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Beenenne
[TepBuunsblii ckneposupyromuii xonanrut (IICX) — 310 xpoHUyeckoe XonecTaTuueckoe 3a-
OosieBaHME [TEYEHN HEM3BECTHOM 3TUOJIOTUH, XapaKTEPU3YIOIIEECs] HETHOMHBIM J1€CTPYKTUBHBIM
BOCHAJICHUEM, OOJIUTEPUPYIOIIUM CKIEPO30M U CETMEHTAPHOM JUaTallieil BHyTpH- U BHEIIEUe-
HOYHBIX JKETUHBIX IIPOTOKOB, UMEIOLIEE POTPECCUPYIOLIEE TEUEHUE U TIPUBOJAIIEE K Pa3BUTHIO
BTOPUYHOTO OMJIMAPHOTO IUPPO3a MEUEHH, MOPTaIbHONU TUIEPTEeH3UU U IIEYCHOYHON HeJ0CTa-
TOYHOCTH. 3a0oeBanue BrepBbie onucano B 1924 1. P.Delbet. Tepmun "IICX" cTan
UCIIOJIB30BaThes ¢ 60-X TOI0B /Al 0003HAYEHUSI XPOHUUYECKUX 3a00I€BaHMIA, XapaKTEPU3YIOLIUXCS
YTOJILEHUEM, YIUIOTHEHUEM, HEPAaBHOMEPHBIM CY>)KEHUEM BHE- U BHYTPUIIEUEHOUHBIX HKETIHBIX
IIPOTOKOB, MPUYMHA TIOPAXKEHUS KOTOPBIX OCTaBajlach HE BBISICHEHHOU. /[narHo3 ycranaBnuBaics BO
BpeMs OTlepanyy Win Ha ayToncud. Jo koHna 70-X rogoB MpOIUIOTO CTONETHS 3a00IeBaHIe
cUMTaNOCh KpaitHe peakuM. bouto onucano Beero okono 100 cimydaes IICX. Buenpenue B
KJIMHUYECKYIO NPAKTUKY dHJOCKOIUYECKON peTporpaaHoi xonanruonankpearorpaduu (OPXIIT)
MO3BOJIMJIO TIOUTH B 2 pasa yaille AMarHOCTHUPOBATh ITO 3a00JIeBaHHE.

AnuaeMHuOoI0rusl
[ICX — 310 raBHBIM 00pa3oM 3a00JIeBaHUE MOJIOJBIX MYXUHH B Bo3pacte ot 25 1o 40 net. B
HACTOSIIIEe BpEMs OTCYTCTBYIOT JIaHHBbIe 00 UCTUHHOU pacnpocTtpaneHHocTH [ICX. D10 00Y-
CJIOBJICHO, C OJIHOW CTOPOHBI, BO3MOXXHOCTBIO JTTUTEIIBHOTO OECCUMITTOMHOTO T€UEHUS 3a00J1e-
BaHUS, a C APYroi — TeM, YTO CTATUCTHUUECKHUE JaHHBIE BO MHOTOM OIUPAIOTCS HA (DaKT yacToi
accouuanuu [ICX c BocnanutenbHbMH 3a00eBanuaMu kumednrka (B3K), B mepByro ouepenp ¢
HecrnenuuyeckuM si3BeHHbIM KomuToM (HAK). Takum o6pa3oM, pacder pacnpoCTpaHEHHOCTH
[ICX npousBoauTcss HA OCHOBAaHUU 4acTOTHI BhisiBIsieMocTH HAK.
Pacnipoctpanennocts [ICX y manuentos ¢ B3K, mo pazueim HabmoaeHusM, koneduetcs ot 2,4 1o
7,5%. Hactora IICX, paccuntannas Ha ocHoBe pacupocrpaneHHocty HAK B IlIseruu (1991),
cocraBuia 6,3 cinyyas Ha 100 000 nacenenus. Onnako IICX He Bcerna accouuupo- BaH ¢
BOCIMAJIUTEILHBIMU 3200JIEBAaHUSIMU KUIIIEYHHUKA. MIMeeTcst IMpoKuil 1uamna3on pacipo-
ctpanennocty HAK y manuentos ¢ [ICX. B SImonun sta accouunanus HabmaronaeTcs Bcero y 22%
nanueHToB ¢ [ICX, B Ucnanuu —y 44%, B Unguu —y 50% , B CILIA —y 71%. Camblil BeICOKUI
nokaszarenb (98%) ycTaHOBIIEH B HCCIIeIOBaHUH, TpoBeileHHOM B HopBeruu.

ITHOJIOTHS
Ortuonorus [ICX HensBectHa. B kauecTBe MOTEHIMAIBHBIX 3THONATOTEHETHYECKUX (DaKTOPOB
paccMaTpuBarOTCsS XpOHUYECKast MOpTajibHas OaKTepueMusi U TOKCeMUsl, 00yCIOBIEHHbIE TIOBbI-
HIEHHOW POHHUIIAEMOCTHIO KUIIEYHOH CTEHKH; TOKCHYECKOE IEHCTBHE THAPOPOOHBIX HKEITTHBIX
KHCJIOT, 00pa3yIoIMXCcs B BOCIIAJICHHOM KHIIKE M0J] 1eHCTBHEM MUKPOQIIOPHI ; BUPYCHas
UHQEKIHs (IIITOMETaIOBUPYC, pEOBUPYC 3-T0 THMA). M3ydaeTcs reHeTndeckas
npeapacnoyiokKeHHOCTh — BbisiBIeHa accouuarus [ICX ¢ ramnorunamu HLA-B8, DR2, DR3, DR6,
DRw52a, Al. Mccnenyrorcest ayTOMMMYHHBIE MEXaHU3MBI Pa3BUTHs 3a00seBaHus. Teopus OCHOBaHA
Ha pe3ysbTarax FeHeTUYEeCKUX MCCIIEeJOBaHUM, OCKOIbKY MHOTHE ayTOUMMYHHBIE 3a00JI€BaHUS
accouunpoBansbl ¢ ykazanHbiMU ramtorunamMu HLA . TIpu IICX umeroT Mecto HapylieHus B
cucTeMe r'yMOpajibHOTO U KIETOYHOI'O UMMYHHUTETA. B CBIBOPOTKE KPOBU OOJIBHBIX BBIABIISIOTCS
aytoantutena (pANCA, aHTUIVIaJKOMBIILIEYHbIE, aHTUHYKJIEAPHBIE, aHTUKAPUOIUIIMHOBBIE,
aHTUTUpONEepoKcuaa3Hbie). He nckirouaercs uimeMudeckoe MoBpexkIeHUE apTeproI, MUTAIOIINX
YKEJTYHBIE TPOTOKH.



Kinunnyeckass kapTuHa
B 10-25% ciyuaeB 3a0oseBanue nporekaeT 6eccuMnToMHO . COCTOSTHHE OOJTBHBIX MHOTHE TO/IBI
OCTaeTcsl yIOBIETBOPUTENbHBIM. HO Haxke mpu 6eCCUMIITOMHOM TeYeHHH 3a00JIeBaHUE MOXKET
IIPOrpecCUpoBaTh C pa3BUTHEM Luppo3a neueHu. [loBogoMm i o0cae1oBaHus B TAKUX CIydasx
MOTYT CTaTh MPU3HAKH MOPTAIHHOM TMIEPTEH3UH, BOSHUKIIINE HA TIO3/IHEH CTauu 3a00JIeBaHUS
(crieHOMeTralnsl, aCIUT, KPOBOTEUYCHNE U3 BAPUKO3HO-PACIIHPEHHBIX BEH IMHIIEBO/IA. )
[TepBbIM mposiBIeHHEM 3a00JI€BaHUSI HEPEKO SBISIETCS MOBBIIICHUE AKTUBHOCTH LIEJIIOUHOM
docdarassr (LI[D) cEIBOPOTKH KPOBU. MOXKET OTMEUAThCS TUTIEpTpaHCaMUHa3eMusi. Pa3BepHy- Tas
KapThHa 3a00JIeBaHUS CKJIaIbIBACTCs U3 HapacTaromiei ciadboctu, nuddy3Horo kokHOTO 3y/a,
xentyxu. [losBnenue B kimmHnueckor kaptune [ICX nepemerxaroiieiicss TMXopaaku 00yCIOBICHO
1160 OaKTepuaNbHBIM XOJaHTUTOM, JIN00 0obocTpeHnem conmyTcrByromero HAK, Bo3- moxeH Taxxke
MapaHeoIUIACTUICCKUI e TeHe3 TP Pa3BUTHHU XOJaHTHOKAPIIMHOMBI. BO3HUKaIOIINE TTH301bI
abIOMHUHATILHBIX OOJIel Yalle BCEro CBsI3aHbl ¢ OaKTepUaIbHBIM XOMaHTUTOM. Hepeako BBISBISIOTCS
rermaroMerayivs, yMeHbIIEHUE MacChl Tea. Eciii nMeeT MeCTo COImyTCTBYIOIMUHN HeCTICIIMPUIeCKUI
SA3BEHHBIN KOJIHT, TO OH, KaK MPaBUJIO, ObIBAET TOTAIBHBIM, JIETKOM WM CpeAHEH CTENEHH TAXKECTH.
Juarno3 [1CX vaie ycraHaBIMBaeTCs MO3HEE TUATHO3a 3a00JICBaHUS KUIIICYHUKA.

JAnarnocruka
[Ipu uccnenoBaHUM CHIBOPOTKU KPOBH BBISBISIFOTCS TIPU3HAKH XOJIECTa3a C TOBHIIIEHUEM YPOBHS
[I1® B 3 pa3a Beie HOPMBI U Oonee. OObIYHO HAOMIOAAETCS TUNIEPOMITHPYOUHEMUS. YPOBEHD
CBIBOPOTOYHBIX TpaHCAMHHAa3 MOBBIIIECH, KaK MpaBuilo, He Oojee uyeM B 5 pa3. HaOmonaercs
YBEJIMYEHHUE COJIEPKAHUS MEIU U LIePYJIOIIa3MHUHA B CHIBOPOTKE KPOBH.
B 30% cnydaeB uMeeT MECTO MOBBIIICHUE g-TTI00YITHHOB, ¥ 50% 3THUX O0IBHBIX HAOIIOIACTCS
[PEUMYIIECTBEHHOE MOBBIIIEHUE YPOBHSI UMMYyHOIII00ynHOB kiacca M (IgM). B ceiBopoTtke
KpOBH B 26—85% HabmoneHnii 00HapyKUBAIOTCs IEPUHYKJI€ApHbIe aHTUHEUTPOPUIIbHBIE LIUTO-
miasmarndeckue anturena (pANCA). pANCA BeisBisitores Kak npu coueranuu [1CX ¢
HSIK, Tak 1 npu u30aupoBaHHBIX opMax mopaxkeHus rnedyeHu. [laroreneTnueckoe 3HaueHUE
pANCA ocraetcs HesicHBIM. BO3MOYXKHO OHU MOAEPKHUBAIOT BOCTIAJICHUE Yepe3 erpaHyIIALUI0
HerTpoduioB. OnHako HE HCKITIOUYEHO, 9TO pANCA SBISIOTCS JUITH AMTU(EHOMEHOM XPOHHUYE-
CKOro BocnasieHus ¥ He y4acTBytoT B pa3Butuu [ICX. Ilocne nepecaaku ne4eHu OHU HE UCUE3AIO0T.
Oty aHTUTENAa OOHApY)KUBatoTca y 25% 310pOoBbIX poAcTBeHHUKOB O0sbHbIX [ICX. B HU3KOM TUTpE
MOTYT TaK)X€ BBIBIIATHCA AHTUTENA K ITIaJIKOM MyCKYJaType U aHTUHYKJIeapHble aHTuTena. B 81%
cilydaeB OOHAPYKUBAIOTCSl aHTUKAPIUOIUITMHOBBIE H aHTHTUPOTICPOKCHIa3HbIe ayToanTuTena. [1o
nanHbIM P.Angulo, J.Peter u coaBt., copepikaHue aHTUKapAMOIUIMHOBBIX AaHTUTEN KOPPEIUPYET C
THECTOJIOTHUYECKON CTaiel 3a00IeBaHus, YTO 1T0- 3BOJISIET MX MCIIOJB30BATh B KAYECTBE
IPOTHOCTUYECKOT0 Mapkepa. B 5% ciydyaeB orMeuaeTcst 303MHOPUIIHS.

Mopddoaornyeckass KapTuHa
I'mcronornueckue usmeHeHus B nedeHy Ha paHHux cragusax [ICX npencraBieHsl HOPTaIbHON U
MePUNIOPTATLHON HHPUIBTpael TuMdonUuTaMu 1 HeUTpoduIaMu, HHOTIA MakpodaramMu u
s03uHO(HIaMH. BOKPYT KeTUHBIX KaHAJBIIEB BHISBISIOT MEPUIYKTYIsIpHOE BocnianeHue. Ha-
OmronaroTes qucTpodudecKkue N3MEHEHHs U IeCKBaMalus snuTenus. B ganpHeiem B mopraib-
HBIX TPAaKTax pa3BuBaeTcs (pudpo3, MPUBOAALINIA K 00pa30BaHUIO BOKPYT MEIKHX KETUHBIX
MIPOTOKOB IUPKYJISIPHO-PACTIONOKEHHBIX MTyYKOB COSAMHUTEIHHON TKAaHHU (CUMITTOM "JTyKOBUYHOU
menyxu"). B oHUX mopTanbHBIX TpakTax HaOMIOAAeTCsl HCYE3HOBEHUE MPOTOKOB, B IPYTHX — OHU
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nponudepupytoT. [loznnue cragun 3a001eBaHus XapaKkTEpU3yIOTCs porpeccupoBanueM pudposa
U TpaHcpopMaluei MPOTOKOB B COEAMHUTENbHOTKAHHbBIE TSXKH. BIM3KopacnonokeH- Hble y4acTKH
MEJIKUX MPOTOKOB, OABEPTLIMECS 00muTepupytomeMy (puopo3y, B MONEpEeUHBIX cpe3ax CTAHOBITCS
MIOXOXH Ha 0XKEPEeJIbe U3 MAJIEHbKUX COETMHUTEIbHOTKAHHBIX Y3€JIKOB

[To ananoruu ¢ nepsuyHbIM OnMapHbM nuppo3oM (I1BL) B pazsutun [1CX Beigenstor 4 ruc-
TOJIOTHUYECKHE cTaauu (Tadm. 1).

I/IHCprMeHTaJILHbIe HCCJICA0OBAHUA
Baxneimmm nuarHocTudeckuM MeTofoM ("'30J10ThIM CTaHIapToM") JJIsl YCTAHOBJICHHUS TMAarHO3a
[ICX siBnsieTcst sHAOCKONMYECKas peTporpaaHas XoJaHruonankpearorpagus. OCHOBHBIM
KPUTEPUEM CUUTAETCS BBISIBICHNE YYAaCTKOB HEPABHOMEPHOI'O CYKEHHUS U PACIIUPEHHUs (UETKO-
00pa3HOCTh) BHYTPHU- U BHETIEUEHOYHBIX KETUHBIX MPOTOKOB. [To x0my 001110 jXeTyHOoro npo-
TOKa MOT'YT OOHAapy>KUBaThCS AUBEPTUKYIONOA00HbIE BhINITUMBaHMsl. VIHOTIa B MaTOIOrMYeCKUii
IIPOLIECC MOXKET BOBJIEKAThCA KEIYHBIN My3bIpb. AnbTepHaTuBoil OPXIII Ha cerogHAHNN AEHb
ABJISIETCS MATHUTHO-PE30HAHCHAS XOJIaHTHOrpadusi — HEMHBa3UBHBIN, BBICOKOMH(DOPMATUBHBIH
METOJ] BU3YaIU3al[1UH JKEITUHBIX IIPOTOKOB.
[TepBUUHBII CKIIEPO3UPYIOMIMNA X0JIaruT Majbix MpoTokoB (small duct PSC)
[Ipumepno y 20% GonbHbIx [ICX OTCYTCTBYIOT TUIIMYHBIC H3MEHEHUS Ha XOJaHTHOTpaMMe. DTy
CIIOXHYTO U TuarHoCcTuku popmy o6o03HauaroT kak [1CX manbrx mpotokoB (small duct PSC).
Panee B nuTeparype ee onpeaensii Kak NepuxoJaHruT. MHOTHE TOJbl 3TOT TEPMHUH ObLI
CUHOHMMUYEH U3MEHEHUSIM N€YeHH, HAOII0IaBIIMMCS Y TAIIUEHTOB C BOCIAJIUTEIbHBIMU
3a0oseBaHusAMU KumeuyHuka. s pacno3naBanus [ICX manbix npoTokoB He0OXoanMo Mopgdo-
JIOTHYECKOE MCCIIeIOBaHUE TeNaToOnonTarTa v NpoBeAeHNEe THIaTeIbHON AU depeHnaibHONn
JIMAarHOCTUKU C 3a00JI€BaHUSMH, COMPOBOXKIAIOIUMUCS BHYTPUIICYCHOUHBIM XOJIECTa30M.
MopdodonornyeckuM mpusHakoM 31oi1 popmsl IICX sBisiercs npexie Bcero Gpuopo3upyoumil
NEPUXOJIAHTUT, KOTOPBI BBIABISIETCS HE Yy BceX 0OJbHBIX. B GonbImHCTBE ciydaeB Mop¢oso-
ruyeckasi KapTUHa MpeAcTaBlIeHa HETHOMHBIM I€CTPYKTHUBHBIM XOJIAHTUTOM C IPEUMYIIIECTBEH-
HBIM [TOPaKEHUEM BHYTPHIOJIBKOBBIX U CENTAJIbHBIX POTOKOB, CKJIEPO3UPOBAHUEM NOPTANIb- HBIX
TPaKTOB, a TAKXKe MMOPTaJIbHON U NepurnopraibHoi uHpmiIbTpanuei. B nuarnoctuke IICX manbix
IPOTOKOB MOMOIIb OKa3bIBAET HAJIMUUE COMYTCTBYIOIIETO BOCIAIUTEIBHOTO 3a0051eBa- HUS
KUIIEYHUKA. Y TaKMX NalUeHToB (B yacTHOCTH, 601bHBIX HAK) naxke MuHMManbHble n3Me- HEHUS
B BUJI€ HEKOTOPOI! Mponudepanuu TyKTys, MOPTaIbHOTO OTEKa IMO3BOJISIOT MPEAON0- KUTh
Hanuuue panHedt craauu [ICX. Eciou npu 3ToM HabnogaeTcst HCYUE3HOBEHHUE JYKTYJ B OJHHUX
HOPTAIBHBIX TPAKTAX U UX Mponudeparus B Ipyrux, To BEpOITHOCTb 3a001eBaHus 00Jiee BHICOKA.

JAudppepeHunaibHas IMArHOCTHKA
[Ipexne Bcero Heo6xonuMo npoBoAUTh AuddepeHnanbayo quarioctuky [11ICX co BTopuyHbIM
CKJIEPO3UPYIOLINM XOJIAHTUTOM, KOTOPBII MOXKET pa3BUBATHCSI BCIIEACTBHE XOJIEIUTHA3A,
HPEALIECTBYIOIIMX ONEepaliii Ha KeIYHBIX IPOTOKAX, a TAKXKE XPOHUYECKOTO OaKTepHaIbHOTO
BOCTIAJICHHUS HA ()OHE BPOXKJACHHBIX aHOMAJIHMI KeTUEBBIBOAALINX MMyTel (6one3np Kaponu, KHCThI
X0JIe10Xa).
ITpu nmporpeccupyromeii xKeaTyxe HeoOX0ANMO UCKIIOUUTH XOJTaHTHOKAPIIUHOMY, B O3y KOTOPOIi
CBU/IETEJIbCTBYIOT BBIPAYKEHHBIE CTPUKTYPBI U JIOKAJIbHOE PACIIMPEHUE KETUHBIX IIPO- TOKOB C
HAJIMYMEM B MX TIPOCBETE TOJIHUITOBUIHBIX MACC.
ITpu npoBenennu auddepeHnnanbHOro JuarHo3a Heo0X0IMMO UCKITI0YATh TaKKe 3a00J1eBaHMs
NIEYCHH, COITPOBOXKIAIOLINECS CHHAPOMOM XOJIecTasa: mepBUYHbIN Onnmapusli nuppos (I16L),
ayTOMMMYHHBII XOJIAHTUT, JIEKAPCTBEHbIE MOPAXKECHUS TIEYSHH, BUPYCHBIN U aJIKOTOJIHBIN
renaTuThl, CApKOUI03 U ap. (Tadm. 2).



[IBL] BcTpedaeTcst MperMyIecTBEHO Y JKEHIIMH CPEHEro Bo3pacTa. B chIBOPOTKE KpOBH OOJIBHBIX
BBISIBIISIIOTCS] aHTUMUTOXOHApHAIbHBIC aHTUTena (AMA) B BeIcOKOM THTpe. Mopdonorudeckue
kaptunbl [ICX u [1B1] xapakrepu3syroTcs 1ecTpyKTUBHBIM XojdaHrutoM. Oxnaxo npu [ICX
UMEIONIasiCs BOCTIATUTENbHAs HHOUIBTPAIUS Yalle HOCUT YMEPEHHBIN XapakTep, B TO BpeMsl Kak
npu I1BL] ona 3HauMTENBbHO BBIpaXeHa. [Ipu nepBuuHOM OUIMApHOM LUPPO3€ HE HAOII0AaeTCs
obuTepupyronui GuOpPo3 KETIHBIX TPOTOKOB. B HEKOTOPHIX ciydasx MOpQOIOTHIECKUE
kaptubl [ICX u I1BL] HacTONBKO CX0XKH, YTO TPYIHO AuddepeHnrpoBaTh TH 3a007I€BaHUS TIPU
MUKPOCKOITUYECKOM HCCIIEI0BAHUU.

[Ipn ayTOMMMYHHOM XOJIAHTUTE UMEET MECTO KIIMHUKO-OMOXUMHUYECKUN CUHAPOM X0JIecTas3a U
Mopdoorunueckue nsMeHenusi, ananoruunsie [1b1]. Onnako aHTUMUTOXOHPHUAIbHBIEC AaHTH- TEJa
IIPU ay TOUMMYHHOM XOJIAHTMTE OTCYTCTBYIOT.

J11s vcKITIoueHHs JIeKapCTBEHHOTO renaruTa HeoOXoAUM TIIaTelbHBINH cOOp aHaMHe3a ¢ BhIsC-
HEHUEM NPUMEHSABLINXCS MAllMEHTOM IpenapaToB. [[pyunHamMu BHYTPUIIEUEHOYHOTO XOJIECTa3a
MOTYT OBITh aHA0OJIMYECKUE CTEPOUIBI, CYTb(HaHUIAMHUIBI, SCTPOTEHBI, PEHOTHA3ZUHBI U JIP.
Wnnonarndeckas 1yKTONEHUS B3POCIHBIX XapaKTepU3yeTCsl IPOrpeCcCUPYIOLUM CHHIPOMOM
X0JlecTas3a, OTCYTCTBUEM >KETUYHBIX TPOTOKOB HE MeHee ueM B 50% mopTajabHbIX TPAKTOB, OTCYT-
cTBueM accorumanuu ¢ B3K.

[Ipu coueTaHNM TUMTUYHBIX XOJIAHTHOTPa)UUECKUX M TUCTOOTHUECKUX mpu3HakoB [1CX ¢
BBIPAXCHHBIM IIUTOJINTUYECKUM CUHAPOMOM (ajJaHUHOBas TpaHcamuHasa [AAT] > 5 Hopm) He-
00X0IMMO YYHUTHIBaTh BOBMOXKHOCTH cHHApoMa "miepexsiecta’ [ICX u ayToMMMyHHOTO renaTuTa
(overlap-syndrom). ITpu 3TOM B CBIBOPOTKE KPOBHU MAIIMEHTOB BBIABISAIOTCS aHTHHYKJICapHbIE
aHTHUTeNa B BRICOKUX TUTpaX. [loBeieHO coneprkanue g-rmodyauHoB. [Ipu mopdonoruueckom
UCCIICIOBAHUHU B BOCTIAJIMTEIBHOM MHPUIBTpaTe 00HAPYKUBAIOTCS 3HAUUTEFHOE KOJTMYECTBO
MIa3MaTUYECKUX KJIETOK, HEKPO3bl TeNaToIUTOB.

Capkon03 XapakTepu3yeTcsi KApTUHON I'PaHyJIEeMaTO3HOIO XOJaHTUTa U BHYTPUIIEUEHOYHOTO
xonectaza. ¥ 90% O0nbHBIX UMEIOTCS PEHTTEHOJIOTHYECKUE U3MEHEHHSI B JIETKUX U IPUKOPHE- BBIX
auM}aTHUeCKUX y3iax.

Teuenne [ICX xapakTepusyeTcs XpOHUYECKUM MPOTPECCUPYIOMNUM TeueHrueM. CpenHsis
IPOJIOJKU- TETBHOCTH KU3HU 007bHBIX ¢ [ICX cocrapnser 11,9 roga ¢ MOMeHTa yCTaHOBJICHHUS
nuartosa. Mimerorcs manueie o 6osiee OBICTPOM MPOTrPeCcCUPOBaHUH 3a00IeBaHUs, 0COOCHHO Y JIUIT
c ratutotunioM HLA DR4. V 601bHBIX HEYKIOHHO HapacTarOT X0JIECTaTHYECKas JKeNATyXa U
MeYEeHOYHAs! HEJOCTATOYHOCTb.

[Ipu coueranuu I1CX n HAK noBsieH puck JUCIUIa3UM KMILEYEHOTO SIUTENNS U Pa3BUTHS
KOJIOpEKTanbHOro paka. ¥ 5-20% nanuentoB teuenne [1CX ocnoxHseTcs pa3BUTHEM
XOJIaHTMOKapIUHOMBI. [Ipyu 3TOM Habm0KaeTcs MPOrpecCUPOBAHNE KENTYXH, HApACTaHUE YPOBHS
MapKepoB XoJecTas3a, Mporpeccupylomiee CHxeHne Maccel Tena. Oanako B 30% HabmroneHuit
xonaHruokapiuHoma Ha gone [ICX He conpoBoXkIaeTcss KAKUMHU-THO0 KIMHUYECKUMU HITH
71a060paTOPHBIMU N3MEHEHHUSIMHU.



Ocnoxnenns
[TopranbHas rUNEPTEH3NUS.
VY 6onbHbIX ¢ nocneaaumu cragusmu [ICX gacto pa3BruBaloTCs OCI0KHEHUS TOPTaIbHON
TUIIEPTEH3UU: KPOBOTEUEHHsI U3 BapUKO3HO-paCIIMpeHHbIX BeH nuineBoja (BPBII), kpoBoreueHus
U3 BApUKO3HO- PaCIIUPEHHBIX BEH, PACIIONI0KEHHBIX BOKPYT KOJIOCTOMBI, aCIIUT, CIIOHTAHHbBIN
OaKkTepHaIbHbIN IEPUTOHUT, IOPTOCUCTEMHAS SHIIE(AIONaTHs. DTH OCIOKHEHHS HE SIBIISIOTCS
cnenuduaabivu i [ICX, 3a uckirodeHneM KpoBOTEUEHHUH U3 BApUKO3HO- PACIIUPEHHBIX BEH,
PAacIONOKEHHBIX BOKPYT KOJIOCTOMBI, y 60i1bHbIX ¢ B3K nocne npokrokomkromun. OCTaHOBUTH
3TO KPOBOTEUEHUE MOKHO HAJIOKEHUEM MOPTOCUCTEMHOTO IIYHTA WK B HEKOTOPBIX CIIydasx
TPAHCBIOTYJISIPHOTO BHYTPHUIIEYUEHOUHOro noprocuctemMuoro uryHta (TBIILI). [lanHOe ocnoxHeHne
MOKHO TIPEIOTBPATUTh, HAJIOKUB MIICOAHATBHBIN aHACTOMO3. DTy ONEPAIMIO BHIIOIHIIOT OOIBHBIM
[1CX, ny»naroummMcs B IPOKTOKOISKTOMUU T10 MOBOAY HeCTeHU(pUIECKOrO I3BEHHOTO KOJIUTA.
Takum 00pa3om yaaercs n3dexars GOPMHUPOBAHUS HIICATEHOW CTOMBI.
OcnoXeHNsd XPOHUYECKOT0 X0IecTasa.
K HuM otHOCsATCS c1abocTh, 3y1, creatopes, 1eULUT )KUPOPACTBOPUMBIX BUTaMUHOB (A, D, E u
K), octeonopos. CnaGocts u 3yx - Haubosnee yactele cuMnToMbl [ICX, KoTopble MOTYT CHUXKATh
Kau€CTBO >KM3HH MallUEHTOB.
Crearopes cBs3aHa ¢ 1e(pUIUTOM KUPOPACTBOPUMBIX BUTAMUHOB U MIOHMKEHHOH JTy0/IeHAIbHON
KOHIEHTpAIMEH KeTYHBIX KHCIIOT, KOTOpasi MPUBOANT K YMEHBIII-CHUIO 00pa30BaHUs MULICILI.
Crearopes y 60onpHbIX [ICX MOxeT ObITh 00yCIIOBJIEHA TAK)KE XPOHUUECKUM TAHKPEATUTOM U
LEJTUAKUEH.
Jleduuut >xupopacTBOPUMBIX BUTAMUHOB OOBIYHO HAOJI01AaeTCs y OOJIBHBIX C JKEITYXOH U B
UPPOTHUYECKON cTaguu 3a0oeBanus. OCTeonopo3 BCTpeyaeTcs MOYTH y TOJIOBUHBI OOJIBHBIX
XapaKTEepPU3yeTCsl BBICOKMM PUCKOM HETPAaBMaTHYECKHUX IIEPETIOMOB.
Cremmnduunbie ocnoxnaenus. [ICX xapakrepusyercs pa3BUTHEM psia CEHU(PUIHBIX OCIOKHEHHH,
K KOTOPBIM OTHOCATCS] OaKTepUaIbHbIM XOJaHTUT, XKEeTYHOKaMEHHasi 00JIe3Hb, CTPUKTYPbI KEeTYHbBIX
IIPOTOKOB, XOJIAHTMOKApLIUHOMA.
BakrepuanbHbIil XOIAHTUT YAaCTO Pa3BUBAETCS MPH HATMYUHM OOCTPYKTHUBHBIX CTPUKTYP U Y
00JIbHBIX, IEPEHECILNX ONEPALNIO Ha XKeTUHbIX MyTIX. Y 30% OonbHbix [ICX BcTpeyaroTcss KaMHU
JKEITYHOTO Iy3BIPsS U IPOTOKOB.
[Ipudnusurensuo y 20% dhopmupyercss oOCTpyKTUBHAs CTPUKTYpa OmiinapHoro Tpakra. Haubonee
4acTo CTPUKTYpa pacroiaraercsi B 00JacTu BOPOT, OTHAKO MOXKET ObITh B OOIIIEM >KEITYHOM U
o011eM NeYeHOYHOM MPOTOKaX. B 3THX citydasix Hajo BO3/AepKaThCs OT XUPYPrUUECKUX
PEKOHCTPYKTUBHBIX Oll€palyil U OTAATh IPEANIOUTEHUE SHJOCKOIINYECKON I YPECKOKHOU
OaJIJIOHHOM uiaranuy.
JnutenpHble HaOmoneHus 3a 6oapHbIME [ICX nokazanu, uro y 30% G0nbHBIX MOXKET pa3BUTHCS
xonanruokapimHoMa (XKL). ¥ 6ompabix [ICX ¢ s3BeHHBIM KouToM puck pa3sutus XKL B 3-4
pasa BbllIEe. BpickazaHO IIPEIIONOKEHHUE, YTO AIUTEIBHOE TEYEHUE A3BEHHOTO KOJIUTAa U KypEeHHE
SIBJISIFOTCSL HE3aBUCUMBIMU (PAKTOpaMU PUCKA Pa3BUTHS OIyXOJIeH rernaToOnInapHoi 30HbI IPH
I1CX. XKII oyenp TpyaHo nuarHoctupoBath y 00iabHbIX [ICX, MOCKONIBKY OTCYTCTBYIOT
CEPOJIOrMUYECKHE MapKEPhI, a IUTOJIOTMUYECKOE HCCIe0BaHNE HEMH(POPMATUBHO HA PAaHHUX CTaJNAX
6osie3nu. Ilpenmnonaraercs, 4To onpeesaeHne CbIBOPOTOYHOTO oryxosesBoro mapkepa CA 19-9
MOXeT ObITh MoJie3HbIM B uarnoctuke XKL, J{ns yrounenns cnennuaHOCTH U
YYBCTBUTEIBLHOCTH 3TOr0 Mapkepa B KauecTBe ckpuHuHra XKL Hy>KHBI fanbHenmme
UCCJIEJIOBAHUS.



Jleuenne IICX

Crenuduueckoro neuenust [ICX He cymiecTByer.

MennkaMeHTO3HOE JIeUEHHE.

Hcnonp3ytores: kynpypetuueckas tepanus (D- neHunuiaMus), aHTuuoporeHeTnyeckast
(KOJIXUIIMH), UMMYHOCYTIpecCUBHas (IIPEIHU30JI0H, a3aTHOIIPUH, LIUKJIOCIIOPUH, METOTPEKCAT,
YPCOIE30KCUXO0JIeBast KUCIO0TA).

KonTtponupyembie KIMHUYECKUE UCCIIEI0BAaHUS, ONIUPAIOIIKECS HAa KIMHUYECKHE, OMOXUMHUYECKHE,
PEHTTEHOJIOTUYECKUE U TUCTOJIOTMYECKHE JaHHbIE, TIOKAa3aJIH, 4T0 D - NeHMIWIIIaM1H,
LUKJIOCIIOPUH, METOTPEKCAT U KOJIXULMH HE OKa3bIBAIOT BBIPAXKEHHOT'O BIMSHUSA Ha
porpeccupoBaHue 3a001eBaHusl.

VYpconezokcuxonesas kuciora (YPCOCAH) - ennHCTBEHHBIN Tipenapat, KoTopblid B HU3KUX (10mr/
Kr) u cpenuux (13-15 mr/kr) go3ax ynydiaeT OMOXUMHUYECKUE MOKA3aTeIH, HO He BIUSIET Ha
KJIMHUYECKYIO0 KapTUHY 3a00JI€BaHus, TUCTOJOTHUECKYIO KAPTHHY M CPOKHM BBDKHBAaeMOCTH. [1pu
Ha3zHayeHUHU BbICOKOH 1036l Y/IXK (20MI/Kr) OTMEUEHO CHUXKEHHE YPOBHS 11eI04HON (ocdarasbl U
ramma-IITaMUITPAHCIIENTH IA3bl, IPEKPAIlleHNe THCTOJIOTHYECKON IPOrPECCUH.

YpeckokHas U/UIAK SHAOCKOMUYECKas XOJAHTUOILIACTUKA.

[IpumeHeHne X0IaHTMOIIIIACTUKN YMEHBIIIAET BBIPAXKEHHOCTD XKEJITYXH U KYIIUPYeT OaKTepHaIbHbIH
XOJIAaHTUT, HO HE 3aMeUIsIeT IporpeccupoBaHue 3a00eBaHuUs.

XUPYPruvyeckoe JICYeHHe.

BBINOMHAIOT pEKOHCTPYKTUBHBIE ONEPALIMH HA KEIYHBIX ITYTAX, IPOKTOKOJIIKTOMHIO,
TPaHCIUIAHTALUIO [ICUEHHU.

PexoHCTpyKTHBHBIE ONepalMy Ha KEeMTYHBIX MyTSIX HO3BOJISIOT OOJIErYUTh CUMITOMBI U UCKITFOUUTh
XKII, omHako HE BIHSIOT HAa IPOTPECCUPOBAHNE 3a00ICBaAHUS.

[TpokTOKOIIKTOMUS, BBIIONHAEMAs Y O0NBHBIX ¢ TsKenbIMU B3K, pakom ToicToi KUIIKY 1iu
JMCIUIa3uel, He BiuseT Ha nporpeccupoBanue [1CX.

KynupoBaHue CMMITOMOB XPOHUYECKOIO XOIECTa3a.

Koxwsrit 3y yacto 6ecriokout 00mpHBIX [ICX 1 yXynmmaer Ka4ecTBO MX JKU3HU. [ KynmupoBaHus
KOKHOTO 3y/1a IPUMEHSIOT X0JIECTUPAaMUH, aKTUBUPOBAHHBIN yronb, peHobapourai, pudaMnuimH,
AQHTArOHKCT OMMOUIHBIX PEIENTOPOB (HAIOKCOH), TuIazmMadepes, reMoCcopOITuio.

[TareHTs! ¢ 1e(pUIMTOM KUPOPACTBOPUMBIX BUTAMUHOB JIOJKHBI IIOTY4aTh 3aMECTUTEIIbHYIO
Tepanuio. D(PpPeKTUBHOTO JIeUeHus 0CcTeonopo3a He pazpadorano. [1o

Mepe HEOOXOMMOCTH KOPPEKTUPYIOT HEAOCTATOK BUTAMUHOB, JONOIHUTEIBHO IPUMEHSIOT
KaJIbLUil, 5CTPOreHsl (y KEHIIUH B IOCTMEHOIIAY3€).

Jleyenue criennUYHBIX OCI0KHEHUM.

Jiist nedenust 0akTepUaTbHOTO XOJAHTUTa MPUMEHSIOT BHYTPUBEHHOE BBEICHNE AaHTHOMOTHUKOB
IIMPOKOTO crekTpa aeictus. Yacto appexTrBHa NpopHiIakTHKa LUIPOGIOKCALMHOM, KOTOPBIN
JIOCTUTAeT BBICOKON KOHLEHTPALUU B KEITUH.

Ecnu 06pa3yrorcst CTpUKTYpPbI, KOTOPbIE IPOSBIISIOTCS KENTYXOM, 3y10M U OaKTepUaIbHbIM
XOJIaHTUTOM, TO CJIEIYET IPOBOANUTD IHI0CKONMMUYECKYIO MIH YPECKOKHYIO OAJITIOHHYIO AUJIATALUIO.
YacTto HyXHa yCTaHOBKa JUIMHHBIX CTEHTOB. Bo Beex cilydasx ¢ nenbto uckiatoueHus XKII
HEOOXOAMMO LUTOJIOIMUECKOE HCCIIET0BAaHUE JKEIUU U COCKOOa.

[Tpu pa3BUTHHN XOIAHIMOKAPLIMHOMBI IPOTHO3 KpaifHe HEOIaronpHusTHBINA, OHA IJI0XO MOJIAeTCs
Jy4yeBOM U XMMHOTepanuu. Bo MHOTMX TpaHCIUIaHTAlMOHHBIX ITporpamMMax coueranue [ICX c
XKL cuutaercs abCOMOTHBIM UM OTHOCUTEIBHBIM IIPOTUBOIIOKA3aHUEM K TPAHCIUIAaHTALUU
[IEUEHHU.

OcCnOXXHEHNS TOPTANbHOU TMIIEPTEH3UN.

[Ipu xpoBoreuenusax uz BPBII y4immM MeTonoM jieueHus ABISIeTCs CKIEPOTEPAus WIN
9H0CKOIMYECKOE JIMTMPOBAHKE BEH.




TpaHcriaHTauMs NEYEHU CYUTAETCS CPEACTBOM BbIOOpaA /17151 O0JIBHBIX ¢ KOHe4uHOoH craauei [1CX.
BrokuBaeMocTh B TedeHue roja cocranisieT 90%, B teuenue Snet - 75%. [Ipu Hanuuuu B aHaMHe3e
oIepanuil Ha XKeJIYHbIX IyTSAX TPAHCIUIAHTALUIO TIEYEHH BBIIIOJIHUTD TPYAHEE, YBEINUNBACTCS
TaK)K€ 4aCTOTa MOCTTPAHCIUIAHTALIMOHHBIX OCIOKHEHHH.

VY 15-20% GonbHBIX MOCIE TpaHCIUIAaHTaKUU oTMevaeTcs peuuanus [1CX.
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