obpa-
30M, ycmpaunen psod Gaxkmopos, cnocodCmeyOuUx
PA36UMUI0 HAONEUEHOUHOU U BHYMPUNCUCHOUHOU
nopmanavHod eunepmenduu. /[aa uUcKkAOUEHUS.
ZpYNNLL NPUYUH, 8eOYUWUX K (POPMUPOBAHUIO NOO-
neYeHoUHOU NOPMAILHOU 2UNEePMEH3UU, NOKA3ANHA
BUYANU3AUUSL OPIOWHOT NOLOCU C NPUMEHEHUEM
Y3U u/uru KT ¢ enympusennvin KoHmpacmupo-
sanuem.

Ha ssexTtpokapanorpaMmMe pHUTM CHHYCOBBIN
¢ UCC 74 B MHHYTY, MOJyBEPTUKAJIbHAS TO3UIIUS
3JIEKTPUYECKON OCHU cepAlia 1mo Buiabcony.

ITIpu Y3 O6piomnHoil MOJOCTH BbISBJIEHBI: Temna-
TOMETaJIUsI, pacliupeHre BOPOTHOI Benbl (13 Mm),
yBesqnueHne JuMQaTHyecKuX y3J0B, 06pasyoInx
KOHTJIOMEepaT, B O6GJIACTH BOPOT ITI€UYEHH YyBeJHMYEHUE
IapaaopTaTbHBIX JUM@PATUIECKUX Y3JI0B. PazMepsr
Mo/KeTyIouHON skesie3bl 31X 18%x24 MmM. Bupcynron
POTOK He pacmipen. [Ipu3anakoB GuarapHoii Tumep-
TEH3UN He OGHApYKeHO.

[Manuentke 6buia nposenena KT opranos Gpioti-
HON TOJIOCTH ¢ BHYTPUBEHHBIM KOHTPAaCTHPOBAHUEM
mpermaparoM OMHUIAK-350, 1O [JaHHBIM KOTOPOI
BBISIBJIEHO YBeJWYeHNe Pa3MePOB TOJIOBKU IO/KeNY-
IOYHON KeJse3bl 70 46 MM. Ouaru maToJI0rn4YecKoro
HAKOIUIEHUsT KOHTPACTHOTO TIperapaTta He BU3YaJH-

Puc. 1. YBenudeHue pa3MepoB TOJOBKU MOKENY10Y-
Hoit xese3nl 10 46 MM (oBas). OUarn mMaTOJOTUTYECKOTO
HAKOILIEHUS KOHTPACTHOTO Ipenapara He BU3Yyalu3upy-
10TCA

Puc. 2. Ilepunankpearnyeckast KJeT4yaTKa CTPYKTYPHA,
¢ 30HAMU YIUIOTHEHHSI B 0GJIACTH TOJOBKH M XBOCTa
NoAKey09HON skeqesnl (oBam). B mapeHxuMartosHyo
U OTCPOYEHHYIO (pa3bl KOHTPACTUPOBAHUS B TOH 06Jia-
CTH OIPE/IENISIUCH OT/ENbHbIE TOHKUE THIOJEHCHbIE
yaactiku (Gesmas crpesika). B o6mactu rosoBKy Kejiesbl
BU/IHBI yBeJudeHHbie guMdaruueckue yaibl (uepHas
CTpesKa)

suposasuch (puc. 1). BupcyHros nporok He paciiu-
pen. llepumaHkpeaTndeckas KJeTdaTKa CTPYKTYpHA
C 30HAMM YIUIOTHEHUS B OGJACTH TOJOBKH M XBOCTA
JKesre3bl. B mapeHXIMaTO3HYI0 W OTCPOYEHHYIO (Pasbl
KOHTPACTUPOBAHUSA B 3TOH OOJACTH OIPEAETINCDH
TakXXe OT/AETIbHbIEe TOHKHIE THUIIOJEHCHBIE YYACTKH.
O6HapyskeHO yBelnmdeHHe JUM(PATHIECKUX Y3J0B
B 00J1aCTH TOJIOBKH TOJIKEJIY/IOUHOI JKese3bl, Kap/in-
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Puc. 3. YmiorHeHue CTeHOK X0Je0Xa, OOIIero nede-
HOYHOTO TIPOTOKA, JKETYHOro Imy3bips (depHble cTpes-
KI)

Puc. 4. Toukuil cioil ynjiorHenus: TKaHeil 1o Ty
halo TommuHON 10 3 MM BOKDPYT apTepuu JIeBOH J0Jn
neyeHn

AJIbHOTO OTZIeJIa XKeTyKa, IapaaopTaJbHO U B Iepe/l-
HeHWKHEM oTjene cpepocrenuss (puc. 2). Pasmepsr
IeYeH YMEPEeHHO YBeJWYeHbl, OdYarud IaTOJIOTH-
YECKOr0 HAKOIJIEHUsT KOHTPACTHOTO TIperapara He
BU3YJIN3UPOBATNCh. BHYTpPUIIEYEHOUHDIE >KETYHBIE
IPOTOKK He pacimupenbl. OTMeYanoch YIJIOTHEHUE
CTEHOK XOJIeIoXa, OOIIero IeYeHOTHOTO IPOTOKA,
xemaroro nyseipsa (puc. 3). Bokpyr aprepuu sesoii
JIOJIU IleYeHy Ollpe/le/IsAicsl TOHKUY cIo0ll yIIoTHeHus
TKaHeil o tuny halo tomuHoit g0 3 MM (puc. 4).
Bopornas Bena pacmmupena go 13,3 MM, BbIsiBJle-

HbI TIPU3HAKH IPUCTEHOYHOTO (HEOKKJIIO3UPYIOIIErO)
TpOM603a BOPOTHOII BEHBI C PACIIPOCTPAHEHUEM Ha
BEPXHIOI GPBIKEEUHYIO BEHY, CIIEHOMEraJny 1 pac-
[IUPEHNST CEJIE3EHOYHON BEHBI.

Taxum 06paszom, Oannvie UHCMPYMEHMATOHBIY
uccaedosanull  0awom 603MOKHOCMG UCKAOUUMD
pynny npuduH, SeYWUX K pa3sumuio Haone-
YeHOUHOU NOPMANLHOU 2unepmensuu, a maxKixe
OOMBUUHCIGO COCTNOAHUL, BbICIMYNAIOUUX 8 Kaue-
cmee  IMUON0ZUUECKUX  (PaKmopos neueHouHot
nopmanvHou eunepmensuu. Buisenennoii npu KT
opzanos OPOWHOU NOLOCMU MPOMOO3 BOPOMHOU
BEHBL C PACNPOCMPAHEHUEM HA BEPAHION OPbLKeeU-
HYI0 8EHY NO3GOAsIEM COeNAMb 3AKII0UEHUE O THOM,
UMO NOPMATLHASL 2UNEPMEHIUSL Y IMOU NAUUCHMKU
26.151eMCsi NOONEeUEeHOUHOU.

H3smenenus co cmoponvt nodxeaydounou xese-
36l SAGAAIOMCS  Pe3YAbmamoMm G0CNAAUMETbHO-
PubPOUPYIOUUX NPOUECCO8, 3AMPOHYSUIUX, UCKO-
05 u3z dannvix KT, u cocydvl opzanos 6prownoi
nonocmu  (mowkuil  cA0U  yniomuenus mKanei
60KPY2 apmepuu 1e60U 001U Neuen), u iuMpamu-
ueckue y3avl OPIOWHOU NOJOCMU, A4 MAKKe nepeo-
HeHuxHezo omadena cpedocmenus.

Caedosamenvho, y nayuenmxu nauboee 6epo-
AMHO UMeem Mecmo cucmemuoe 3abosesanue
AYMOUMMYHHOU  IMUONOLUU C NOPANKEHUEM NO0-
KEAYOOUHOU  Kene3vl, neuenu, 6eposmHo, MeJ-
KUX XKeAUHbLX NPOmoKO08, JAUMPAMUUeCKUX Y3708,
CTIOHHBIX U CAE3HLIX Keae3, cycmasos. [Ipunumas
60 BHUMAHUE G03pACM GONLHOU, CNEKMP NOPAKEH-
HbIX Opeanos, a makxe xapakmep uUMeHeHUU,
soisaeaennvix npu KT opzanog 6prownoi norocmu,
Mmoxno  npednoaoxums 1gG4-accoyuuposanmoe
cucmemnoe 3aboaeganue. [Jlas noomeepixoenus
3amozo duaznosa neo6x00UMO UCCED08ANHUE YPOGHSL
IgG4 6 cusopomke xkposu u npogedenue zucmo-
J02UMECK020 UCCNIe008aHUSL NOPAKEHHOZ0 OpP2aAHd
c onpedenenuem KOIULECMBA IKCNPECCUPYIOUUX
1gG4 naasmamuueckux KaAemox.

PesysibpraThl uCCI€IOBAHUST KPOBU C OIPE/e-
senneM ypoBHs IgG4 cBUAETENTbCTBOBAIN O €ro
HOBBINIEHN B 2 pasa 1[0 CPAaBHEHHWIO C BeEPX-
Hell rTpammueir mopmer (2,98 r/m). Ilo ganHBIM
FHCTOJOTMYECKOTO MCCJIe0BaHUsT OUONTATA MEYEHU
JI0JIbKOBOE ¥ 6aJIOYHOEe CTPOEHHUE IPOCIEKUBAIOCDH
He Be3/le: ITapeHXMMa pasjejeHa Ha (parMeHTbl
Pa3HOTO pa3Mepa IOJISIMU COEJUHHUTETbHOI TKAHMU,
OT/IeJIbHBIE TIEHTPAIbHbIE BEeHbI cMelneHbl (puc. 5).
Ornpe/iesisinCh eAMHNYHbIE MeJKIe BHYTPHIOJIBKO-
Bble HEKPO3bI renaTonuTos (10 1—3 KIeToK) ¢ M-
domakpodaranmbHoil WHOUIABTPAIIMEH W eIMHUY-
HbIE JIOBOJIBHO TJIYOOKHE TIE€PHUCENTATbHbIE HEKPO3BI
¢ suMdomMakpodaraibHOil, ¢ NPUMECHIO TIIA3MOII-
T0B, nHpuUabTpanuei (puc. 6).

B6sman ool 13 PUOPO3HBIX cenT ObLIN OOHA-
PYJKEHBI CTPYKTYPBI, HATIOMUHAIONINE PO3ETKU Tela-
toruToB. DubpPo3Has crpomMa Oblia oTeyHa, GuOPo-
6acThl M KOJIJIATEHOBBIE BOJOKHA 0OGPa30BBIBAIN
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Puc. 5. Hapyuienue 101bKOBOro 1 6ajJouHOrO CTPO-
eHMs: TIapeHXyuMa pasjiesieHa Ha (parMeHTbl Pa3HOro
pasMepa MOJSIMH COEJNHUTENbHOI TKaH! (cTpesikm),
OKpacka 110 Maccony

Puc. 6. IlepucentanbHbiii HeKpo3 ¢ JuMdpoMakpoda-
TaJIbHOM, C MPUMECHIO IIa3MOIITOB, MH(MUIbTPAINe,
OKpaCcKa reMaTOKCHJINHOM 1 303UHOM

MyapoBble CTPYKTYPbI, B KOTOPBIX PAaCHOJIATAJIUCH
MeJIKue TpoJandepupyoliue KeJuHble TPOTOKN 6e3
MPOCBETOB, C YMEPEHHBIM mMojuMopduaMoM OuIn-
aproro smmrenus (puc. 7). OtMeuanach yMepeHHast
ouaroBas JuMdoMakpodaransbias WHOUIBTPAIUS
C TIPUMECHIO TIJIA3MOIUTOB U JIEHKOIIUTOB. sKeTUHbIX
OPOTOKOB OGBIYHOTO CTPOEHUS B IPerapare He Haii-
neno. Takske ObLTM BBISIBIEHBI OCTATOUHBIE SIBIEHIS
BACKyJUTa MEJKUX BeTBeil Ie4YeHOUHbIX apTepuil
u (ebuta ¢ BBIPAKEHHBIM CKJIEPO30M M THATUHO-
30M, YMEPEHHOTO CKJIEP03a CTEHOK IEHTPAJIbHBIX BEH
1 ePUBEHYJIAPHOTO cKieposa (cM. puc. 7). Tpanuirbt
(u6po3HBIX cenT ObLIM Pa3MbITBI 13-3a GOJIBIIOTO
KOJINYECTBA TOHKUX (PUOPO3HBIX BETBSIIMXCS CEIT.
Ha ocHoBaHmM oOnmCaHHBIX n3MeHEHUH Mopdo-
JIOTOM CJIeJTAaHO 3aKJIoueHre O HAJIWYMKU B OUonTare
HeYeHn XPOHMYECKOTO TelaTuTa ¢ IPU3HAKAMU Hapy-
meHust crpoenust nedenn (Tsorenbiit Gupo3 ¢ TeH-
nennmeil K popmupoBaruo mupposa). CryneHuarbre

Puc. 7. ®u6pobaactbl 1 KOJJIAreHOBbIE BOJIOKHA 00Pa-
3yI0T MyapoBble CTPYKTypbI (Gesast cTpesika), B KOTO-
PBIX PACTONATAIOTCS MEJKHE TPOMU(EPUPYIONINE FKead-
HbIE TIPOTOKH Ge3 TPOCBETOB, C YMEPEHHBIM MOJUMOP-
(u3MOM GUIMAPHOTO ANUTETHS. YMEPEHHbIH CKIepo3
CTEHOK IEHTPATBHBIX BEH U MEPUBEHYISPHBIN CKIEPO3
(uepmas crpeska), okpacka 1Mo Maccomy

HEKPO3bl, PO3ETKU TeNaTolNTOB M MPHMeCh 13-
MOLUTOB B WHGUIbTPATE COOTBETCTBOBAIN MOPGhO-
JIOTHYECKHM KPHUTEPHUSIM AyTOMMMYHHOTO TelaTHTa,
a TIPU3HAKU XOJIAHTHOIATHU PpACIeHeHbl KaK BO3-
MO>KHbIE IIPOSIBJIEHNUS IIEPBUYHOIO XOJIECTATHYECKOTO
3a60JIeBaHUST II€UECHH.

Hmax, pesyavmamol 2ucmonoeuueckozo uccie-
dosanus GUONCULIHO20 MaAMEPUALA NOOMBEPKOAIOm
BbICKA3AHHOE panee nNpeonoioKeHue o couema-
HUU  AYMOUMMYHHO20 2eNAMUMA U NEPeUYHOZO
xosecmamuueckozo 3abonesanus newenu. B smom
caAyuae maxou CUMNMOM, KAK APMPAnzuu, MOKem
sviIcmynamy 6 Kauecmee 00HO20 U3 NPOAGACHUL
aymoummynnozo npouyecca, a cunopon Illeepena
— 6 Kauecmee CONYMCMBYOwez0 aAymouUMMyHHOZO
3abonesanus. Odnaxo 3mom OuazHO3 He NO3GOLIEM
00BACHUMb NPUPOOY USMEHEHUU NOOKEAYOOUHOU
JKeae3vl, NEPUNAHKPEAMULECKOU KAeMUAMKU, COCY-
006 OpOWHOU NOJOCTU, JUMPAMUUECKUX Y3106
OprowHotl norocmu u nepeoHeHu)Hezo cpedocme-
HUSl, LISIBACHHBIX NO OAHHVIM PASTUUHBIY METOO06
susyaruzayuu. I1oamomy oueeuonou cmanosuiaAcy
Heo6xX00UMOCL UCKAI0UeHUs Y 00Caedyemot 60.1b-
not IgG4-accoyuuposaniozo 3a60.1e6anusl.

Ilpu uccaedosanuu napamempos Kpoeu, ypo-
eenv 1gG4 6 cvisopomxe npesviulal 6epxHION Zpa-
nuyy nopmot (1,35 2/1) 6oree uem 6 2 pasa. Ilpu
2UCTNONI02UMECKOM UCCI006aANUU OUONMAMA NeYeHU
ObLIU BLLSIBILEHBL TUMPONIAZMOUUMAPHAS. UHPUND-
mpayus, Guépo3 ¢ pacnoaoxenuem KoiiazeHo8bLx
B0JIOKOH 6 6ude MYyaposvlx CMPYKmMyp U CKAepo3
6€H, KOMOpble COCMABAIOM MpuUady usMenenui,
xapaxmepnolx 015 NOPAXKEHUS NEUCHU 6 PAMKAX
1gG4-accoyuuposannozo cucmemnozo 3a60.1€6aHUS.
C yeavio sepuchuxayuu 0uazno3a 6biNOJIHEHO UMMY-
HOHOZUCTOXUMUYECKOE UcCaedosanue ¢ onpedeie-
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Puc. 8. SKcnpeCCprIomI/Ie IgG4 KJIETKH B COCTaBe
uHOWIBTPATOB (PUOPO3HON CTPOMBI

nHuem xoauvecmea 1gG4-axcnpeccupyowux Kiemox
6 Guonmame.

[Io maHHBIM UMMYHOTHCTOXUMHYECKOTO THIIU-
poBanus c antutesamu kK 1gG4, TOJIOKUTESBHO
OKpaIlleHHble KJETKH BBISBJSINCD B KOJMYECTBE OT
0 mo 10 B cocraBe undunbrpatoB GpuOGPO3HOIl CTPO-
MbI TIpu GosibiioM yBeaumdenuu B 10 MOJSIX 3peHus.
JarHocTUYecKn 3HAYMMBIM CUUTAETCS KOJIMYECTBO
akcrpeccupyonmx IgG4 kaerok =10 B ogHOM TI0JIE
3perust pu GoabinoM ysenuerun (puc. 8).

Takum o6pa3oM, HA OCHOBAHHMU KJIMHHUKO-aHAM-
HECTUYECKHUX JIAHHBIX W Pe3yJbTaTtoB Jabopatop-
HO-WUHCTPYMEHTATBHBIX TECTOB OBLI yCTAaHOBJEH
nuarno3 «lgG4-acconuupoBanHoe 3a00J€BaHUE:
IgG4-accomunpoBannasg xosanruonartus, 1gG4-
ACCOIMMPOBAHHDIA AayTOMMMYHHBIN TENaTHT, ayTo-
MMMYHHBIN TTAaHKPEATUT, XPOHWUECKUH CHATO0AJeHNT,
nHTpaabJoMUHaIbHAS JUMQAIEeHONATHsI; TPOMOO3
BOPOTHOI BEHBI C PaCHpOCTPaHEHWEM Ha BEPXHIOI0
OpBIKEEYHYIO BeHY; TIOJIeYeHOYHAas TOpTaTbHas
runeptersuss — BPBII II crenenu; crienomeramnus.

[TanmenTke Ha3HAYEH NPEAHU30JOH B J103€
40 wmr/cyr (u3 pacuera 0,6 Mr/Kr Maccbl Teja)
Ha cpok 4 menmenu. Ha done ero mpumema 3aduk-
CUPOBAHBI MOBLIIIEHNE YPOBHS IJIIOKO3bl KPOBH [0
10,4 MMOJIb,/J1 HATOIAK, SIIM30/(bI MOBBIIIEHUST apTe-
PHAJIBHOTO JaBjeHusT, MakcuMaabHo 10 170,/110 MM
pr. cr. Ilosromy mo3a mpemaparta Oblia CHUKEHA
no 10 mMr/cyr m K tepanuu H06aBJEH a3aTHOIPUH
100 Mr/cyr. B cBsi3u ¢ BergBienubivu ipu KT opra-
HOB GPIOITHOW TMOJIOCTH TPU3HAKAMU HEOKKJIO3UPY-
0IeTO TPOMGO3a BOPOTHOH BEHBI € PACIPOCTPaHE-
HUEM Ha BEPXHIOI OPbIKeEUHYI0 BeHY GOJHHON ObLT
HazHadeH dpaxcumapud 0,4 MJI TOIKOXKHO.

O6cyskaenne

[gG4-acconmupoBanHoe cucTeMHOe 3ab60JieBaHUEe
XapaKTepHU3yeTcsi pPa3BUTHEM HWMMYHOONIOCPEIOBaH-
HOTO BOCTIJUTEJNBbHOTO MPOIecca C BBIPAKEHHBIM
¢pubpo3oM ¢ MyapoBBIM PACIONOKEHUEM KOJLIare-

HOBBIX BOJIOKOH, (pOpMHUpOBaHUEM ILJIOTHBIX JHUMO-
IIJIAa3MOLIUTAPHBIX MH(UIBTPATOB C BBICOKUM COJEp-
skaHueM akcnpeccupyomux [gG4 nmasmaTuyeckux
KJIETOK B TIOPAKEHHBIX OpPraHax M B GOJBITHMHCTBE
cay4yaeB ToBblieHneM ypoBHsi I1gG4 B chIiBOpOT-
Ke KpoBU. VCTOpHS OTKPBITUSI 9TOrO 3a60JI€BaHUS
Havyajach ¢ OMUCAHWS ayTOMMMYHHOTO TTAHKpeaThuTa
B 1995 r. IlosmHee ObLIO YyCTaHOBJEHO, 4TO GoJjiee
4YeM Yy TOJIOBHHBI MAIMEHTOB C AyTOMMMYHHBIM TTaH-
KpeaTuToM JOMWHHUPYIONNMU SIBJSIOTCS 9KCTParaH-
Kpearndeckue mposBiaeHus. CyliecTBOBaHUE €IUHO-
ro MeXaHW3Ma NOBPEXIEHUS IMO3BOJSIET OOBSCHUTD
OMHOTUITHBIM XapaKTep WM3MEHEeHWH B TOPaKE€HHDBIX
opranax u OODbEIMHUTb Ka3aJoch Obl HeCBsI3aHHBIE
Mex/y co6oit 3a6osneBanus B oxHO [1].

B wmacrosmee BpeMs OIyOJIMKOBAaHO JIUIIb
HECKOJIBKO  3NUJEMHOJIOTHYECKUX HCCJIeJ0BaHUM,
COrJIAaCHO pe3yJbTaTaM KOTOPBIX PaCIPOCTPaHEeH-
Hoctb  [gG4-acconMupoBaHHOTO CUCTEMHOTO  3a60-
neBanus coctasasger 100 ciaywaes nwa 1000000
HaceseHusi, a vacrora — 1 caywaii wa 100000
HaceJeHusI B roJl. DOJIbIIMHCTBO aBTOPOB CXOASTCS
BO MHEHHHW, YTO 4YacTOTa W PACIHPOCTPAHEHHOCTH
3TOTO 3a00JIEBAHUS OCTAIOTCS HETOOTIeHeHHbIMU [2].
3a60/1eBaeMOCTh BBINIE cpean MyskunH (COoOTHOMIE-
HHE MYKYMH U JKCHIIWH JOCTUTAET 8:1), muk 3a60-
JIeBaeMOCTH TpUXoauTcst Ha Bo3dpact 50—70 mer [3].

B nanHOM KJIMHMYECKOM HAOMIOJEHUU B KavyecTBe
MepBOrO CUMNTOMA 3a00JIeBaHUSI MOKHO paccMaTpu-
BaTh apTpaJruu, IOsiBUBIIHecs B Bo3pacte 20 Jer.
B uccremoannn M.T. Huggett u coabrt. [4] Takoii
CUMIITOM Bcrpevaercst y 3% mnamuentoB ¢ 1gG4-
ACCOIIMMPOBAHHBIM CUCTEMHBIM 3a60JI€BAaHIEM.

BriocnencTBUM B COOTBETCTBHM C JIaHHBIMU aHaM-
He3a OOHAPY KEHbI TPU3HAKKU TOPAKEHUS CJIIOHHBIX
U CJIE3HBIX jKeJie3, KOTopble Habmomaiorcs y 13%
60bHBIX. Ha OCHOBaHWM pe3yJbTaTOB TUCTOJIOTHU-
YECKOTO WCCJIE/OBaHUS OBLT YCTAHOBJEH JWATrHO3
cunzppoma Illerpena. Barisabr Bpaveit U y4eHbIX Ha
XapaKTep TOPaKeHMS CJIIOHHBIX W CJE3HBIX JKese3
B paMkax IgG4-accolmmupoBaHHOTO CHCTEMHOTO 3200-
JIEBAHUS PACXOJATCSH, OOJBIMUHCTBO CYUTAIOT, YTO
KOMIIOHEHTOM 3TOTO 3a00JI€BAaHUS MOKET BBICTYIATH
ToJbKO Gose3ub Mukynudya. Tem He Menee, omu-
caubl caydan IgGé-acconuupoBanHoro 3aboJieBa-
Hus, nporekaiomero c cunapomom Illerpena [5].
[ToaToMy XpoHUYeckuil cuagOaJeHUT Kak IpOosBJie-
uue cungpoma lllerpena 6bl1 BKJIIOUEH B [UATHO3
IgG4-acconnnpoBaHHOTO CHCTEMHOTO 3a60JIeBAHNUS
y HabJoaBiieiicss 6OJbHOI.

[TpuunHamu 4751 06pallleHus TAIMEHTKU K Bpavy
B Bo3pacte 64 JieT mocayskuiu GOJb B JKUBOTE
YMEPEHHOW WHTEHCUBHOCTHU, XKEJITyXa, CHUXKEHUe
Macchl Teja, a Takke obmas ciaabocTb. BaskHo
OTMETUTDb, UTO TIOSBJEHWE YKA3aHHBIX CUMIITOMOB
He COMPOBOXK/JAJOCH TPU3HAKAMHU BHEIIHECEKpe-
TOPHOH HEJZOCTATOYHOCTH TOJ/KETyJOUYHON KeJie-
3pl. Bosiee TOrO, cornacHo JaHHBIM JUTEPATYPBHI,
CUMITOMBI OCTPOTO WJW XPOHMYECKOTO TaHKpea-
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tuta Ha MoMeHT Je6ora IgG4-accorunpoBaHHOrO
3a6oseBaHusl OOGHAPYKUBAIOTCS JHUIIb B HEOOJIb-
IIOM TIPOIIEHTE CJIy4YaeB, a CIIEKTP IIPOSIBJIEHUIA,
ONUCAHHBIX y OOJIbHO, SIBJISETCS TUIUYHBIM JIJIsI
narneHToB ¢ IgG4-acconmupoBaHHBIM CUCTEMHBIM
3abonesanuem [1, 6].

Takue CHUMIITOMBI, BIIEPBbIE BO3HUKINUE y TMOMKH-
JIOTO YeJIOBEKA, B COUETAHWH C MPU3HAKAMH MeXaHW-
YeCKOW KeJITyXW, a WHOTJA W caXapHoro amabera,
TpeGyIoT WCKIIOYEHNs 3J0KAYECTBEHHON Oy XOJIH
HO/IKEIY0YHON JKeJe3bl WM JKEeTYHBIX IIPOTOKOB.
OG6caenoBanrie 3TON Kareropuu OGOJIBHBIX JIOJIKHO
BKJIIOYATh B Ce0sl He TOJbKO PAa3JHYHbIE METOJIbI
JIy4eBOil JAMATHOCTUKHU, HO U JAGOPATOPHbBIE TECTBHI.
B patore, Boimosnennoit M.C. Chang u coasr. [7],
6bLIO TIOKA3aHO, YTO MCCJIeJOBAHUE YPOBHSI OHKOMAp-
képa CA 19—9 napsaay c onpenesneHneM coJlepKaHus
IgG4 B cbIBOpOTKE KPOBHU II03BOJISIET IIPOBECTH M-
depeHnUaTbHBI AMArHO3 MEXKAY ayTOMMMYHHBIM
MAaHKPEATUTOM, OCOOEHHO B CJlydae 04aroBoil (hOpMbI
3a60J1€BaHNs, W PAKOM IIO/KETYJOYHON >KeJe3bl.
JlnarnocTuyeckass TOYHOCTH Takoil Mogean (mpu
ycsoBun, uto ypoBerb 1gG4 npessbiaer 280 Mr/ 1,
a onkomapképa CA 19—9 ne mpesBocxoautr 85 ME/
MJI) cocTaBisgeT 85,6%. Y HalMeHTKH, IpeACTaBIeH-
HOH B PACCMOTPEHHOM KJIMHUYECKOM HAOJIIONEHNH,
yposenb IgG4 cocrasun 2,98 r/n (298 wmr/ ),
a orkoMapképa CA 19—9 we mpesbimran 25 ME,/ M.
CuietoBatesibHo, PaK IOKENTyTI0YHOI JKeIe3bl y Hee
MOKeT OBITh C BBICOKOI CTEIeHbIO JIOCTOBEPHOCTH
UCKJTIOYEH.

B Hactosiiiee BpeMsi cyliecTBYeT GOJIBIIOE YHCJIO
HAIIMOHAJIbHBIX KPUTEPUEB JAUATHOCTHKY ayTOUMMYH-
HOTO MaHKpeaTuTa: aMepuKaHcKue (KpuTepuu KJm-
HUKH Meiio), smoHckue, o6beJuHEeHHbIe a3uaTCKUe,
nemenkue (kpurepun M-ANNHEIM) [8]. Han6ouee
TmiatesnbHo paspaboranbl kpurepun HiSORT (xkim-
Huka Mosito) [9]. Cucrema HiSORT Bkioudaer
CJIEIYIONIIE TPYIIbl TPU3HAKOB: JaHHBIE THCTOJIOTH-
ueckoro uccaegnoanust (Histology), Busyamusanmu
O/KeJTy I09HON skeqe3bl (Imagining), pe3ynbrarbl
ceposornueckux tectoB (Serology), nopaskenue apy-
rux oprano (Other organ involvment), a Takxe
OTBET Ha Tepanmio raokokoprukongamu (Response
to steroid teratment). O6HapyKeHHbIe Ipu 06CIe-
JIOBAaHUY U3MEHEHUs [AIOT CJeIyIone YPOBHHU BEPO-
SITHOCTH [IarHO3a ayTOMMMYHHOTO HMaHKPeaTHTa!

* ypoBeHb A — TOJApa3yMeBaeT BBISBJEHNE
THIIUYHBIX THCTOJIOTMYECKUX IPHU3HAKOB 3a60JIeBa-
HUS,

® YypOBEHb B — YUUTBIBA€T TUIINIHDIE Jlaéopa-
TOPpHbIEC U MHCTPYMEHTAJ/IbHbIC JaHHbIC;
® YpPOBEHDb C — ocHOBaH Ha TOJOXKUTEJTbHOM

OTBeTe Ha Tepamnmio ToKokopTukonaamu [10].

Y mnammentku, 1o ganHbiM KT opranos Gprom-
HOHM TIOJIOCTH, OIPEAENSIIOCh YBeJNdeHHe TOJOBKH
MOJKETYZOYHON Kese3bl, a B NapPeHXUMATO3HYIO
U OTCPOYEHHYIO (pa3bl KOHTPACTUPOBAaHUS B 06Jia-
CTH TOJIOBKM M XBOCTA KeJie3bl BU3YaTn3WPOBAJINCH

OT/leJIbHbIE TOHKHUE THIOJEHCHbIE ydYacTKu. llpm
sHgocoHorpadun obHApy’KeHa HepPaBHOMEPHOCTD
BUPCYHTOBa Tpotoka (ImupuHa B 06JACTH TOJOBKU
10 2,3 MM, a B objacTtu Tejaa u xBocta 1—1,5 Mm).
Kpome TOro, ObLIN BbISBAEHBI MPU3HAKH IOPaKe-
HUS JIPyrMX OPraHOB W CUCTEM, MOJTBEPIK/ICHHbBIE
pe3yJbTataMi THCTOJOTHYECKOTO W UMMYHOTHCTO-
XUMHUYECKOTO UCCIEOBAHUN, — TIEUYEHW W SKEJIHBIX
TIPOTOKOB, CJIOHHBIX U CJE3HBIX JKese3, a TakKe yBe-
JmdeHne TUMMATHUeCKUX y3JI0B GPIONIHON IOJIOCTU
U TIepeIHEHUKHETO OT/Ies1a CPEJOCTEHUs], apTPAJITUN.
Yposenb [gG4 B chiBOpoTKe coctaBasii 2,98 r/a
W TPEBBINAT BEPXHIO T'DAHUILYy HOPMbI GoJjiee 4eM
B 2 pasza. TakuMm o6pasoM, [uarHo3 ayTOMMMYHHO-
ro maHkpearuta B pamkax [gG4-acconmmpoBaHHOTO
CHUCTEMHOTO 3a00JIEBAHUS Y TIAIIMEHTKU COOTBETCTBO-
BaJI YPOBHIO BeposTHOCTH B.

s IgG4-acconmmpoBaHHOTO XOJAHTUTA Xapak-
TepHO (POPMUPOBAHUE CTPUKTYP KPYHMHBIX JKETUHDBIX
MPOTOKOB. B 3aBHCMMOCTH OT YPOBHS TOpa’kKeHUS
JKEJTYHBIX MPOTOKOB, TI0 JIAHHBIM 3HIOCKOMUYECKON
perporpagHoil  xosmanrmonankpearorpadpun  (mam
MarHUTHO-PE30HAHCHON Xomanruorpadun), pasauda-
0T caeaytonme BapuaHThl [gG4-accommmpoBaHHOTO
xoJranruTa [2]:

e tun 1 — W30IMPOBAHHBIN CTEHO3 AUCTAIHHOTO
ot/iesia O0IIero MeYeHOoYHOro MpoToKa;

e tumn 2 — nuddysHbie cTEHO3bI BHENIEYEHOUHBIX
JKEJIYHBIX TPOTOKOB;

* TUII 3 — CTEHO3bI JUCTAJBHOTO U MPOKCUMAJb-
Horo (B o6jacTu BOPOT IEYeHH) OTAENOB OOIIEro
MIEYeHOYHOTO MPOTOKA;

* TUI 4 — W30JIMPOBAHHBIN CTEHO3 MTPOKCUMAJIb-
Horo (B 06/1acTH BOPOT Ne4eHn) oT/e1a 06IIEro mede-
HOYHOTO TIPOTOKA.

PesysbraTbl MHCTPYMEHTAJBHBIX HMCCJETOBAHMIA
CBUJIETEIHCTBYIOT 06 OTCYTCTBUM Y MAIMEHTKH CTPHK-
TYp BHE- U BHYTPUIIEYECHOUHBIX >KEJTIHBIX MPOTOKOB.
[IpusHaky XOJAHTUONATUHM ObLIN BBISBIEHBI TOJIBKO
MPU THCTOJIOTHYECKOM WCCJEOBAHUY TEYEHU, T. €.
UMeJ0 MEeCTO MOPAKEHWE MEeJTKUX BHYTPHUIIEYEHOU-
HBIX JKEeJYHBIX MPOTOKOB. Takue JaHHbie TpebGOBAIN
WCKJIIOUYEHUST MTEPBUYHOTO CKJIEPO3UPYIONIETO XOJaH-
TUTa, TPOTEKAIOIIETO ¢ MOPAKEHNEM MEJIKUX BHYTPU-
M€YEHOYHbBIX JKEJYHBIX MPOTOKOB.

B ormuume or IgGé-acconmmpoBaHHOrO XOJaH-
rUTa TEPBUYHOMY CKJIEPO3UPYIONIEMY XOJAHTUTY
OPUCYIIN  CcJeayionine ocoOGeHHOCTU: Havauio 3a60-
JseBanuss B Gosee MojogoM Bospacte (25—45 jer),
BBICOKAsl 4YaCTOTa acCOIMAIMU C BOCHAJUTETbHBIMU
3a60/IEBaHUSIMU KUIIIEYHNUKA, WHON XapakTep Iopa-
SKEHUsI SKEJUHBIX TPOTOKOB (4epesoBaHne y4acTKOB
CTEHO3UPOBAHUS C TPECTEHOTUYECKUMU PaCIIUPEHNU-
AMM), BBICOKMI PUCK Pa3BUTHS XOJIaHTHOLEJLTIONSAD-
HOI KapIWHOMBI, OTCYTCTBHE BOBJICUECHUS JPYTUX
OPTaHOB, HOPMAaJbHBbIE CHIBOPOTOYHBIE ypoBHU 1gG4
1 Hea(EKTUBHOCTD TepPalMK C MPUMEHEHUEM TIJIio-
KOKOPTUKOW/IOB. Y4WTbIBasl BO3PACT IAIIMEHTKU Ha
MOMEHT TIOSIBJIEHUST TIEPBbIX MPU3HAKOB TOPASKEHUS
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JKETYHBIX TpoToKoB (64 roga), BOBJEYEHHE B MATO-
JIOTHYECKUI MPOIECC JPYTHX OPraHoB, BBICOKMIl
ypoBeHb IgG4 B CbIBOPOTKE KPOBH, a TaK¥Ke Pe3yJib-
TaThl TUCTOJIOTMYECKOTO M UMMYHOTHMCTOXUMHUYECKO-
ro WCCJAeOBaHWI OHONTaTa IEYeHU, Ja)Ke HeCcMO-
TP Ha OTCYTCTBHE THUNUYHBLIX TposBiaernii 1gG4-
aCCONMUPOBAHHOTO XOJIAHTUTA, XOJAHTUT C TOpa-
JKEHWEM MEJIKUX BHYTPHUIIEYEHOUHBIX JKEJYHBIX IPO-
TOKOB B OITMCBIBAEMOM CJIydYae pacCMaTPHUBAJICS Kak
[gG4-acconuupoBannsbriii [3].

B smTepaTtype mpeacTaBieHbl KJUHUYECKHE
Habmoienus namuenToB ¢ IgG4-acconuupoBaHHbIM
ayTOMMMYHHBIM renatutoM [11]. Oco6eHHocTb 3TOTO
komroHeHTa [gG4-acconMupoBaHHOTO CHCTEMHOTO
3a60JIeBaHUs B OTJIMYME OT ayTOMMMYHHOTO TelaTu-
Ta KaK CaMOCTOSITEJbHOH HO30J0THYecKoil (hopMbl
3aKJII0YaeTCsl B BbISABJIEHUU aKclpeccupyonmx 1gG4
kaetok (=10 B ofHOM TI0JI€ 3peHUst TPH GOJIBIIOM
yBEJMYEHUN) B cocTaBe JMMQOILIa3MOIUTAPHBIX
MHOUIBTPATOB IPU UMMYHOTHCTOXUMHYECKOM HCCJIe-
JIOBAaHUW TKAHU TeYeHU. [ONOJHUTENbHBIM KPUTEPH-
€M CJYKWUT MOopakeHue JPYTUX OPraHoB.

I'mcronormueckoe nccaeoBanne MeYeHW B HAIIEM
HaGJIOIEHUN TI03BOJIIIIO OGHAPYSKHUTh XapaKTepHbIE
JUIST ayTOUMMYHHOTO TeTaTuTa W3MEHEHWS: pO3eT-
KU TeNaToINTOB, CTyNeHYaTble HEKPO3bI, IPHUMEChH
n1a3MoiuToB B MHuUIbTpare. KosmvecTBo 6anios
MO IIKajJe AMATHOCTUKN ayTOMMMYHHOTO TeNaTHTa,
paspa6orannoit TAIGH, no mnposenenusi Guoricum
meyeHn pasBHsAnoch 7. Ilocie rucTONMOTHYECKOTO
uccae0BaHusl GHONTATa KOJIUYECTBO OGAJTIOB COOT-
BETCTBOBAJIO 9, 4TO He [aBaJO OCHOBAHMI TOBOPUTDH
Jlaxke O IPeIoJOKUTEbHOM [UArHo3e ayTOMMMYH-
HOTO TellaTHTa.

Takue pe3ybTaThl MOKHO OOBSICHUTH HATUIHEM
y MaIMeHTKN MPU3HAKOB MOPAKEHUS JKETUYHBIX MPO-
TOKOB KaK IO IMOKAa3aTeJsiM JabopaTOPHBIX TECTOB,
Tak M MO JaHHBIM THECTOJOTMYECKOTO MCCIEOBAHNUS.

Tem He MeHee, ecau OOPAaTUTHCS K KPUTEPUSAM
JINATHOCTUKK AyTOMMMYHHOTO TelaTHTa B PaMKax
overlap-cunapoMa, TO STOT JMAarHO3 CTAHOBUTCS
MO/JITBEP3KICHHBIM, TOCKOJIBKY TOJOXUTEIbHBIMU U3
BO3MOYKHBIX TPEX KPUTEPUEB ABJISIOTCA jBa (MOBBI-
IIeHne YPOBHS ramMMa-Tio0yanHoB u/wim 1gG Gostee
4yeM B 2 pasa 10 CPaBHEHWIO C BepPXHEH TpaHullein
HOPMBI 1 O6GHAPYKEHUE TUIMYHBIX THCTOJOTUYECKUX
IPU3HAKOB ayTOMMMYHHOTO reraruTa Nnpu OUOICHH
nedenn). CreloBaTesbHO, Y TAIMEHTKH, TPEJACTAB-
JIEHHO!l B 9TOM KJIMHMYECKOM HAGJIIOJJeHUN, MMEIOTCS
npusHakum Kak [gG4-accorMmpoBaHHOTO XOJIAHTH-
ta, Tak 1 1gG4-acconmmpoBaHHOTO AyTOUMMYHHOTO
rernaTuTa.

[To pesynpratam KT opranoB 6pronrHoil moJoCTH
C BHYTPUBEHHBIM KOHTDPACTHPOBAHWEM, Yy OGOJbHOM
BBISIBJIEHBI TPU3HAKN HEOKKJIO3UPYIONETO TPOMOO-
3a BODOTHOH BEHBI C pacIpOCTpPaHEHWeM Ha BepxX-
HIOI0O OpbUKeeuHylo BeHy. CorsacHO Kiaccuuka-
mmn M.A. Yerdel u coasr. [12], yuureiBaiommeit
JIOKAJM3AIUI0 U TPOTSKEHHOCTb TPOoMOa, a TakxKe

BBIPAJKEHHOCTH CY>KEHUSI TPOCBETA COCY/la, OIHMCAH-
Hble M3MEHEHUsI COOTBETCTBYIOT | cremenu Tpom603a.
[IpuHuMass BO BHUMaHWeE JaHHbIE TUCTOJOTUYECKOTO
UCCJIEJIOBAHUS TIEYEHH, CBUJETEIbCTBYIONINE B MOJIb-
3y TsKesoro Guéposa ¢ TeHaeHnueil K popMupoBa-
HUIO IUPPO3a MeYeH’, B KauecTBe NMPUInH 00pa3oBa-
Hus TpoMGa B BOPOTHOII BeHe MOKHO pacCcMaTpPHUBATh
Ha6o1aromeecss y MalueHToB C IUPPO30M IeYeHN
U3MEHEHWe COOTHOIIeHus (HaKTOPOB, TIPENSATCTBY-
IOMUX W CIHOCOOCTBYIONUX TPOMOOOOPA3OBAHUIO,
B YaCTHOCTH YMEHbIIIeHUe cofiep:kanus gakropos 11,
V, VII, IX, X n XI Hapsay ¢ yBeJanueHNeM KOHIIeH-
tparu ¢daxropa VIII m cHmkeHueM ypoBHEH Ipo-
teunos C u S [13].

Pexkomenganuun 1o rtepanuu 1gGé-acconuu-
POBAaHHOTO CUCTEMHOTO 3a060JieBaHUMSI OCHOBAaHbI Ha
pe3yJibTaTaX pEeTPOCHEKTUBHBIX WUCCIEeOBAHUN WU
HEGOBITNX TPOCIEKTUBHBIX OIMUCATETbHBIX UCCTIE/0-
Bannii. Kpynuble pangoMusupoBaHHble KOHTPOJIUPY-
eMble UCCJEOBAHUS, KACAIOIUECS TAKTUKHU BeIEHUS
Takux OGOJIbHBIX, [0 HACTOSIIEr0 BPEMEHU He IPO-
BE€/IEHBI. Y CTAaHOBJIEHO, YTO TJIIOKOKOPTHKOU[IBI CJIy-
’KaT TepBOH JWHMEN Tepanuu y manueHtoB ¢ 1gG4-
aCCOIMMPOBAHHBIM CUCTEMHBIM 3a00JIEBAaHHEM U UX
IpPUMEHEHNE TO3BOJISIET [OCTUYb pemuccuu B 98%
caydaeB. CorsacHO MHEHHIO dKcrepToB u3 17 cmenn-
QJIM3UPOBAHHBIX KJIMHUK STOHUU, JiedeHre 1epBOro
aMM30/1a 3a60JI€BAHUS CeAyeT TIPOBOJUTD TJTIOKOKOP-
tukoujamu u3 pacuera 0,6 mr Ha 1 Kr Macchl Tesia Ha
npotszkenun 2—4 wepn. B mocienyronieM 03a JOJK-
Ha ObITb CHU)KEHa [0 5 Mr/cyT B TedyeHue 3—6 Mec.
Tepanuio ¢ npuMeHeHUEM TIIOKOKOPTUKOUIOB B /103€
2,5—5 MI/CyT PeKOMEH/IyeTCsT IIPOJI0JKUTh Ha TepH-
on mo 3 mer [14]. [Ipyroit moaxon Toapa3yMeBaeT
OTMeHy IpenapaToB nocJje 3 mec npuema [15, 16].

HecmoTpst Ha BBICOKYI0 3(DDEKTUBHOCTD TJTIOKO-
KopTuKou0B Tipn I[gG4-accommmpoBaHHOM CHUCTEM-
HOM 3a00JIEBaHUM, PEIUINB BO3HUKAET y 24% maim-
enToB [1, 2]. K dakropam pucka pa3BUTHS PEIUINBA
OTHOCST: MY>KCKOH IOJI, MOJIOZIO BO3PACcT HA MOMEHT
Havasma 3a00JieBaHUSA, a TaKyKe HaIW4We Yy MHallieH-
TOB C BBIPAKEHHBIMU H3MEHEHHSIMHU TOPAa’KeHHbIX
OpPraHoOB MO [aHHBIM METO/OB BU3YJIU3AINU, HHU3-
KUX CbIBOpPOTOYHBIX ypoBHell IgG4. Kpome Toro,
YBEJMYMBAET PUCK [pUMeEHEHUe HeOOJIbIINX 03
TJTIOKOKOPTUKOUJIOB JUJII JIeYeHUsI TIepPBOr0 3MU30/1a
6oJesnu [17].

[To mMarepmasam, MpejCTaBIEeHHBIM B JUTEPATYPE,
UCTIOJIb30BaHNEe KOMOMHMPOBAHHON CXEMbI Teparnuu,
BKJIIOYAIOIIEH TJIOKOKOPTUKOWIbI ¥ a3aTUOINPUH, He
MPUBOAMUT K CHI)KEHUIO PUCKAa BOZHUKHOBEHUS PeIH-
muBa 3a6osneBanus. OaHako 3(DHEKTHBHOCTD ITOTO
MOJX0/]a TP €ro TIPUMEHEHUN C TIeJbI0 WHIYKIUN
U TOJIIEPKAHUS PEMUCCUU TIOCHE PelunBa 60JIe3HN
He OTJINYaJach OT TAaKOBOW npu MoHoTeparuu [18].

Tepamnueil Boi6opa y TaIMeHTOB ¢ ped)paKkTepHOI
K JiedeHW0 Wiu peruauBupytomieir dhopmoit 1gG4-
ACCOIMMPOBAHHOTO CUCTEMHOTO 3a060JIEBAHMS BBICTY-
naoT GUOJIOTUYECKUE AT€HThI, TIPEK/Ie BCETO AaHTHUTE A
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k CD20 antureny B-mmumdonuToB, K KOTOPBIM OTHO-
curcst putykcumab. Omy6auKOBaHbl KJIMHUYECKUE
HaOoneHus mnanueHToB ¢ 1gG4-acconunpoBaHHOI
XOJIAHTUOTIATHEH ¥ XPOHMYECKUM CHAJIOAICHUTOM,
Yy KOTOPBIX MPUMEHEHHE Mperapara PUTYKCUMal OKa-
3a710ch 3(DHEKTUBHBIM U MO3BOJUJIO TOCTUYD PEMIC-
cum 3abonesannus [18, 19].

N3BecTHO, 4TO OCHOBHBIM (DAKTOPOM, OIperesi-
fomuM  3(QGEKTUBHOCTD TEPATNH, CJIYXKUT CTENEeHb
pa3Butus ¢ubpo3a B TOPAKEHHBIX OPTaHAX: BEPO-
SITHOCTb JIOCTHIKEHUSI YCTOMYMBOTO OTBETA HA Jiede-
HUE yMEHbIAeTcsl NP yBEJIWYEHUU BBIPAKEHHOCTH
¢ubposza [1].

3akaoueHue

OxaHa m3 0COOGEHHOCTEN TPEACTaBIEHHOIO KJIU-
HUYECKOTO HAOJIO/IEHUsI COCTOUT B TOM, YTO INEPBbIE
npossiaeans IgG4-accolMMpoOBaHHOTO CHUCTEMHOTO
3a6oneBannss (apTpaarun) BO3HUKIN Yy TAIMEHTKH
ele B MOJIOZOM BO3pacTe, a creluduvHble s
9TOi GOJIe3HN TIPU3HAKKM MOPAKEHUsST APYTHX Opra-
HOB TIOSIBUJINCH JIMIIb Yepe3 HECKOJIbKO JeCSTKOB
ger. JIpyras oco6eHHOCTDb 3aKJII0YAETCSI B OTCYTCTBUN
y O60JIbHOII € TOJATBEPK/eHHbIM auarHo3oM [gG4-
acCOIMUPOBAHHOTO CUCTEMHOTO 3a00JIeBaHMs THUIIHY-
HbIX BapuaHToB IgG4-acconumpoBaHHOTO XOJIAHTUTA
MO JIaHHBIM MarHUTHO-PE30HAHCHOW XOJAHTHOTPAa-
¢un. IlpusHaKM XOJAHTUONATUH BBISBJEHBI TOJHKO
MPU THCTOJIOTHYECKOM MCCJIEOBAHUK ME€YEHH, TI03TO-
My OBLIO C/I€JIAHO 3aKJTI0YeHNuEe O HATMYUK XOJaHTUTA
C TMOpasKEHHEM MEJKHUX JKEJTYHBbIX ITPOTOKOB.

Kpome TOro, cormacHo pe3yjabraTaM THCTOJIO-
TMYECKOTO WCCJefoBaHus Guornrata Obin OOGHAPY-
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