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Beenenne

K xonecrarnuecknm 3a00JIeBaHHUSIM TIEYEHH, B OCHOBE MATOT'€HE3a KOTOPBIX JIGKHUT arpeccus
MMMYHHOW CUCTEMBI IPOTHB HEU3MEHEHHBIX aHTUT€HOB OMJIMAPHOTO AIUTENHS, TPAJAULIUOHHO
OTHOCSAT NepBUYHBINA OunmapHbiil ppo3 (I1b11), nepBuyHbBIN CKIEPO3UPYIOLINI XOJIAHTUT
(IICX) u nmepekpecTHbIE ayTOUMMYHHBIE CUHJIPOMBI C X0JIECTATUYECKUM KOMIIOHEHTOM:
ayrouMmyHHbIi rematut (AUI) B coueranuu ¢ [1BL], AUI" B coueranuu ¢ [ICX [2-5].

XoiecTa3oM Ha3bIBalOT JItOObIE HapYIIEHUs 00pa30BaHus, CEKPELIUU UM BHIBECHUS (OTTOKA)
YKEJIYU B IBEHAIATUIIEPCTHYIO KUILKY, HE CBSI3aHHBIE C MEXaHUYECKOW 00CTpyKIUen
KEITYEBBIBOIAIINX MTyTel. BHyTpunieueHOUHBI X0IecTa3 MOKET ObITh BHYTPHAOIBKOBBIM
(meyeHOYHO-KaHAJIbLIEBBIM) U MEX/I0JIBKOBBIM (IYKTYJSIpHBIM). B TO Bpems kak
BHYTPHUJOJIBKOBBIIN X0JiecTa3 00yCIOBIEH HEAOCTATOYHON CEKPEINeN ey rernaToquTaMu 13-
3a MOBPEXJICHUS UX BHYTPUKJIETOUHBIX OPraHesl, MEK0JbKOBBIM X0JIeCTa3 pa3BUBAETCS B
pe3ysbTaTe AeCTPYKLUHUU MEXA0IbKOBBIX JKETYHBIX IPOTOKOB (YKTYJ) U UX MNOCTETIEHHOTO
ncuesHoBeHus [ 1—3,], uro xapakrepuo mus [IBLII [2, 3].

B ocHoBe popmupoBaHUs KIMHUYECKUX MPOSBICHUN X0JecTasa Jiexar TpH (akropa:
M30BITOYHOE MOCTYIINICHUE 3JIEMCHTOB KCJIYHW B KPOBb, YMCHBIICHUC WJIN OTCYTCTBUEC KCTYU B
KHUIIICYHUKE, BOS}ICP'ICTBI/Ie KOMIIOHEHTOB JKC€JIYU Ha IICYCHOYHBIC KJICTKHU U KaHAJIbIIbI.
HuddepennnanbHas TMarHoCTHKA MPHU XOJIECTa3e BKIIOYAET JOCTATOYHO OOJBIION KPYyT
pa3IUYHBIX 3a00J€BaHUMN.

IepBuunblii Onanapusbiii uuppo3 (IIBII)

[TBI] — xpoHHUYecKoe xoJiecTaTuuecKoe 3a00IeBaHIE, TIOpAKAIOIIEe TPEUMYIIECTBEHHO KEHIITMH
CPEIHEr0 U MOXKHIIOTO BO3pacTa M aCCOLMUPOBAHHOE C 00pa30BaHUEM aHTUMHUTOXOHIPUATIBLHBIX
aatuten (AMA). I'ucronornuecku [1B1] xapakTepu3syercst necTpykiuen MeK10IbKOBBIX U
CeNTaJbHBIX )KETYHBIX POTOKOB, MOPTAIBHBIM U MEPUIIOPTATHHBIM BOCIIAJIEHUEM C PA3BUTHEM
¢bubpo3a u B KOHEUHOU cTaguu — uppo3a. Benyias posis B natorenese
UMMYHOTIATOJIOTMYECKUX MPOLIECCOB MOCTYIUPYETCs OOJBIIMHCTBOM UccienoBateneii[1-4].

[IprunHBI BOSHUKHOBEHHS 3a00JIEBaHMS HEAOCTATOYHO sICHBI. OOCYKIaI0T 3HaUEHNE
T€HETUYECKON TIPEIPaCIONIOKEHHOCTH, BIUSHUS (aKTOPOB BHEIIHEH CPE/Ibl, IEKAPCTBEHHBIX
npenaparoB, 6akrepuii u BupycoB. Onmcansl cemelinbie cinydan [1B1]. BeposTHOCT
3a00J1€BaHUsl B CeMbsX, rae ecTh 00abHOM [IBL], B 1000 pa3 6ombiie, yeM B 0OMIeH TOMYIISAIUH.
Hannbie o Tom, yto [1bL] MokeT He ObITH Y OHOTO U3 OJIIM3HEIIOB, €CIIM BTOPOii 0OJIEH, TAI0T
OCHOBAaHUS IS IPEINOJIOKEHUS O HEOOXOIMMOCTH 3aIlyCKaoUero (hakropa y reHeTUYEeCKH
BOCIIPUUMYHUBBIX UHAUBUIYYMOB. Y cTaHOBJIeHA cBsA3b Mexay [1BLl, anturenamu
ructocoBmectumoct HLA DR 8 u renom DQBI.

HO-BI/II[I/IMOMy, CYHICCTBYIOT IBAa B3aMMOCBA3aHHBIX IIPOLIECCA, BBIZbIBAOIIINX ITOBPEKACHUC
NEYCHU U IMPOABJIAIOMINXCA KIMHUYCCKUMU ITPU3HAKaMU HEH

IlepBslii poLiecc - XpOHUYECKAs! NECTPYKIUSA MEJIKUX KETYHBIX IPOTOKOB, BBI3bIBAEMAs
aKTUBUPOBaHHBIMM JTUMpo1rmTaMu. BeposTHO, HauabHOE NOBPEXKIEHNE 00YCIOBICHO
nuToToKcHyeckuMu T-nmumdonuramu. Kinetku sx€muHbIX MPOTOKOB y 601bHBIX [1BL]
AKCIPECCUPYIOT MOBBIIIEHHOE KOJMYECTBO aHTUIEHOB | Kitacca KoMIuiekca
rucrocoBmectumoctd HLA A, B, C u anturenos Il knacca HLA-DR[4].. [ToBpexaenus
XKEIUHBIX IPOTOKOB CXOHBI C HAPYLIEHUSIMH, BbI3bIBAEMBIMHM LIUTOTOKCHYECKUMU T -
muM@oruTaMy (peaxiys "TpaHCIJIaHTaT MPOTUB XO35MHA" U OTTOPKEHUE aJUIOT€HHOTO
TpaHCILIAHTATA).



Bropoii mporece - XUMHUYECKOE MOBPEKICHUE M HEKPO3 I'eIaTOUTOB B TEX O0JIACTSIX MEYCHH,
I'ZI€ OTTOK KEMYM HApyLIEH BCIEACTBUE TOBPEXKACHUS MEJIKUX KETYHBIX IIPOTOKOB.
[TpoucxoauT 3acToif KETUHBIX KUCIOT, OWIMPYOHHA, MEIU U IPYTUX BEIIECTB, B HOpME
CEKpETUPYIOIIMXCS B KEIYb. [I0BBIIEHHAS KOHIIEHTPALM KEITYHBIX KUCIOT MOKET BbI3BaTh
JAJbHEMNIIEEe OBPEKICHUE KIETOK IICYECHHU.

Cumnromsl [1B1] 00ycnoBieHbl IIUTENBHO CYIIECTBYIOMIUM X0JiecTazoM. Paspyiienue
KETYHBIX POTOKOB BEJET K MOPTAITEHOMY BOCHIAJICHHIO, (PUOPO3Y, HUPPO3Y U MEYEHOTHOM
HEJI0CTaTOYHOCTH[2-4].

VY 48-60% 00NBHBIX KIMHUYECKAE CHMIITOMBI K MOMEHTY YCTAaHOBJICHHS JHarHO3a OTCYTCTBYIOT.
Cnabocthb - HanboJiee pacpoCTpaHEHHBIN U3 paHHUX CUMIITOMOB - OTMeYaroT 78% MmaIueHToB.

Camblil panHuil ciennGUyecKuil CUMITOM - MyYUTEIbHBIA KOXKHBIN 3y]l, YCUIMBAIOIIUICS B
HOo4HOE BpeMs. CrIOHTaHHOE MpeKpalleHre 3y/ia paHbllie TEPMUHAIBHON CTaluu IIUppO3a, KOraa
€IMHCTBEHHO BO3MOKHOE JICYECHHUE - IIEPECAIKA ITEYECHH, IIPOUCXOTUT PEIKO.

Mansabcop6rusi. Hapymenue cexkpenuu »)Eman BeIET K CHIDKSHUIO TTOCTYIUICHUS KETUHBIX
KHCJIOT B MPOCBET KuieyHuka. CoJiep:kaHue KETUHBIX KUCIOT MOKET YIacTh HUXKE
KPUTHYECKOW MULIEIUIIPHON KOHIIEHTPAIMK U CTaTh HETOCTATOYHBIM ISl TIOJTHOTO
MUIIEBapEHUs U BCAChIBAHUS HEUTPAJIbHBIX KUPOB. [lanneHToB OECOKOAT HOUHAs Auapes,
00BEMHBIN IEHUCTBIN CTYII U TOTEPSI MACChl Tella, HECMOTPSI Ha XOPOIIUH anmneTuT 1
MOBBIIIEHHYIO KaJOpUHHOCTH nuuy. HapyiiaeHo BcachiBaHHE KUPOPACTBOPUMBIX BUTAMUHOB
(A, D, E, K) u kanpuust. ManbaGcopOrins Takke pa3BUBACTCS BCIICACTBHE BHEITHECEKPETOPHOM
HEJ0CTATOYHOCTHU MOJIKEITYI0YHOM jKelie3bl Y OOJIbHBIX C COMMYTCTBYIOLIUM CHHAPOMOM
[lerpenal3,4].

Octeomnopos. Octeonenuto BeIABISIIOT Y 25% 60mbHbIX [IBL]. OcTeomansiys BOZHUKAET PeJiKo,
TOJIBKO y MaMeHTOB ¢ pa3BEépHyThIMU cTaausiMu [1BL, Haxoaamxcst Ha MOCTENILHOM peXUMe U
Mato ObiBaronux Ha cosniie [3]. Kimuuudeckue npusHaku octeonoposa: 60Jb B KOCTSIX,
CIIOHTaHHBIE MepPeIOMbI TO3BOHKOB U p&dep. Peke BO3HUKAIOT NEpeoMbl ATUHHBIX TPYyOUaThIX
KOCTeH.

[Tpu cumnromatuueckom TeueHuu [1BL] y 43-70% GonpHBIX 0OHAPYKUBAIOT reNaTOMEraluio, a
y 16-35% - crinenomeranuio. KoskHble MOKPOBBI THIIEPIUTMEHTUPOBAHBI M HAITOMUHAIOT
BBIAYONIEHHYIO KOKY. M3-32 My4HTENBHOTO 3y/1a HEPEIKO OOHAPYKUBAIOT PACIIPOCTPAHEHHBIE
pacuéchl.

XKenryxa naunnaercs no3anee 3yAa. KcanrenasMbl BOSHUKAIOT Yallle KCAHTOM, 00pa3yIOHINXCs
TobK0 Yy 10% GonbHbIX. KCcaHTOMBI pacmonoskeHbl Ha JaI0HAX U MOJIONIBAX, HA
pasrubarenbHON MOBEPXHOCTH JIOKTEH M KOJIEH, HaJl CYXOXKIIUAMU JIOJbDKEK U 3aIsICTUH, Ha
ATOIUIIAX.

WHorzaa npu ohTabMOJIOTHYECKOM OCMOTpE BBIABIAIOT KoJibllo Kaitzepa-dueiimepa,
00ycII0BJIEHHOE HaKoIIeHHeM Meu. B koneunbix craausax [1BL] HabmroaaroT TeneaHrusKTasum,
MIPEXOAAIIEE YMEHBIIEHUE MBIIIEYHOW MacChl MPOKCUMAJIbHBIX YaCTEN KOHEUHOCTEH, aCLUT U
OTEKH, CBUJICTEILCTBYIOIINE O UPpO3e neueHu[6-8]..

JIaboparopHo cHauana Bozpactaer conepxkanue D u [TT. M3meHeHus coXpaHSFOTCS Ha
MPOTSHKEHUH BCETO 3a00JIeBaHMs, OJTHAKO CTETICHb MOBBIIICHHUS UMEET HU3KOE MPOTHOCTUYECKOE
3HAYEHUE.



B nauane 3a00eBanus He3HAYUTEILHO MOBLIIIeHA aKTUBHOCTh AJIT u ACT, uro Taxke
MPOrHOCTUYECKU Manio3HaunMo. Coiepikanre OMTMPyOUHA B CBIBOPOTKE BO3PACTAET 10 MEpe
MporpeccupoBaHusi 3a001€BaHUsI.

Konnenrpauus ans0ymMuHa U IPOTPOMONWHA CHIBOPOTKH HA MPOTSHKEHUN 3a00JI€BaHUS HE
MOKHU/IaeT TPAHUI] HOPMBI U CHIDKAETCS JIMIIb HA MO3JHUX CTAAUSAX 3a00JICBaHMSI, YTO
PaCLEHUBAIOT KAK IUIOXOW MPOTHOCTUYECKUN ITPU3HAK.

AMA nonoxurenshsl y 95% 6onpabix. Conepskanue [gM u xosiecTeprHa MOBBIIICHO Y
MOJIOBUHBI MaIlMeHToB. Bo3pacTaer coiepkaHue JUMOMPOTEHHOB BHICOKOM TNIOTHOCTH U
COJICp’KaHUE ME/IM B TICYCHU M MOYE TIPH MOBBIIICHHOW WM HOPMaJIbHOW KOHIICHTPALIUH
CBIBOPOTOYHOTO IepyJoriazmMunal5,7].

JlononHUTENbHBIE METO/IbI UCCIIEIOBAHMSI UCIIOJIB3YIOT JJISl UCKIFOUEHUS OOCTPYKIIMH JKETUHBIX
MPOTOKOB. YbTpa3BykoBoe uccienoBanue (Y3M) - HenHBa3uBHBIN METO1, 0OBIYHO
JOCTATOYHBIN JUIsl UCKITFOUEHUS OOCTPYKIUH KETUHBIX TPOTOKOB. KoMIbroTepHYIO
TOMOTpauIo MPUMEHSIOT B TeX cirydasx, korjna Y3U texandeckn HeBbInmoaHUMO. K
SH/I0CKOMUYECKON XojaHruorpaduu npuoderatoT y AMA-HeraTuBHbIX MAUEHTOB JUIS
WCKJIFOUYEHHS TIEPBUYHOTO CKJIEPO3UPYIOIIETO XOJAHTUTA.

buorncus nedenn. PesynpTaTel Ouoricun mo3BosisiioT ycTaHOBUTE auaruos [1bI] u onernTh
MPOIOJDKATENIBHOCTD 3a0071eBanus. CUNTAIOT, YTO YEM BBHIPAKEHHEE THCTOJIOTHYECKas CTaIus,
TeM OO0JIbIIIe MPOIODKUTEIIBHOCTE 3a00eBanus. [laHHbIe OMOTICHY HEOOXOIUMBI TAKXKE IS
ompeneseHus Mporuo3a u 3pHEeKTHBHOCTH TEPATTHH.

Lenu neyeHns: OCTAaHOBUTH NMPOTPECCUPOBAHUE 3a00JICBAaHHS U KyITUPOBATH CHMIITOMBI
OCJIOXHEHUS X0JiecTasza (KOXKHBIH 3y]1, MaTbaOCOPOITHs, OCTEONOPO3), MOPTATLHON THIIEPTCH3UH.

[Tockonbky stnosnorus IIBLII He ycTaHOBJIEHA, STHOTPOITHOTO JICUEHUS HE CYILIECTBYET.

B Hacrosiiiee BpeMst e IMHCTBEHHBIM (hapMaKOJIOTHYECKUM CPEICTBOM, CIIOCOOHBIM 00ECIICYHTh
JTOCTH)KEHHE OTYETIIMBOTO JieueOHOTo 3 dekra, sisrorcs — Y JIXK (ypcocan, ypcodansbk,
YpPCOIUON).

[TepBuunsbie xemunbie Kuca0Thl — JKK (xonmeBas u ne3okcuxosnieBas) — 310 TOkcuuHbIe KK,
obnanarorue ruaApohoOHOCTHIO B TUTTOUILHOCTHIO. OHM 00pPa3yIOTCS B TICYCHH M B COCTaBE
KEJTYM MOCTYNAKT B TOHKYIO KUIIKY, TJ€ [0/ BAMSHUEM KUILIEYHON MUKPODIOPHI
[I0JIBEPraroTCs JEKOHBIOrallU U JETUIPOKCUIMPOBAHHUIO ¢ 00pazoBaHueM BTopHuHbIX KK
(xeHone3okcuxoseBoi 1 nuToxosesoit). ITo crenenun rokcuunoctu KK pacnpenenstorcs
ClIeAYIOIIKUM 00pa3oM (B yOBIBAIOLIEM MOPSAJKE): TUTOXOJIEBAs, J€30KCUXOJIEBas,
xeHoie30kcuxoiieBas u xoznepas. Y JIXK — tpernunas XKK, oOpasyromasics B neueHu us3 7-
kerosuToxosneBoil XKK, sBisromeiics mpoaykToM 6akTepuanbHOr0 OKUCICHUS
xeHoe3okcuxoiieBoit KK, u (B ornmnune ot apyrux JXKK) ona runpodunbaas u aunodpoOHas, a
notomy HeTokcuuHasl. [loctymnas ¢ xemubto B kumeuHuk, Y /IXK peabcopbupyercs B
JUCTAIBHBIX OTJEJIaX TOHKON KUIIKU U 110 BOPOTHOM BEHE BHOBb IIOCTYMAET B I1I€UEHB, YUACTBYS
B HTeporenarnyeckor nupkyisinuu JKK. Tokcnunsle (nepuunsie 1 BTopuuHsbie) KK
61aroaapsi CBOMM JUNO(HIBHBIM CBOWCTBAM NMPOHUKAIOT B JIUMH/IHBIE CJIOU TUIa3MaTHUYECKUX U
MUTOXOHAPHAIIBHBIX KJIETOYHBIX MEMOPAH IenaTolUTOB U XOJAHTMOLIMTOB, BhI3bIBAs
HapyleHne ux QyHKIUNA U B KOHEYHOM cyeTe uX rudens. [Ipu xonectaTnueckux 3a001€BaHUAX
neyeHy, B ToM uuciie npu [IBLII, tokcuunsie KK naaynupyror sxkcnpeccuro HLA-kommuiekca
— I 'u II k;maccoB Ha KJIETOUYHBIX MEMOpaHaX TeMaTOUTOB U XOJIAHTHOLIMTOB, BBI3bIBAs arlloNTo3
U JECTPYKIHIO KJIETOK C IOMOIIbIO IIUTOTOKcHueckux T-nmumdpornuron (CD8+) u T-



mumponuToB-xenmnepoB (CD4+) [3,5]. Y 310poBBIX JIOEH B )KEITYH MPUCYTCTBYET
He3HauutenbHoe konmdectBo Y IXK (0,5—5% ot o6mero myna XKK). [Tpu neyenun
npemapatamu Y JIXK (ypcocan, ypcodanbk) B 03¢ 13—15 MI/KT B CyTKH OHA CTAHOBUTCS
nomunupytomen KK B cocrase xemuun (48—60%), BeiTecHss (3amernas) Tokcuunbie XKK.
Baxno noguepkuyTts, yro nedenue [IBLII npenapatamu YIXK 10mKHO OBITH HEMTPEPHIBHBIM
BILJIOTH JI0 TpaHCIuTaHTanuu nedend [7]. OcHoBuble d3pdexts! Y /IXK: anTnxonecTaTuyeckuid,
UTOMPOTEKTHBHBIN, UMMYHOMOIYIUPYIOIINH, aHTU(PHUOPOTHIECKHUH,
THIOXO0JIECTEPUHEMUYECKUA, aHTHATIONTO3HBIH. KimmHn4eckast 3peKTUBHOCTh: YMEHBIICHHUE
MHTEHCUBHOCTHU KOKHOTO 3y/1a U JKENTYXH, YIydllIEeHUE KaueCTBa *KU3HU O0JIbHBIX. B KpoBH
CHIDKAeTCsl ypoBeHb OunnpyOuHa, xosectepuna u JKK (xonemust). Hekotopbie aBTOpbI
noJsiaratoT, yto jeueHue 6onbHbIX [IBIII npenapatamu VXK MoxkeT yMeHbIINTH NOTPEOHOCTH
B TpaHciulaHTaimu nedeHu. B nenom agpdpextunocts YIXK npu IIBLIT nocturaer 70%.
Bwmecte ¢ tem YJIXK He 0Ka3bIBaeT OTYETIMBOIO MOJOKUTEIBHOTO BIUSHUS HA OCIIOKHEHUS
[IBLII, HeaddextuBHa B IV (unppoTrueckoit) craguu 00JI€3HU, HE BIUSET HA BBKUBAEMOCTD
OOJIBHBIX U MPOJIOJKUTENLHOCTD UX KU3HU [1,5]. g ynydmenus pesynbratoB Tepanuu [TBLIT
pexomenayercs couerath jgeuenue Y JIXK u papmakonpenaparamMu ¢ H”HbIM MEXaHU3MOM
JIe4eOHOTO IeHCTBUSA

JI1st KymupoBaHUSI MyYUTETHHOTO KOXKHOTO 3y/1a MCITOIB3YIOTCS CIISIIONINE TIPerapaThl:
xonectupamut (12—16 r/cyr), cBsa3piBarommii TokcuuHbie KK B KumieuHrKe 1 BHIBOISIIAN UX
u3 opranusma c kanom; ¢penodapouran (50—150 mr/cyr); pudbamnunus (10 MI/kr B CyTKH),
SIBJISTFOIITANACS MHIYKTOPOM (DEPMEHTOB MUKPOCOMAIIBHOTO OKHCIICHHS B T€TIATOIIMTAaX, a TAKKE
wiazmadepes. B nocnennue roapl A1 yMEHBIICHHS KOYKHOTO 3y/a MPUMEHSIOT HATOphUH —
aHTaroOHUCT OMHUATHBIX peuentopoB (mo 1—2 mi 0,5% pacTBopa BHYTPUMBIIIEUHO WU
MOAKOKHO), TOCKOJIbKY KOXKHBIN 3y, KaK BBISICHUJIOCH, CBSI3aH HE CTOJIBKO C XOJIEMHUEH, CKOJIBKO
C TIOBBIIICHUEM YPOBHS dHKe(daTnHa B CBIBOPOTKE KpoBH [2, 11]. s mpenynpexaeHus u
JeYeHus ocTeonoposa HazHavyatoT ButamuH /I3 (o 100 teic. EJl BHyTpuMEBIIeuHO 1 pa3 B
MecsI) ¥ Kalblug TIokoHart (15 mr/kr B 5% pacTBope Iit0K03bl BHYTPUBEHHO MEUIEHHO) WU
Kanbluii-J[3 HUKOMe 1 BHYTpb 110 2 TaOJIETKH B CYTKH BO BpeMs efibl. [Ipu mosBieHnu
KIIMHUYECKUX MPU3HAKOB Aeduiinta >kupopacTBOpuMbIX BUTaMUHOB (A, D, E u K) ux
Ha3HAYyaroT (M0 BO3MOKHOCTH MMapeHTepabHO) B 103aX: BUTaMUH A (peTrHOJ) — 1o 100 Thic.
ME BryTpumsbIiieuHo 1 pa3 B mecsir, Butamud D (aprokansiudepos) — mo 100 teic. ME
BHYTpuMBIIIeYHO 1 pa3 B Mecs; ButamuH E (Tokodepona aunerat) — no 1 ma 10% macnsHoro
pacTBopa — BHYTPHUMBIIIEUYHO €KETHEBHO WU uepe3 AeHb; BuTaMuH K (Hagroxunon) — o 10
MI/CYT BHYTPUMBIIIEYHO €XeIHeBHO B TeueHue 5—10 queii [2]. OqHoBpeMeHHO O0IBHBIM
PEKOMEHIYeTCSl OTPaHUYMBATh YIIOTpeOIeHHEe )KUBOTHBIX KUPOB (10 40—50 r/cyT) unu
3aMEHATh UX Ha pacTUTEbHbIC )KUPHL. [Ipu Tsxenom nporpeccupyromem reuennu BT
€IMHCTBEHHBIM CIIOCOOOM MPOJITIUTh KU3Hb OOJBHBIX SBJISETCSA TPAHCILIAHTALIMS [TEYSHH, HO
OHa, K COKaJICHHIO, IOCTYITHA TOJIHKO ISl OTPAHUUEHHOTO YKcia OOJNbHBIX.

IlepBUYHBIH CKICPO3UPYOIIMHA XOJAHTUT

I[ICX — 3T0 XpOoHHYECKOE, MEJICHHO IPOTPECCUPYIOIIEE XOJIECTATHIECKOE 3a00JIeBaHIE
MEYEHU HEU3BECTHOW ATHOJIOTUH, XapaKTePHU3YIOIeecss HErHOMHBIM IECTPYKTUBHBIM
BOCHaJIeHHEM ¥ (prOpo3upoBaHUEM BHYTPH- U BHETICUCHOYHBIX JKEITYHBIX TPOTOKOB C
MOSIBJICHUEM y4acTKOB WX CTCHO3UPOBAHUS, OOJIUTEPAIIMU ¥ MEIIIKOBUHOM TUIATAIlMN U
MCXO0JIOM BO BTOPHYHBIN OMJIMAPHBII IUPPO3 MEYCHH, MPOTEKAIOIINUN C MOPTATILHON
THIIEPTEH3UEH U JICTaTbHBIM HCXOJ/I0OM BCIIEICTBUE HAPACTAOIIEH TenaToICIUTIOISPHOM
HejocTatouHocTH [ 1—5].



Uctunnyto pacnpocrpaneHHocTs [ICX B CBSA3M C TPYIHOCTSIMU AUArHOCTUKH YCTAaHOBUTH
cioxHo. 1o pazueimM nanusiM yactota [ICX Bapbupyet ot 1—6 10 10 Ha 100 ThIC. HaceneHus
[1, 3, 9]. Bonerot nmpenmyiectBeHHO MyxunHbI (70%) B Bo3pacte oT 25 10 40 et (75%), HO
BcTpeuatorcs otaenbHbie ciayyau [ICX y nereit 5—13 neT u 1axxe y HOBOPOXKJIEHHBIX [3], a
takke y moxxmwisix Jirogaei [10]. Y 70—80% Gonpabix [ICX coueTaeTcst ¢ XpOHUYECKHUMHU
BOCTIAJIUTEILHBIMH 3200JIEBAaHUSIMU KUIIICYHUKA.

Otuonoruto [ICX 10 cux mop ycTaHOBUTH HE yaasioch. [Ipeanonaran 3THONIOTHYECKOe
3Ha4YeHHe OaKTepHUatbHON U BUPYCHON MH(EKIINU 1 00YCIOBICHHON €10 MOPTAIBHON
0aKTepreMUH M SHIAO0TOKCEMHH, UCXOISIINX U3 KHIICYHUKA U CBA3aHHBIX C TIOBHIIICHHON
MIPOHUIIAEMOCTHIO KUIIIEYHOW CTEHKH, npexe Beero npu coueranHoM teueHuu [1CX ¢ K u BK
TOJICTOM KUIIKU. DHJIOTOKCHHBI BBI3bIBAIOT YCUJIEHHOE MTOCTYIUIEHUE B NI€YECHb
MMMYHOKOMITETEHTHBIX MOJTUMOPPHO-IIEPHBIX JTEUKOIUTOB (HEUTPOPUIIOB), UTO
COIMPOBOXKIAETCS MOBBIILIEHHON KCIIpeccuell MPOBOCHAIUTEIbHBIX IUTOKUHOB —
MHTEPJEHKUHOB 1, 6, 8 U Ap., MOBBILIEHUEM CUHTE3a MTPOCTarJIaHJMHOB, TPOMOOKCaHa U
JIEHKOTPUEHOB, CIIOCOOCTBYIOIIUX PA3BUTHIO MEPUXOJIAHTUTA, OJTHAKO YOS IUTEIbHBIX
JI0Ka3aTeIbCTB ATOW TUIIOTE3bI MOKa He mpejcTasieHo [3,11].

BospmumaCcTBO aBTOPOB, M3ydaronux [ICX, paccmaTpuBaroT €ro Kak ayTOMMMYHHOE
3abonieBanue [1, 3—7]. B kauecTBe nOKa3aTeNbCTB ayTOUMMYyHHOTO nlatorenesa [1CX
YKa3bIBaIOT OOBIYHO Ha CIEAYIOIINE (PaKThI.

1. Bo3amoxHocTh couetanust [ICX ¢ Takumu ayrouMMyHHBIME 3a00seBanusiMu, kak SIK u BK,
PEBMATOUIHBINA apTPUT U AyTOUMMMYHHBIN TUpeOuauT, cuHapoM lllerpena, ayronMmMyHHBI
MaHKPEaTUT U ayTOUMMYHHBII renaTur.

2. CBasp [ICX ¢ onpeneneHHbIMU ralyIOTUIIAMU aHTUT€HOB THCTOCOBMECTUMOCTH CUCTEMBI
HLA (human leucocyte antigen) II xiacca: B8 (60—80%), DR3 (25—70%) u DR2 (70%). I1pu
[ICX oTMedeHa ux 3KCIpeccusi Ha SMUTENINH JKEeTYHbIX NpoTOoKoB [1, 3, 4, 13].

3. YcraHoBIIeHa Tpe3eHTalus OMIHapHbIX ayToaHTUTeHOB K T-xenmnepam (CD4+) u
nurtoTokcudeckuM T-cympeccopam (CD8+), a Taxke yBenuuenue otHomenus CD4+/CD8+ [1,
2] v Hanuuyue NePUAYKTYIAPHBIX TUM(OIUTAPHBIX HH(UIBTPATOB BOKPYT BHYTPUIICUEHOUYHBIX
JKEITYHBIX POTOKOB, cocTostnux u3 CD4+ u CD8+ T-nmumdonutos [1—4].

4. Y 6—35% 6onpHbIx [ICX BbIsBIEHBI aHTUHYKJI€ApHbIE ayToaHTUTeNa, ay 11—60% —
AHTUTJIaJKOMBILIICYHbIC ayTOAHTUTENA.

5.V 30% 60sbHbIX [ICX B CBIBOPOTKE KPOBH ONpEENIeTCs TunepraMmaryioOyInHeMus, a y
50% — noBsIIeHHOE coiep:kanue MmMyHoraoOynuHa (Ig) knacca M. Kpome toro, y Hux
MOBBIIICHO COJIEP)KaHUE UPKYIUPYIOIINX UMMYHHBIX KOMIUIEKCOB [5].

6. 1ns TICX xapakTepHO BBICOKOE COJIEpyKaHUEe aTUITUYHBIX MEPUHYKICAPHBIX
aHTHHEUTpOoPUIIbHBIX ITUTOTIa3MaTuueckux anturer — PANCA (perinuclear antineutrophilic
citoplasmatic antibody), BeisiBisieMbIx y 80% 60abHbIX [ICX, a Taxke MOJIEKyS MEKKIETOYHOM
aare3uu tuna 1 [1—S5, 7, 14], koTopble paccMaTpuBaroT B kauecTBe MapkepoB [1CX.

7. YcCTaHOBJIEHO, YTO B AyTOUMMYHHBIX peakuusax y 00iapHbIX [ICX yyacTBYIOT Takke U
aHTuprOocomManbHbIe p-aHTUTeNa (ARP)

[IpotuBHMKYM ayTouMMyHHOTO naTtoreHe3a [ICX yka3pIBaloT Ha TO, YTO MPHU ITOM 3a00JIEBAHUI
HE YCTAaHOBJICHO HAJMYHsI TATOTHOMOHUYHBIX JUISI HETO aHTHUTEN, 8 UMMYHOCYIIPECCHUBHAS
tepanus Manodpdexrusna [3]. [To muenuto P. Donaldson (2005), B marorenese IICX ydactByet



ayTOMMMYHHBIH KOMIIOHEHT, HO TIOJIHOCTHIO oTHECTH [ICX K ayTOMMMYHHBIM 3a00JI€BaHUSIM
HENb34.

[1CX game (70%) G6oneroT MmyxuuHbI B Bo3pacte 41 + 14 ner. ¥ 15—55 % GonpHBIX
KIMHUYECKHE CUMIITOMBI MOT'YT JUIUTEILHOE BPEMs OTCYTCTBOBATh, a 00JIE3Hb TUAarHOCTUPYIOT
YK€ B CTaguu ¢(hOPMUPOBABILIETOCS BTOPUIHOTO OMIIMAPHOTO HUPPO3a IMEYCHU MPU HATUIHA
MOPTAJILHON TUTIEPTEH3UH. Y OOJBIIMHCTBA OOJBHBIX OTMEYACTCSI MEAJICHHOE, TOCTEIIEHHOE
pazButhe [ICX, 0HAaKO y)Ke 32 MHOTO JIET 10 YCTAaHOBJICHUS TUarHo3a OOJIbHBIE KATYIOTCS Ha
OBICTPYIO M HAPACTAIONIYIO yToMiIsieMocTh [4]. OnHoit n3 Hanbosee yacThix xanod y 60—90%
OO0JIBHBIX SBJSIETCS MyUUTEIbHBINA, HHOTIAa M3HYPSIONINIA KOKHBIH 3y/l, B CBSI3U C YEM Ha KOXKe
MOXHO 00OHAPYKUTh MHOTOUYHUCIICHHBIE PACUYEChI, a KAYECTBO >KU3HU 00JbHBIX ¢ [ICX
CYIIECTBEHHO yXYAIIAeTCs

XomecTaTu4eckas xKenTryxa uMeeT Mecto y 45—68% 06obHbIX. OHA MOXKET OBITH
MHTEPMUTTUPYIOLIEH WM OCTOSTHHOW U nporpeccupyronieit. Kpome toro, y 25% 00sbHBIX
[ICX HabmroiaeTcsi TMIIEPIUTMEHTAIUS KOXKHBIX TOKPOBOB, MPUAAIOIIAs UM I'PSA3HBIN BUI.
'unepnurMeHTanus MoXKeT Ha MHOTHE MECSIbI ITPEIIIECTBOBATD MOSIBICHUIO KENTYXU U/WIH
couetaThes ¢ Heto. Y 15% 6onbabIx ¢ IICX oTmedaeTcst 601b B IPaBOM BEPXHEM KBaJIpaHTE
YKUBOTA U TIpaBoM noapedepre, a mpuMepHo 30—35% xamyroTcst Ha IPUCTYITBI
PEeLUANBHUPYIOIIEH JTUXOPAIKH, COITPOBOXKAAIOIIEHCS 03HOOOM, UTO OOBIYHO YKa3bIBAET HA
ocioxHeHue [ICX Bocxoasmum 6akTepUaTbHBIM XOJaHTUTOM. B ero quarHoctuke Ba)kHa
tpuana [llapko: npuctynooOpasHas 00k B IpaBoM MoApedephe, INXopaaka ¢ 03Ho00M,
xenrtyxa [3].

V 22—27% 60nbHEIX IICX 0CIIOKHSAETCS XOJIEUCTO- W/ WIIH X0JEI0X0IUTHAZ0M,
MPOTEKAIOIINM C TUIMTUYHON KIIMHUYECKOW KapTUHOM; BO3MOHBI IPUCTYIIbI )KETYHON KOJIUKH,
MeXaHu4deckas xentyxa [S]. Baxkno ykazate, uTo [ICX moBblaeT puck pa3BuTUs
XOJIAHTHOKAPIIMHOMBI, KOTOPYIO TUAarHoCTUPYIOT y 12—15% (110 20%) G0NbHBIX, Yaliie BCero
yke Ha (oHe chopMHPOBABIIETOCS BTOPUYHOTO OMIMAPHOTO LIUPPO3a MEYEHU, KOT1a PUCK
Pa3BUTHS XOJAHTHOKAPIIMHOMBI yBeIMuuBaeTcs B 4—6 pa3 [3, 12]. XomanrnokapumHoOMa
SBJIIETCS OHUM U3 Haubosee (aranbHbIX ocnoxHeHui [1CX: nmenno ona B 44% cityuaen
SIBJISETCS IPUUMHOM JIETAILHOTO UCX0/1a

CoeBpemenHoe ycranoBieHne quardosa IICX 3atpynHeHo u3-3a BO3MOXKHOCTH €r0
JUTUTENILHOTO OECCUMITOMHOIO TEUEHHSI U MHOTOJIMKOCTH KIIMHUYECKUX MposBiIeHUH. [lomumo
NEePEUYMCIICHHBIX BbILIE KIMHUYECKUX MPU3HAKOB OoJie3HH, B AuarHoctuke [ICX ncnomnb3yror
MHOTOYHCIIEHHbIE JJAOOPAaTOPHBIE U HHCTPYMEHTAIbHbIE METO/Ibl UCCIIeioBaHMs. B
OMOXMMHUYECKOM aHAJIN3€ KPOBHU OIPEICIIAIOT YBEIMUEHHOE COAEPKAHNE XOJIECTATUYECKUX
(epMeHTOB: 11eI0YHOH (ocdaTas3sl U raMMa-TIIyTaMIITpaHCHIeNnTHaa3bl. Eciy BO3HUKAIOT
COMHEHHSI, OTIPENIEIIAIOT AONOJHUTEIBHO €lle OJIMH XOJeCTaTHYeCKUN (epMeHT —
neiunHamunonentuaasy. Kpome toro, y 50% GonpHbIx [ICX noBblmmaeTcst 001 ypoBeHb
OunMpyOHHa, IPEUMYIIECTBEHHO 3a CUET €r0 KOHbIOTUPOBAHHHOM (Ppakiiu, U ypOBEHb
xonectepuHa. Habmoaarorcss OunupyOous- u ypooununypus. Y 6osasimuHcTBa (90%) 601bHBIX
IICX oTMeuaeTcst yMepeHHOE MOBBILIEHHE YPOBHS (PepMEHTOB IIMTOJIN3a — aMUHOTpaHcdepas,
B OoJblIe cTeneHn alaHMHaMUHOTpaHcdepasbl U B MeHbIIeH — acnapTaTaMUHOTpaHCchepasbl.
IIpu nccnenoBanuM CBIBOPOTOUHBIX Ig onpenensercs runepraMmmariooyInHEMUs ¢
npeobnananueM IgM (y 50% 607bHBIX), a TaK)Ke MOBBIIIEHHAs KOHIIEHTPALUS CHIBOPOTOYHBIX U
OUIMAPHBIX HUPKYIUPYIOUIMX IMMYHHBIX KOMILIEKCOB (y 70%). IlpumepHo y 7% GOIBHBIX
HabmronaeTcst 03uHOpuinst. Jlnarnoctuyeckoe 3HaU€HUE MPUIAETCS TIOBBIILICHUIO TUTPA
AHTUHYKJICAPHBIX U aHTUIJIaJKOMBIIIEYHBIX ayToaHTuTeN: y 6—35 n 11—60% cooTBETCTBEHHO.



Menee MHPOPMATUBHO OTIPENICIICHUE TUTPA AHTUPUOOCOMATIBHBIX P-aHTUTEI. Y BEITHUCHHE
coJiepKaHue B KPOBH LIEPYJIOIUIA3MHUHA, OTBETCTBEHHOTO 32 0OMEH MEJH, B Pe3yJIbTaTe Yero
Me/Ib HAKaIUIMBAeTCsl B TKAHU MEYCHU. B CBsI3M ¢ X0JiecTa30M HaOMI01aeTCsl THUIIEPIUITHIEMUS C
HapacTaHUEM JIMIIONPOTEMHOB HU3KOW U OYEHb HU3KOH INIOTHOCTH, IPEUMYILIECTBEHHO UX 02 - U
B-dpakmuii, a Takke 0coObIX X-munonpoTerHoB [2]. [Ipu ocnoxuernu [ICX Bocxomanmm
OaKTepUATBHBIM XOJAHTUTOM OTMEUAIOTCS THIIEPIICHKOIINTO3, pe3koe Hapactanue COD u
YBEIIMYEHHOE coJiep)aHne 0eIKoB ocTpoi (a3el (C-peakTHBHOTO MPOTEHHA, 0.l -aHTUTpHUIICHHA
u j1p.). Hanbonee neHnsmM nabopatopHbiM TecToM B nuarnoctuke [ICX cunraror nosiBneHne u
HapactaHue TuTpa atTunuuHbiXx pANCA, cocrosmmx B ocHoBHOM 13 IgG1 u IgG3 , ypoBeHs
KOTOPBIX NOBBIMIAETCA Y 55—85% O6oisbHbIX. Ocnoxxkuenue [ICX xoslaHrnoKkapImHOMOM
COIMPOBOXKIAETCS MOBBIILIEHUEM YPOBHS OITYyXOJIEBBIX MapKEPOB.

Metoiom Bbi6opa B nuarnoctuke [ICX cunraerca OPXIIT, mo3Bosstomias BU3yaaIu3upoBarh
MHOYXECTBEHHBIE KOPOTKHUE U KOJIBIICBUIHBIE CTPUKTYPHI BHYTPHU- U BHEMIEYECHOUHBIX KETIHBIX
MIPOTOKOB, YEPEIYIOIIHECS B yYACTKAMU AUBEPTUKYIONOAOOHBIX MEIIKOBUAHBIX PACILINPEHUH,
YTO MOJIyYMJI0 00pa3HOE Ha3BaHUE «CUMIITOM OYC M YETOK (4ETKOOOpa3HbIX AeGopMaiuil)» win
«CUMITOM HHUTKH xemuyray [3, 4, 10]. B 20% ciyuaes npu [ICX HaOIIOAaIOTCS CTPUKTYPHI
TOJIBKO BHYTPHU- WJIM TOJILKO BHENEUEHOUHBIX KEITYHBIX MPOTOKOB [2,3]. BmecTe ¢ Tem
HE00X0MMO YIHUTHIBaTh, 9T0 DPXIII" — 3T0 MHBAa3MBHBII METO]T MCCIIEIOBAHHS,
oOycnoBnuBaromuii B 15% ciydyaeB pa3nudHbIe OCIO0KHEHHS BIUIOTH JI0 Pa3BUTHS OCTPOTO
MaHKpeaTuTa, Mo3TOMY B MOCIIEAHEE BPEMS MPEANOUYTEHHE OT/IAl0T BEICOKOMH(OPMATHBHOMY,
HEMHBA3MBHOMY U 0€3011aCHOMY METO/1y — MarHUTHO-PE30HAHCHOU
xoJianruonankpeartorpaduu [ 1, 3, 4]. ITpu [ICX ¢ npenmyIiecCTBEHHBIM MOPAKCHUEM MEJIKUX
YKETYHBIX IPOTOKOB TUIIMYHBIC IPU3HAKU NIEPUXOJIAHTUTA TP HHCTPYMEHTAIBHOM
HCCIIEIOBAaHUH Yalle BCEro OTCYTCTBYIOT [2]. YIbTpa3ByKOBOE UCCIIEIOBAHUE, BKITIOYAS
SH/I0CKOMUYECKYIO YIbTpacOHOTpaduio, U KOMIbIOTEpHAsi TOMOTpadus MO3BOJISIIOT
JMarHOCTUPOBATh BHEMEUEHOUHBIN XoJecTa3 (0I0Kaay BHENIEUEHOYHBIX KETUYHBIX IPOTOKOB),
0OHapyXUTh MMAaTOJIOTMYECKUE U3MEHEHUS B )KEITYHOM My3bIpe (KOHKPEMEHTBHI, TOJIUIIHI,
XOJIECTEePO3) U MOIKEITYA0YHOM Kele3e (XPOHUUECKUN TaHKPEaTHUT, paK Mo HKeNyI0YHOI
xKelnessl U p.). BaxxkHoe quarnoctuyeckoe 3Hauenue npu [ICX nmerot 6uoricus neyeHu u
TUCTOJIOTHYECKOe U3yuyeHHe OMONICUITHOTO MaTepuaia. DTUM METOIOM OIPEIEISIIOTCS
Iporpeccupyromiee CKIepo3upoOBaHre U 00IUTEpaLIUs KEITYHBIX IPOTOKOB — CUHIPOM
MCUYE3aIINX KETUYHBIX MPOTOKOB (vanishing bile duct syndrome), koTopbie MpopacTaroT
TSYKaMU COETUHUTENFHOM TKaHU HAo1001e JTyKOBOH menyxu [3]

Jleue6noe nutanue 0onpHbIX [ICX (1euebnsbiit cron Ne 5 mo M.U. [1eB3Hepy) mpenmnonaraet
IpoOHbIH (4—5 pa3) npueM nuimu HeboapuMu nopuusMu. [lockoneky stuonorus [ICX
HEU3BECTHA, UCTOJIB30BaTh Hanboee F3PPEKTUBHYIO — ITHOTPOIHYIO (PapMaKOTEpaInio
HEBO3MOXHO [1, 3, 4,6]

EnnHCTBEHHBIM ITpenapaTtoM, KOTOPbI 00ecneun1 JOCTHKEHHE CYIIECTBEHHOTO (OIIYyTHMOTO)
KkIMHMYeckoro adexra npu seyennn [ICX okazanace ypconezokcuxonenas kucinora (Y AXK).
Jleue6nast no3a YIXK mpu I1CX cocrapnsier 12—15 (ue 6onee 20) mr/kr B cyTku (500—750
mr/cyt). Cyrounyto 103y Y IXK M0oxHO pazaenuTs Ha 3 npruemMa Wik NIpUHUMAaTh OJTHOKPAaTHO
BeduepoM. Jleuenne YIXK nomxHo ObITh HenpepbIBHBIM. [Ipy nepepbiBe B JIeYeHUU BO3HUKAET
peumaus [1ICX. [Tobounslit apdext — nauapes Bctpeuaetcs penko (menee 2%) [1—4, 8, 14].
D¢ ekt neuenus 6onbHbIX [ICX npenaparamu YIXK noarsepikaaercs cleayOmUMu
JAHHBIMU.



1. YMensnaercs BHYTpU- U BHEIIEYCHOYHBIN X0JeCTa3, 0 4HCM CBUACTCIILCTBYCT CHUIKCHUC
ypoBHs (hepMEHTOB XoJjecTasa (menodnoit gpocdaraspl, raMma-TIyTaMUAITPAHCIETITHIA3HI,
JICUITMTHAMHUHOTICTITH/IA3bI).

2. YMeHBbIIIaeT MpoucCChl HUTOJIM3A B IICYCHU, YTO MMOATBCPIKAACTCA CHIKCHHUEM YPOBHA
(bepMeHTOB 1UTONM3A (aJTAaHUH- U acapTaTaMUHOTpaHC(hepasbl).

3. YMeHbIIaeTcs BEIPaKEHHOCTD XKEITYXH 3a CUET CHIDKCHUS YPOBHS 00IIIero u
KOHBIOTUPOBAHHOTO OMIIMpPYOHHA.

4. CHIXaeT ypOBEHb XOJIECTEPHHA B JKETUH, CIIOCOOCTBYS PACTBOPEHHIO XOJIECTEPHHOBBIX
KEITYHBIX KaMHEH 1 Tpeaynpexaast ux oOpa3oBaHue.

5. IIpuem Y/IXK ymeHbIIa€T HHTEHCUBHOCTD KOYKHOTO 3y/a.

6. [Ipuem npenaparos Y/IXK cHuxaetr runepuMMyHOTTIOOYJIMHEMHUIO, B TOM YHUCJIE YPOBEHb
IgM, oka3pIBass UMMYHOMOIYJIMPYIOLIEE IEUCTBUE.

7. Anurensubiit npueM Y IXK ymepeHHO ynydiiaeT THCTOJIOTHYECKYIO KapTUHY MeYeHH (IIpU
M3Y4YEeHUHU ee OMONTATOB) U, KaK MOJIaralT, 3aMeJUIIeT MPOrpecCUpOBaHNEe MOPTaTbHON
TUIEPTEH3UH.

Bwmecte ¢ Tem neuenue 6ompHbIX [ICX mpenaparamu Y JIXK He BauseT Ha mporpeccupoBaHue
¢ubpo3a U BOCIATUTENBHBIH MPOLIECC B TIEUE€HHU, KOTOPbIE 00YCIOBIMBAIOT JECTPYKIIHIO
KEITYHBIX MPOTOKOB C TIOSBJICHUEM CTEHO3a U MPOTPECCUPYIOIIYI0 0OCTPYKIINIO IPOTOKOBOM
CUCTEMBI, a TAK)K€ HE OKA3bIBAIOT BIIMAHUS HA MPOJIOJKUTEIBHOCTD KU3HU OOJBHBIX [1, 2—5, 6,
13]. Ilpu ocnoxuennu [ICX Bocxoaamum OaKTEpHATIBHBIM XOJIAHTUTOM HEO0XO0IUMO
0e30TnarareabHO HA3HAYUTh aHTUOAKTepUaIbHYIO Tepanuio. [IpeanoururensHee
WCIIOJIb30BaHKE 1edaiocrioprHOB: nedakiopa (BHyTpb o 250—500 mr 3 pa3a B CyTKH) WA
nedypakcuma (mapentepanbao 1mo 750—1500 mr 3 paza B cyrku). Bo3MoxHO Ha3HavyeHHE P3-
JIaKTaMHOTO aHTHOMOTHKA pudammnuiuHa (BHYTph 110 450—600 Mr/cyt B 1—2 npuema uimm
BHYTPHBEHHO KaIleJIbHO B TOH K€ J103€), a TaKKe MeTpoHuaa301a (BHYTph 1o 500 Mr 3 pasa B

cyrkn) [13].

[ICX yacrto coueraercs ¢ AK u pexe ¢ BK. B atux cnydasx s 1e4eHusi Ha3Ha4yaroT
MMMYHOCYIIPECUBHYIO TEPANUIO: MIPEIHU30JI0H (MeTUIipea) no 1 Mr/Kr B CyTKU Wil OyIeCOHH]T
(o 3 mr 3 paza B cyTku); a3aTuonpuH (1mo 1— 1,5 MI/Kr B CyTKH); Mecana3uH (caaodabk,
MeCaKoJI, IeHTaca, ME3aBaHT) B COOTBETCTBYIOLIUX J03aX. Pexke UCIOoNb3yI0T MUKIOCTIOPUH A
(mo 5—15 mr/kr B cytku) u Takpoaumyc (1o 0,1—0,2 mr/kr B cytku) BHyTps [1, 3, 7]. [lomumo
bapmakorepanuu, B JeueHur 607abHBIX [ICX HCMONB3YIOT SHAOCKOMUYECKUE METOIbI: TIPU
CTEHO3€ 00IIEro )KeITYHOr0 MPOTOKA MPOU3BOAST €ro Oy>KUpOBaHHUE C HaNoXkeHHeM T-00pa3HOTO
JpeHa)a, OCYIIECTBIIAIOT OAIJIOHHYIO AUIATAIINI0 CTEHO3UPOBAHHBIX YUYaCTKOB C
ycTaHOBJIEHHEM BpEéMeHHBIX (Ha 10 aHel) CTeHTOB win Ha3o0umapHoro 3081a [1, 3, 4].

Xupyprudeckux MetoaoB seueHus npu [ICX cremyer mo BO3MOXKXHOCTH U30€rath.
EnunacTBeHHBIM 2P PEeKTUBHBIM MeTOA0M JiedeHHs 00sbHbIX [ICX sBseTcs TpaHCIIaHTaLuUs
nevyenu [1—S5, 12, 13]. K coxanenuro, moka oCylecTBUTh TPAHCIITIAHTAIIMIO TIEYEHU BO3MOKHO
TobKO y 8% 60mpHBIX [ICX [3].

HepereCTHbIe AYTOMMMYHHBIC CHHAPOMBI

B renaronorun nepekpectHeie CHHAPOMBI (overlap syndroms) npencTaBiisitoT BapuaHTHbBIE
(OpMBI KJTACCHYECKUX ayTOMMMYHHBIX 3a00JI€BaHUi: ayTOMMMYHHOTO renatuta, (AU,



MEePBUYHOTO OunuapHoro muppo3sa neueHu (I1B1]), nepBrHYHOTO CKICPO3UPYIOIIETO XOJIaHTUTA
(ITICX). ITepekpecTHbIit cuHIPOM 0003HAYAECT HAIMYUE Y OJTHOTO OOJBHOTO KITMHHUYECKHUX,
OMOXMMHYECKUX, CEPOJIOTUICCKIX U/UITH TUCTOJIOTMYECKHUX MPU3HAKOB, XapaKTEPHBIX KaK s
ayTOMMMYHHOTO TeIaTUTa, TaK U JUII ayTOUMMYHHOTO XOJIeCTaTH4YecKoro 3aboneBanus. B
JIUTEepaType OMUCaHbl €AUHUYHBIC HAOIIOCHUS, B KOTOPHIX ayTOMMMYHHOE 3a00JIeBaHUE
neyeHu Ha (oue aurensHoi Tepanuu nepenuio u3 [1BL] 8 AUT u uz AUT B [1BL] [4]. OTn
HaAOJIO/ICHUS HE BKITFOYAIOTCS B TICPEKPECTHBINA CHHJIPOM.

[To maHHBIM pa3HBIX aBTOPOB, CPEAN MAIIMEHTOB C AyTOMMMYHHBIMH 3a00JICBAHUSAMU TICYCHU
MEPEKPECTHBIN CHHIPOM BeTpevaeTcs ¢ yactotout 10 10%. [Jons 6ompabIx ¢ [IC AUT/TIBLL
Cpeay ayTOMMMYHHBIX 3a00J1€BaHUI MIEUEHU 110 JaHHBIM CIIEIUaTU3UPOBAHHOTO
renarojoru4eckoro oTaeneHus knuHuky npomneaeTuku [IMI'MY um. M. M. CeuenoBa
cocrasmina 21% [5].

B ximHHYeckoi nmpakTuke ABa ri1aBHbIX HauOoJiee pacClPOCTPAHEHHBIX M U3yYEHHBIX
3aboneBanus: [IBL] u AUI" moryT ObITh ueTko AU PepeHIpPOBaHbl HA OCHOBAHUU CUMIITOMOB,
OMOXMMHYECKUX, CEPOJIOTUYECKUX TECTOB U T'MCTOJIOTMUECKUX HcciaenoBaHuil. TunuyHble
O0COOEHHOCTH CIIEYIOUINE: IPEUMYIIECTBEHHOE paclpoCTpaHeHue 3a00IeBaHMsl CpeAU KEHIINH
xapakrepHo kak g AU (80%), tak u mst TIBL (90%). OueBuaHO, YTO IpU ayTOUMMYHHOM
renarute (PepMEHTHBIE MOKA3aTeNN XapaKTepU3yIOTCs MpeodiajJaHieM CHHAPOMa LUTOIU3a
(axtuBHOCTH ATAT B 5 1 OoJiee pa3 mpeBoCXoAUT ypoBeHb noBbiiieHus D), B To Bpems kak
nipu [1B1] mpeo6nanaer noswimenue LD u y-I'T, To ecTh hepmeHTOB X0MecTasza, U OTMEYACTCS
TOJIBKO YMEPEHHOE MOBBIIIEHNE CHIBOPOTOYHBIX TpaHcaMuHa3. Kpome Toro, [gG —
npeobagaronuii *UMMyHOTJI00yMH y manmenToB AUTT, B To Bpems kak IgM noBsimieH

y 6onpmmHcTBa anuenToB ¢ [1BL.

B nocnennem uccnenoanuu [ 12] aBropsl onpenensator cunapom nepekpecra AUT/TIBL] kak
couetranue [IBI] u AUI u, cnegoBaTenbHO, JOJKHBI IPUCYTCTBOBATH JIBA WM TPU KPUTEPHUS
kaxioro 3aboneBanus. st [1BL ot kputepun crneayromme:

e [IIO>2Nwmwmy-IT>5N;
e AMA n0JI0)KUTEJIbHBIE B TUArHOCTUYECKOM TUTPE;

® [IPU T'UCTOJIOTHYCCKOM HUCCIICAOBAaHNU BBISIBIICHUC HETrHOMHOT'O JACCTPYKTUBHOI'O XOJIAHI'UTA
U IPOTrpeCCUPYIOUICTO MOPAKCHUA MCIIKNUX KCITIYHBIX ITPOTOKOB.

Kputepusmu gyt AUL sBisiics:
e aktTuBHOCTE ATAT > 5 N;
e [gG > 2 N wnu SMA n0J10XKUTENbHbIE B JUaTHOCTUYECKOM TUTPE;

® [IPpU TUCTOJIOTHYCCKOM HUCCIICAOBAHUN O6H8.py>K€HI/Ie YMEPCHHBIX WUJIN TAKCIIBIX
NEPpUIIOPTAJIBHBIX CTYIICHYATBbIX HEKPO30B.

Pa3BuTHe ayTOMMMYHHOI'O T€MIaTHTa y OJTHOTO MAaIMEeHTa B 3TOM UCCIIEI0OBAaHUU ObLIO BBISBIEHO
npu aeuernn Y XK [12]. XapaxkTtepHble 0COOCHHOCTH NAIMEHTOB C NEPEKPECTHBIM CHHIPOMOM
AWI/TIBL BKIIOYaOT BBIPaKEHHBIN MOABEM aKTUBHOCTH CHIBOPOTOUHBIX TPaHCAMHUHa3,
oOHapyXeHHe MapKepoB XoJjecTasa, yMepeHHoe noBbimeHne [gG 1 yacto — 3HaYuTeNbHOE
MOBBIIIEHHE UMMYHOTI00yuHa M.. IIpu ceponornyeckom Mcciae0BaHUM 0OHAPYKUBAIOT
AHTUMHUTOXOHPHAJIBbHBIC aHTHTENA K TUPYBATACT UAPOTeHa3HOMY KoMIuiekcy (AMA-M)

B JMarHOCTHYECKOM THTpE U Bbilie, ANA (aHTHHYKJIeapHble aHTUTENa) W/ SMA (aHTuTena



K I1ajikoil Mmyckynarype), SLA (aHTuTeNa K pacCTBOPUMOMY IIEUEHOUYHOMY Jiunonporenny). [pu
9TOM BApUAHTE MIEPEKPECTHOTO CUHAPOMA BBISBIISETCA OTUETINBAS aCCOLUALMS

¢ xapakrepubiMu 11t AUT pakropamu pucka: HLA B8, DR3 nnu DR4. Pesynbrats
TUCTOJIOTMYECKOI0 UCCIIEJOBaHMSI BBISABIIAIOT U3MEHEHUS, Ipucylue npeumyniectseHHo AU,
— TOpTaJibHAs ¥ IepUNIOPTaIbHAs TUMpoITapHas HHPUIBTPALS, BEIPAKEHHBIC
MIEPUNIOPTAIIbHBIE CTYIIEHYAThIE 1 MOCTOBUAHbBIE HEKPO3bI, B PAJIE CIy4aeB MOCTOBUIHBIN
¢ubpo3. Hapsay ¢ 3TuM MokeT HaOIMI0IaThCs JECTPYKIUS M MPOTH(eparus KeTIHbIX
poTOKOB. OCOOEHHOCTH KIIMHUYECKOTO T€UEHHS 00JIbIIIE COOTBETCTBYIOT ayTOUMMYHHOMY
renaTuTy, CKOpoCTh IPOrPECCUPOBAHUS ONIPEAEIAETCS BRIPAKEHHOCTHIO HEKPOTUYECKUX

U BOCHAJIUTENIbHBIX U3MEHEHUH. OJIHAKO Y HEKOTOPBIX OOJIBHBIX MOTYT Ipeo0IaaaTh
KJIIMHWYECKHE U ceposiornyeckue npusHaku [1bL1, BcieacTere 3Toro nepekpecTHsId CHHIPOM
AUI/TIBL] nnoraa paccmarpuBatoT kak BapuanT [IBL]. BaxxHO 0oTMETUTH, UTO HaNMune
aHTUSAZIEPHBIX aHTUTEN Y 607bHBIX ¢ [IBL] He siBrseTcs MapKepoM MepeKPECTHOTO CHHAPOMA
AUT/TIBL, Tak kak BBISBIIEHO, 4TO 3HauuTEeNbHOE MOBbIIeHHE ANA y nmanuentos [1B1] ne
COMPOBOXKAANOCH pazBuTeM cumntoMoB AUI'. HanpoTus, Hannuue anturen Kk SLA y 6071bHBIX
c I1BL] siBnsinock mapkepom nepekpectoro cunapoma AUI/IIBL] [13]

BonbHBIE C IEPEKPECTHBIM CHHIPOMOM UMEIOT KpailHe CMENIaHHYI0 KIMHUYECKYIO,
OMOXUMHYECKYIO, CEPOJIOTHUYECKYIO KapTHHY. [[narno3 mepexkpecTHOro CHHAPOMA CTAaBUTCS MPH
HaJU4IMH TI0 KpaifHEW Mepe IBYX U3 TPEX TMCTOJOTHIECKUX, CEPOTOTHIECKUX U OMOXUMHUECKHIX
KpUTepueB s Kaxxaoro 3adbosieBanws [12]. [Ipu ructomornueckoM ucciae10BaHUN XapaKTepHO
HaJU4He CTYNEHYATHIX IEPUTOPTATHLHBIX U JOOYISIPHBIX HEKPO30B. [lepekpecTHhIN CHHIPOM

y 607bHBIX ¢ Moka3aHHBIM [1B1] ycTaHaBnuBalOT Mpu HATMYUKM HE MEHEE 2 U3 4 CIIeTYIOIINX
kputepues [12; 14]: moBeimenue AnAT He meree S HopM; i1gG He MeHee 2 HopMm; SMA

B TMAarHOCTHUYECKOM THUTpE; HAIMYKE MEPUIOPTAILHBIX CTYIIEHUAThIX HEKPO30B.

[Tepexpectusrit cuaapom AUI ¢ TICX ObuT onucan BO MHOTHUX COOOIIeHUIX B KoHIIE 1990-x
rOJIOB MPEUMYIIECTBEHHO Y JIETeH U Y MEHBILIETO YHCIIa B3POCIBIX O0IbHBIX, U, MOYKHO
MPEANOJIOKHUTh, 3TOT CUHAPOM UMEET MECTO Y 3HAYUTEIIbHON YaCTH MPEUMYIIIECTBEHHO
MOJIOJIBIX OOJIBHBIX C ayTOMMMYHHOM 00JIe3HBIO MedeHH. YeTKre TUarHoCTHUYeCKue KpUuTepuu
st yeranosiienus AUT/TICX we pa3zpaboTtanbl. B kmuHUYeCKOH TPaKTUKE MOTYT OBITH
WCII0JIb30BaHbI cieaytoniie kpurepu [13]: Hanudre OMOXUMUYECKUX, CEPOTIOTHUECKUX,
ructojiornueckux npuzHakoB AUI™ no mkane auarnoctuku AW B konudectBe Oobie 15
6amnoB; BblaBiIeHHE ANA nimu SMA B tutpe Oosbiie 40; oOHapyKeHHe CTyHeHUYaThIX
HEKPO30B, TUM(POIUTAPHBIX PO3ETOK, YMEPEHHOTO HIIN BBIPAKEHHOTO MEPUNIOPTATHLHOTO WU
MepHUCENTaIbHOrO BocnaneHus; BepuduiupoBanHbiii auarHos [ICX ¢ nomompbio SPXIIT nnmn
MPT-xonanruorpaduu. B nedrore nepexpectusiii cunapom AUT/IICX gacto mposiBisieTcst
KIIMHUYECKUMH, OMOXUMUYECKHUMH U cepojiornueckumu npuznakamu AUIL, cnektp anturTen
OTpa)kaeT CeHCUOUIN3alnIO K aHTureHam ananoruunyo AUI. B pa3BepHyToii ctaauu Hapsiay
C KJIIMHUYECKUMH U CeposiornueckuMu npuzHakamu AUIL nosiBisitoTCs KIMHUYECKUI

1 OMOXMMHYECKUN CHHAPOM XoJiecTa3a u (uOpO3HbIe M3MEHEHHUS IPOTOKOB B OMOTNTaTax
nedenu. [{ng 6onpubIx ¢ AUT/IICX nepekpecToM MpHCyIlla yacTasi acCOLUaIus

C BOCTIATTUTENILHBIMU 3200JIEBaHUSIMU KHIIIEYHHUKA U BbIsiBIeHHEM p-ANCA B CBIBOPOTKE

AyTorMMYyHHBbIE 3a00JI€BaHHs TE€YEHU UMEIOT MEXAy cO00I 04eHb MHOT0 0011ero. ¥ G0JIbHBIX
IIBL] u IICX ycraHoBiIeHa TecHast CBSA3b UX OOJIE3HU C TEHOTUIIOM. B KIMHUYECKOH MpakTHKe
HapsAIy C TPaIUIMOHHBIMU ayTOUMMYHHBIMU 3a6oseBanussmu — AUI, TIBL, [ICX nepeaxo
BCTPEYAETCs] CHHIPOM ayTOMMMYHHOTO nepekpecTta. Llenecoobpa3Ha coueTaHHas Tepanus
MEPEKPECTHOTO CHHAPOMA MPEAHNU30JI0HOM (OyaecoHnI0M), azaTuonpuHoM 1 Y JIXK
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