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BBEJAEHHUE

[TepBuunslii ckneposupyronuii xonanrut (IICX) — 3To xpoHnyeckoe
XOJIECTaTUYECKOE 3a00JI€BaHNE MTE€YEHU HEM3BECTHOM ATHOJIOTHH,
XapaKTEepU3YIOIIEECS HETHOMHBIM JECTPYKTUBHBIM BOCIIAJIEHUEM,
OOJUTEPUPYIOITUM CKIEPO30M M CETMEHTAPHOU TUiIaTael BHYTpU- U
BHETICYEHOYHBIX KEITUYHBIX TPOTOKOB, UMEIOIIEE IPOTPECCUPYIOLIEE TEUEHHUE U
MPUBOJIAIIEE K PA3BUTHIO BTOPUYHOTO OMIMAPHOTO LIUPPO3a NEUECHU, TOPTAIBHOM
TUINEPTEH3UU U MIEUEHOYHOU HEeJIOCTaTOYHOCTH. 3a00JIeBaHKE BIIEPBHIE OMKUCAHO B
1924 r. P.Delbet. Tepmun "IICX" cran ucnoas3oBaTbes ¢ 60-X rogoB s
0003HaYEHHUS XPOHHUUECKHUX 3a00JI€BaHUH, XapaKTEPUIYIOIINXCS YTONIIECHUEM,
YIUIOTHEHUEM, HEPAaBHOMEPHBIM CY’KEHHEM BHE- U BHYTPUIIEUEHOUHBIX KEITUHBIX
IIPOTOKOB, TPUYHUHA MOPAXKEHHSI KOTOPBIX OCTABANIACh HE BHIACHEHHOM. JlMaruos
YCTaHaBIIUBAJICA BO BpEMs onepaluny win Ha ayrorcuu. Jlo konma 70-x rogos
IPOLLIOTO CTOJNIETUS 3a00JIEBaHUE CUNTAIOCH KpaiiHe peakuM. bblio onucano
Bcero okono 100 ciywaes [ICX. BHenpenue B KNIMHUYECKYIO IPAKTUKY
HHOCKOMMYECKOU PETPOrpaaHoil xonmanruonankpearorpapuu (OPXIID)
MO3BOJIMJIO IOYTH B 2 pa3a yalle JUarHoCTUPOBATh 3TO 3a00JIEBaHUE.

AIMMUAEMHNOJO0I'UA

[ICX — 3T0 riaBHBIM 00pa3oM 3a00JI€BaHUE MOJIOJIBIX MY>KUKH B BO3pacTe
ot 25 10 40 ner. B HacTosiiee BpeMsi OTCYTCTBYIOT JaHHbIE 00 UCTUHHOMN
pactipoctpaneHHOCcTH [ICX. D10 00yClIOBIIEHO, C OTHOW CTOPOHBI, BO3MOKHOCTHIO
JUIUTEIBHOTO OECCUMIITOMHOTO T€YEHHUsI 3a00JIeBaHMsl, a C IPYrol — TEM, YTO
CTaTUCTUYECKHUE JAHHBIE BO MHOTOM ONMMPAIOTCS Ha (PaKT YaCTOM accolualuu
[ICX ¢ BocnanurensHbIMU 3a00eBanusMU kueynka (B3K), B mepByto ouepenn
¢ Hecneruuyeckum s3BeHHbIM KoiuToM (HSK). Takum obpaszom, pacuer
pacnpoctpaneHHOCcTH [ICX mpon3BOAUTCS HA OCHOBAHUM YaCTOTHI BBISIBISIEMOCTH
HSIK. Pactipoctpanennocts [ICX y maruenToB ¢ B3K, o pa3HbIM HaOMIOACHUSM,
koJieonercs ot 2,4 1o 7,5%. Yacrora [ICX, paccuntaHHas Ha OCHOBE
pactipoctpanennoctd HAK B eernuu (1991), cocraBuna 6,3 ciayyas va 100 000
Hacenenus. Onnako IICX He Becerga accouuupo- BaH € BOCIIAIMTEIbHBIMU
3a00J1eBaHUSIMU KHILIeYHUKA. VIMeeTcs MpoKuil Auana3oH paclpoCTPaHEHHOCTH
HAK y nanuentos ¢ [ICX. B Slnmonun sta acconumanus Ha0aoaaercs Bcero 'y 22%
nanueHToB ¢ I1ICX, B Ucnanuu —y 44%, B Unauu —y 50% , B CLIA —y 71%.
Cawmpblii BeICOKHUH TTOKa3atelb (98%) ycTaHOBJIEH B MCCIIEIOBAHUM, IPOBEICHHOM B
Hopseruu.

ITUOJIOI'UA

Otuonorusa IICX nHensBecTtHa. B kKauecTBe MOTEHIINAIILHBIX
ATHONATOTCHETHICCKHUX (PAKTOPOB PaCCMATPUBAIOTCS XPOHUYESCKAS TTOPTAJIbHAS
OakTepremMusi U TOKCEMUsI, 00YCIOBIIEHHBIE TTOBBIIIIEHHOMN MPOHUIIAEMOCTHIO



KUIIEYHON CTEHKH; TOKCUYECKOE JeHCTBUE TUAPOPOOHBIX KETUHBIX KHCIIOT,
00pa3yoIKXCs B BOCIAJIECHHON KUIIKE MO/ IeHCTBUEM MUKPO(]IIOPHI ; BUpyCHas
uHeKus (IUTOMEraIoBUPYC, peoBUpyC 3-To THMa). M3ydaercs reneTndeckas
MPEIPaCIIOIOKEHHOCTh — BbIsiBIIeHa acconnanud [ICX ¢ rammotunamu HLA-BS,
DR2, DR3, DR6, DRw52a, Al. UccneayroTcss ayTOMMMYHHBIE MEXaHU3MBI
pa3BuUTH 3a00JieBaHMsl. TeopHsi OCHOBaHA Ha Pe3yJIbTaTax TeHETUYECKHUX
UCCJIEJOBaHM, TOCKOJbKY MHOTME ayTOUMMYHHbBIE 3200JI€BaHUs ACCOLIMUPOBAHbI
c ykazanHbiMU ramtotunamu HLA . Tlpu [ICX umerotr Mecto HapylieHus B
CUCTEME I'YMOPAJILHOTO U KJIETOYHOTO HMMYHHTETA. B CBIBOPOTKE KpOBU OOJIBHBIX
BbIABIISIIOTCS ayToanTuTena (pANCA, aHTUTIIaJKOMBILIECYHbIE, aHTUHYKJICApPHBIE,
aHTUKAPAUOJIUIIMHOBBIE, AHTUTUPONIEpOKCHIa3HbIe). He nckirouaercs
UIIEMHAYECKOE TTOBPEXKACHUE aPTEPHUOJL, TUTAIONIUX JKEITYHBIE IPOTOKH.

KIIMHNYECKASA KAPTUHA

B 10-25% cnyuaeB 3a0oiieBanue npoTekaeT 6eccuMntoMHo . CocTosiHue
OOJBLHBIX MHOTHE T'OJIbI OCTAETCS YAOBIETBOPUTEIbHBIM. Ho naxke mpu
0eCcCUMITOMHOM T€YEHUH 3a00JIEBaHUE MOXKET IIPOrPECCUPOBATH C PA3BUTHEM
nuppo3sa neueHu. [loBogom aJist o0cne0BaHUs B TAKUX CITydasiX MOTYT CTaTh
MPU3HAKH MMOPTAJIbHON TMIEPTEH3UH, BOZHUKIINE HA MTO3IHEN CTaAun
3a0oseBaHus (CIJICHOMEralusl, aCllUT, KPOBOTEUEHUE U3 BAPUKO3HO-PACIIUPEHHBIX
BEH muieBoa.) [lepBbiM nposBiieHrEM 3a00JI€BaHUSI HEPEKO SIBIISETCS
MOBBINICHUE aKTUBHOCTH 11e7104HO0M ocdaTassl (IL[D) ceiBopoTkH KpoBu. MoxkeT
OoTMeYaThCs rurnepTpaHcaMuHazeMusi. PasBepHy- Tas kapTuHa 3a00JI€BaHUS
CKJIQJIbIBACTCS U3 HapacTaromiel ciadocTy, U y3HOT0 KOKHOTO 3y/1a, KEITYXH.
[losiBnenue B kimHM4eckor kaptue 1ICX nepemexaromeincss mmxopaaku
00ycC0BJIEHO JIMOO OaKTepUAIBHBIM XOJIaHTUTOM, JINOO 000CTpEeHUEM
conyrctBytromiero HAK, Bo3- MOXkeH Takke napaHeoIuiaCTUYECKUI €€ TeHeE3 NPU
Pa3BUTHUU XOJIAHTHOKAPIIMHOMBI. Bo3HMKarOIIME AMTHU30/1bl a0 J0OMUHATBHBIX 00seH
Yalie BCero CBs3aHbl ¢ OaKTepUaTbHBIM XOJaHTUTOM. Hepeko BeIsSBIsSIOTCS
renaToMeraius, yMeHbIlIeHHe Macchl Tena. Eciu nMeeT MecTo ComyTCTBYOITUM
HecnenupUuecKuil S3BeHHBIN KOJIUT, TO OH, KaK MPaBUJI0, ObIBAET TOTAIbHBIM,
JIETKOW WiIu cpeaHen ctenenu TsbkecTu. Juarnos [ICX yalie ycraHaBinBaeTcs
MO3/IHEE AMAarH03a 3a00JIeBaHUs KUIIICYHUKA.

JTUATHOCTHUKA

[Ipu uccnenoBaHuu CHIBOPOTKU KPOBH BBISBIISIOTCS MIPU3HAKU XOJIeCcTasa ¢
noBeilieHneM ypoBHs 11D B 3 paza Bbiie HopMbI 1 Oosiee. OObIUHO HaOIIOAAETCS
rUnepOnIMpyOuHEMusi. Y pOBEHb CHIBOPOTOYHBIX TPAHCAMUHA3 MOBBIILIEH, KaK
npaBuiio, He O6osiee yeM B 5 pa3. HaOmromaercs yBennyeHne coaepKaHusi MeIu U
LepyJI0IIa3MUHA B CBIBOPOTKE KpoBU. B 30% ciydyaeB uMeeT MECTO TTOBBILLICHUE
g-r7100ynuHOB, Y 50% 3THX 00JIBHBIX HAOIIOAAETCA TPEUMYIIIECTBEHHOE
MOBBINICHUE YPOBHSI IMMYHOTJIOOYTMHOB Kiacca M (IgM). B ceiBopoTKe KpoBU B



26—85% nabmroaeHnii 0OHapYKUBAIOTCA MEPUHYKIICAPHbIE AHTUHEHTPODUIHHBIE
nutoruiazmatudeckue antutena (pANCA). pANCA BBISIBISIIOTCS Kak MIPH
couetannu [ICX ¢ HAK, tak u npu u3oaupoBaHHbIX hopMax MOpa>KeHUs IeUeHH.
[Tatorenernueckoe 3HaueHne pANCA ocraercs HesCHbIM. BO3MOKHO OHH
MOJIICPKUBAIOT BOCTIAJICHUE Yepe3 ACTPaHyIAInI0 HeTpodunos. OqHako He
UCKITI0YeHO, UTO pANCA ABISAIOTCS JHUIIb STU(HEHOMEHOM XPOHUYECKOTO
BOCIIAJICHUS U He y4acTBYIOT B pazsutuu [ICX. ITocie nepecaaky re4yeHu OHU He
UCYEe3al0T. DTH aHTUTeNIa 0OHAPYKUBAIOTCS Y 25% 310pOBBIX POJCTBEHHUKOB
0onbHbIX [ICX. B HU3KOM TUTpE MOTYT TaKXKe BBISBIATHCS aHTUTENA K TJIaJKOU
MYCKYJIaType U aHTUHYKJIeapHble aHTuTena. B 81% ciyyaeB 0OHapyKHUBarOTCS
AHTUKAPAUOJIUIIMHOBBIE U AHTUTHUPONIEPOKCHIa3Hble ayToanTuTeNa. [1o TaHHbIM
P.Angulo, J.Peter u coaBT., cogepxaHue aHTUKAPAUOIUIIUHOBBIX aHTUTEN
KOpPpEIUPYET C TUCTOJIOTUYECKOM cTaineil 3a001€BaHusl, UTO TO- 3BOJISIET UX
UCITI0JIB30BATh B KAYECTBE IMPOTHOCTUYECKOT0 Mapkepa. B 5% ciydaeB orMeuaercs
’03UHOPUIIHSL.

MOP®OJOI'MYECKASA KAPTUHA

['ucronornyeckue U3MEHEHHUS B IE€UEHU HA paHHUX cTaausx [ICX
MPE/ICTABIICHBI TOPTAIBHON U MEPUNOPTATBHON HHPMIbTpaLIen TUMGOIIUTAMU U
HeUTpoduiiamMu, HHOTIa Makpodaramu 1 303uHO(prIIaMu. BOKpyT KeTuHbIX
KaHaJIbLEB BBISBIIAIOT IEPUAYKTYIIsIpHOE BocniasieHue. HabmonaroTes
TUCTpO(pHUUECKHE U3MEHEHUS U JeCKBaMalus nuteins. B nanpHeiiem B
NOPTAJbHBIX TPaKTax pa3BUBAETCS PUOPO3, MPUBOASIINNA K 0OPa30BAHUIO BOKPYT
MEJIKHX JKEITYHBIX TPOTOKOB LUPKYJISIPHO-PACIIONOKEHHBIX ITyYKOB
COEIMHUTEIBHOMN TKaHU (CUMOTOM "MyKOBUYHOM menyxu"). B ofHUX mOpTambHBIX
TpakTax HaOJt01aeTCsd UCUE3HOBEHHE MPOTOKOB, B IPYTUX — OHU MPOJIU(DEPUPYIOT.
[Tozmuue cTaanu 3a00J€BaHUS XapaKTEPU3YIOTCS MIPOrpeccupoBanreM Gudpo3a u
TpaHchopMalrel MPOTOKOB B COETMHUTEIbHOTKAHHBIE TSKH.
bim3KopacnonokeH- Hple Y94aCTKU MEJIKHUX IPOTOKOB, OIBEPTIIMECS
obnutepupyronieMy Gudpo3sy, B MOMEPEUHBIX cpe3ax CTAHOBSATCS MOXO0KH Ha
OKepeNbe U3 MaJIEHbKUX COCIMHUTEIbHOTKAHHBIX y3eaKoB [1o ananoruu c
nepBuyHbIM OnrapHabM 1uppo3oM (I1B11) B pazsutuu I11CX Beigenstor 4
TUCTOJIOTHYCCKHE cTaauu (Tadi. 1).

NHCTPYMEHTAJIBHBIE HCCJIEJOBAHUASA

BaknelmumM TuarHoCTUYECKUM METOA0M (''30JI0ThIM cTaHAapTOM") JUIst
yctaHoBienus nuarno3a [ICX sBisieTcst sHAOCKONMYECKas peTporpaaHas
XoJlaHTHonankpearorpadgusi. OCHOBHBIM KPUTEPUEM CUUTAETCS BHISIBICHUE
Y4acTKOB HEPABHOMEPHOTO CY>KEHUS M pacIIUpeHus (UeTKOOOPa3HOCTh) BHYTPH- U
BHETIEUEHOUHBIX JKETYHBIX MPOTOKOB. 1o Xx0/1y 001IEro KeIuyHOro NpoToKa MOTYT
OoOHapyXKMBaThCs TMBEPTUKYJIOMOA00HBIE BbINsiunBanus. Horaa B
[IaTOJIOTUYECKUH MPOLIECC MOYKET BOBJICKATHCS KEITYHBIN ITY3bIPb.



AnprepratuBoit DPXIII" Ha cerogHsAIIHUI 1€Hb SIBISIETCS MATHUTHO-
pe30HaHCHas XoJlaHruorpadus — HEMHBAa3UBHBIHN, BBICOKOMH(DOPMATUBHBIN METO]T
BU3yaJIM3aLMH KEITYHBIX IPOTOKOB. [IepBUYHBIN CKIIEPO3UPYIOIINM XOIaruT
Masbix TpoTokoB (small duct PSC) ITpumepno y 20% 6oabubix [ICX oTcyTCTBYIOT
TUIIAYHBIE U3MEHEHUS Ha XOJAHTHOIPAMME. DTy CIOKHYIO JUIsl JMATHOCTUKU
dbopmy o603naugarT kak [ICX mansix mpotokoB (small duct PSC). Panee B
JUTEPATYpPE €€ OMPENEIIsIN KaK MepUuxoJIaHruT. MHOTHE TOAbI STOT TEPMUH ObLIT
CUHOHMMHWYEH U3MEHEHUSIM [1€YEHH, HAOJF0IaBIIUMCS Y TALIUEHTOB C
BOCHAJIUTEIbHBIMU 3a0051eBaHUsIMU KuIlleuHuKa. [{1s1 pacno3naBanus [1CX manbix
POTOKOB HEOOXOAMMO MOP(OJIOTHUECKOE UCCIeA0OBaHUE TeraToonomnTara u
MIPOBEICHNE TIATENbHOU MU PepeHIInaTbHON TMArHOCTUKY ¢ 3a00JICBaHUSIMU,
COMPOBOXKIAIOIIMMHUCS BHYTPUIIEYEHOYHBIM X0JecTazoM. Mopdonoruueckum
npu3HakoM 31oil popmsal IICX sBisieTcs mpexae Bcero pruOpo3npyromuii
NEPUXOJIAHTUT, KOTOPBIN BBISIBISIETCA HE Y BceX O0sbHBIX. B OosbInHCTBE
ciiydaeB MOpQosoruueckasi KapTuHa NpeACcTaBlIeHa HETHOMHBIM 1€CTPYKTUBHBIM
XOJIAHTUTOM C MPEUMYILECTBEHHBIM [TOPAKEHUEM BHYTPUIOJIBKOBBIX U
CENTaJbHBIX IIPOTOKOB, CKJIEPO3UPOBAHUEM ITOPTAIIb- HBIX TPAKTOB, a TAKKE
MOPTAIBLHOMN U MEPUTIOPTATILHON MHPUIBTPALIUEH.

B mnarnoctuke IICX MasbIX MPOTOKOB IMOMOIIb OKa3bIBAET HAIMYNE
COITYTCTBYIOLIErO BOCIAJIUTENBHOTO 3a00J1€Ba- HUSl KMILIEYHUKA. Y TaKUX
nanueHToB (B yacTHOCTH, 001bHBIX HAK) naxe MuHuManbHbie n3Me- HEHUS B
BUJIE HEKOTOPOH nposudepanuu JyKTyJs, MIOPTaIbHOTO OTEKa MO3BOJISIOT
Mpeanoso- kuTh Hanuuue panHeit ctaauu [ICX. Ecnu npu 3ToM HabmogaeTcst
MCYE3HOBEHHE AYKTYJ B OHUX MOPTAJIBbHBIX TPAKTaX M UX Hponudepanus B
JPYTUX, TO BEPOATHOCTH 3a00JieBaHus O0JIee BhICOKA.

ANOPEPEHLHUAJIBHAA TUATHOCTUKA

[Ipexne Bcero HEOOXOIMMO IPOBOAUTE AP HEPEHITNATBHYIO TUaTHOCTUKY
[ICX co BTOPUYHBIM CKIEPO3ZUPYIOLIUM XOJIAHTUTOM, KOTOPBINA MOXKET
pa3BUBATHCS BCIEACTBUE XOJIEINTHA3A, TPEIUIECTBYIONIMX ONEpaliil Ha JKeTYHBIX
IPOTOKAX, a TAK)KE XPOHUUECKOTr0 OaKTepruaIbHOIO BOCHANIECHUs Ha (OHE
BPO’KJICHHBIX aHOMAJIMH >KeTYEBBIBOASIINX ITyTel (6osie3Hb Kaponu, KucTobl
xonenoxa). [Ipu mporpeccupytoieit Kenryxe Heo0X0IMMO UCKITIOYUTh
XOJIaHTMOKapLIMHOMY, B TI0JIb3Y KOTOPOW CBHJIETEIBCTBYIOT BBIPAKEHHBIE
CTPUKTYPHI U JIOKAJTbHOE PACHIUPEHHE KETYHBIX IPOTOKOB C HATMYHUEM B HX
pocBeTe NOJUMOBUIHBIX Macc. [Ipu nposenennu auddepeHnuanbHOro AMarLosa
HE0OXO0AMMO UCKIIIOYATh TaK)Ke 3a00JIeBaHUS MEYEHHU, COMPOBOXKIAIOIIHECS
CUHAPOMOM XoJiecTas3a: nepBuuHbIA Omnnapubiil uppo3 (I161), ayrouMmyHHBIM
XOJIAHTHT, JIEKAPCTBEHbIE TOPAKEHUS [TE€YEHU, BUPYCHBIN U aJIKOTOJIbHBIN
renaTuThbl, capkounao3 u ap. (tadu. 2). [1BL] BcTpeuaeTcs mpeumyIiecTBeHo y
KEHIIMH CPEeTHEro Bo3pacTa. B ChIBOPOTKE KpOBHU OOJIbHBIX BBISBISIIOTCS



aHTUMUTOXOHApUanbHbIe anTuTena (AMA) B BeicOkoM TUTpe. Mopdonornieckue
kaptusbl [ICX u TIBL] xapakTepu3yroTcs AECTPYKTUBHBIM XOIaHTUTOM. O1HAKO
npu [ICX nmeromasics BocnaiuTenbHast UHQUIBTpALKA Yallie HOCUT yMEPEHHBIN
xapakrep, B To BpeMs kak npu [1b1] ona 3HaunTenpHO BbipaxkeHa. [Ipu nepBruuHOM
OuMapHOM IUPPO3€ HE HAOII0JaeTCs 00IMTEpUPYIOMUN (HUOPO3 KETIHBIX
npoTokoB. B HekoTophix ciydasx mopdonornyeckue kapTunbl [ICX u T1BL]
HACTOJIBKO CXO0H, YTO TPYJIHO AU depeHIIupoBaTh 3TH 3a00JIeBaHuUs TIPU
MUKPOCKOITMYECKOM HCCaeN0BaHUH. [Ipn ayTOMMMYHHOM XOJIAHTUTE UMEET MECTO
KJIMHUKO-OMOXUMHUYECKUI CUHAPOM XoJjiecTa3a U Mop(oaornyeckue nu3MeHeHus,
ananornunblie [1BL]. OqHako aHTUMUTOXOHIPUAJIbHBIE AHTH- TEJa IPU
ayTOMMMYHHOM XOJIQHTUTE OTCYTCTBYIOT. JIJIsl HCKIIIOUEHUS JIEKAPCTBEHHOTO
renaTuTa HEOOXOUM TIIATENbHBIN COOp aHAMHE3a C BBISICHEHUEM
NPUMEHSBILMXCS TAMEHTOM IpernapaToB. [[pyunHaMy BHYTPUIIEYUEHOYHOTO
X0JlecTa3a MOTyT ObITh aHa0OJIMYECKUE CTEPOUIBL, CYIb(aHNIAMUIbI, SCTPOTE€HBI,
(deHoTuazunbl 1 Ip. Manonatuyeckas 1yKTOEHUS B3POCIIbIX XapaKTepU3yeTCsI
POrPECCUPYIOLIUM CUHIPOMOM XOJIECTa3a, OTCYTCTBUEM JKETYHBIX MPOTOKOB HE
MeHee ueM B 50% mopTalibHBIX TPAKTOB, OTCyTcTBUEM acconuanuu ¢ B3K. [Ipu
COUYETAaHUU TUITUYHBIX XOJaHTHOTPAPUUECKUX U TUCTOJIOTHYECKUX TPU3HAKOB
[ICX ¢ BbIpaX€HHBIM LIUTOJIUTUYECKUM CUHIPOMOM (QJIaHMHOBAs TPaHCAMUHA3a
[ATAT] > 5 HOpM) HEOOXOMMO YUUTHIBATH BO3MOXKHOCTh CHHIPOMA
"nepexiiecta" IICX u ayroummynHoro renatuta (overlap-syndrom). ITpu sTom B
CBIBOPOTKE KPOBHU MAILIMEHTOB BBIABIISIOTCS aHTUHYKJICAPHBIE aHTUTEIIA B BBICOKUX
tutpax. [ToBeIeHo conepxanue g-rno0ynuHoB. [Ipu Mmopdosornyeckom
UCCJIEI0BAHUH B BOCTIAJIMTEILHOM HHPUIbTPATE OOHAPYKUBAIOTCA 3HAUUTEIIbHOE
KOJIMYECTBO IJIA3MAaTHYECKUX KJIETOK, HEKPO3bl TrenarouuToB. Capkonaos
XapaKTEPU3yeTCs] KAPTUHOW rpaHyIeMaTO3HOTO XOJaHTUTA U BHYTPUIIEUEHOYHOTO
xonectaza. Y 90% O0NbHBIX UMEIOTCS PEHTIC€HOJIOTUYECKUE U3MEHEHUS B JIETKUX
U TIPUKOpHE- BbIX TuMpatrueckux y3nax. Teuenue [1CX xapakrepusyercs
XPOHUYECKUM MPOTPECCUPYIOIINM TeueHueM. CpeHsisa NPoI0KUA- TEIbHOCTb
»u3HH 00sbHBIX ¢ [ICX coctaBmiser 11,9 rona ¢ MoMeHTa yCTaHOBJICHUS
nuartosa. Mimerorcs qanHbie 0 60jee ObICTPOM MPOrpecCUPOBAHUN 3a00JI€BaHUS,
ocobenHo y sl ¢ raruiotuniom HLA DR4. V GonbHBIX HEYKJIOHHO HapacTaroT
X0JIECTaTUYECKas KENTyXa U eYeHOYHast He0cTaTOoYHOCTh. [Ipu couetanuu I11CX
u HAK noBslillieH pUCK JUCIUIa3UU KUILIEYEHOTO SMUTENUS U Pa3BUTHS
KoJIOpeKTajabHOro paka. ¥ 5-20% nauuentoB TedeHue [ICX ocnoxusercs
Pa3BUTHEM XOJAaHTUOKAPUUHOMBI. [Ipn 3TOM HaOII0Ja€TCs TPOTrPECCUPOBAHKE
KENTYXH, HApacTaHWEe YPOBHS MapKepOB XOJIECTa3a, MPOTrPECCUPYIOIIEe CHUKEHUE
Macchl Tena. Ogaako B 30% HabmoaeHuii xomanruokapauaoma Ha pone [ICX e
COMPOBOXKAAETCS KAKUMU-TTMOO0 KIMHUYECKUMH WA TaO0OPaTOPHBIMU
U3MEHEHUSIMU.



OCJIO’KHEHUA

TIopmanvnas eunepmenzus. Y 00dbHBIX ¢ TocaeqHAMHU cTagusmu [TICX
4acCTO pPa3BUBAOTCS OCJIOAKHEHHUS MOPTAIbHOM TUIIEPTEH3UU: KPOBOTECUEHUS U3
BapUKO3HO-pacIIMpeHHbIX BeH nuieBoja (BPBII), kpoBoTeueHus: u3 Bapuko3Ho-
paCIIMPEHHBIX BEH, PACIOJIOKEHHBIX BOKPYT KOJIOCTOMBI, ACLIUT, CIIOHTAHHBIH
OaKTepHaIbHBIA IEPUTOHUT, TOPTOCUCTEMHAS HHIEdaTonaTus. ITH OCI0KHEHHUS
He sBisttoTcs cnenuduunsivu it [ICX, 3a uckimroueHneM KpOBOTECUCHUHN U3
BapUKO3HO- PACIIUPEHHBIX BEH, PACTIOJI0KEHHBIX BOKPYT KOJIOCTOMBI, Y OOJIBHBIX
¢ B3K nocne npoktokoimmkToMun. OCTaHOBUTH 3TO KPOBOTEUEHUE MOKHO
HAJIOKEHUEM MTOPTOCUCTEMHOIO ITYHTA WM B HEKOTOPBIX CIyYasx
TPAHCHIOTYJISIPHOTO BHYTPUIIEYEHOUHOTO TTopTocucTeMHoro mryHTa (TBIILL).
JIaHHOE OCIOKHEHUE MOKHO IPETOTBPATUTD, HAJIOKUB MIICOAHAJIbHBIN
aHACTOMO3. DTy OIepaluio BIMONHAIOT 001bHBIM [ICX, HyXnaronmMmcest B
IPOKTOKOJISKTOMUHU 10 IOBOJY HECHEIIM(PUUECKOTO A3BEHHOr0 KouTa. Takum
oOpa3oM ynaercs u36exarb GOpMUPOBAHUSI UIICATBHON CTOMBI.

Ocnoorcnenust xponuyeckozo xonecmasa. K HUIM otHocATCs €1a00CTh, 3y,
creaTopes, AePUIUT )KUPOPACTBOPUMBIX BUTaMUHOB (A, D, E u K), ocreonopos.
CrnabocTtsb 1 3y1 - Haubosee yacTble cuMOToMbI [ICX, KOTOpblE MOTYT CHUKATh
KAaueCTBO XM3HU ManueHToB. Ctearopes cBsizaHa ¢ JePUIIMTOM
KUPOPACTBOPUMBIX BUTAMUHOB U NIOHW)KEHHON AyOJCHAIIBHON KOHLIEHTpauen
KEJITYHBIX KUCJIOT, KOTOpast MPUBOJIUT K YMEHbII-CHUIO 00pa30BaHUs MULIEILL.
Crearopest y 601bHbIX [ICX MOXeT ObITh 00yCIIOBIEHA TAKKE XPOHUUYECKUM
NaHKpPeaTUTOM M Lenarakuei. Jepuuut ;xupopacTBOPUMBIX BATAMUHOB OOBIUHO
HaOMoAaeTcst y OOJbHBIX € XKEATYXOW U B HIUPPOTUYECKON CTAANH 3a00JIEBAHMUS.
OcTeonopo3 BcTpedaeTcs MOYTH Y TOJIOBUHBI OOJIBHBIX U XapaKTepU3yeTCs
BBICOKMM PUCKOM HETPaBMAaTUYECKUX NEPETOMOB.

Cneyughuunwie ocnoscnenus. IICX xapaktepusyeTcs: pa3BUTHEM psia
crenuUIHBIX OCJIIOKHEHUH, K KOTOPBIM OTHOCSITCS OaKTepUATbHBIA XOJAHTHT,
KETIHOKaMEeHHas 00JI€3Hb, CTPUKTYPHI )KEITYHBIX MTPOTOKOB, XOJaHTHOKAPIIMHOMA.
bakTepuabHbIN XOJaHTUT YaCTO PA3BUBACTCS MPU HATUYUU OOCTPYKTHUBHBIX
CTPUKTYpP U y OOJIbHBIX, IEPEHECUINX ONEPaIMIO Ha KeITUHbIX MyTaX. Y 30%
6ompHBIX [ICX BCTpedaroTCsi KaMHM YKETYHOTO My3bIPsI U MPOTOKOB.
[Tpubnuzutensro y 20% dhopmupyercs 00CTpyKTUBHASI CTPUKTYpa OUIIMapHOTO
TpakTa. Haubosnee yacto cTpukTypa pacnosaraercsi B 00JacTH BOPOT, OJJHAKO
MOKET OBITh B OOITEM JKEITYHOM M O0IIIEM IMeUYEHOYHOM MPOTOKaxX. B aTux ciydasx
HAJI0 BO3JICPKATHCSA OT XUPYPIUUECKUX PEKOHCTPYKTUBHBIX OTEPAIi M OTAATh
MPEAMTOYTCHUE HTOCKOTTNYCCKON MIIH YPECKOKHON OAINTOHHOM JTUJIaTaIUH.
Jlnurenbubie Habmoaenus 3a 6oapHbIME [ICX mokazamu, uto y 30% 60bHBIX
MOKeT pa3BUThCs xonaHruokapuruHoMa (XKILI). ¥V 6onpubix [ICX ¢ s13BeHHBIM
konuToM puck pa3Butust XKI] B 3-4 pasa Brbiie. BeickazaHo mpeAnoioxKEHNE, YTO



JUTATEIIBHOE TEYEHHE SI3BEHHOTO KOJINTA U KYPEHUE ABJISIOTCA HE3AaBUCUMBIMHU
dbakTopamu pucka pa3BUTUA onyxosiei renatoounuapaoi 30ubl mpu [TCX. XKI]
OYEHb TPYJHO AUATHOCTUPOBATH Y 00JIbHBIX [ICX, MOCKOIBKY OTCYTCTBYIOT
CEPOJIOTUYECKHE MAPKEPHI, a IUTOJIOTMYECKOe UcclieoBaHNe HEMH(GOPMATUBHO HA
paHHUX cTaauax Oose3nu. [Ipeamnonaraercs, 4To onpeAeaeHue CBIBOPOTOYHOTO
omyxoJieBoro Mapkepa CA 19-9 moxxet ObITh mone3npM B quarnoctuke XK. Jls
YTOYHEHUS CIIEUU(PUUYHOCTH U YyBCTBUTEILHOCTH 3TOTO0 MapKepa B KaueCTBE
ckpuHuHra XKII HyXHbI JaabHEHIIINE UCCIEIOBAHMUS.

JIEHEHHUME IICX
Crnemunduueckoro seuenus [ICX He cymecTByerT.
Meoukamenmosmoe neuerue

Hcnons3ytores: Kynpyperndeckas tepanus (D- neHnuumuiamMus),
anTuuOporeneTnyeckas (KOJIXUIMH), IMMYHOCYIIPECCUBHAs (TIPEIHU30JI0H,
a3aTUOIIPUH, LIMKJIOCIIOPUH, METOTPEKCAT, YPCOAEC30KCUXO0JIEBAs KUCIIOTA).
KoHTponupyemble KITMHUYECKHUE UCCIEA0BAHMS, ONMPAIOLIUECS HA KIIMHUYECKUE,
OMOXMMHYECKHE, PEHTI€HOJIOIMYECKHUE U THCTOJIOTUYECKUE TaHHbIE, TOKa3aJH,
yTo D - neHuuummiaMus, HUKIOCIOPUH, METOTPEKCAT M KOJIXUIMH HE OKa3bIBAIOT
BBIPQKEHHOT'O BIIMSHUS HA POTPECCUPOBAHKE 3a00JIEBAHMUS.
VYpconezokcuxonenas kuciora (YPCOCAH) - enuHCcTBeHHBIN TTpeniapart, KOTOPbIT
B HU3KkuX (10mr/kr) u cpennux (13-15 Mr/kr) qo3ax ynaydiraeT OMOXUMHUECKUE
MO0Ka3aTeNH, HO HE BIMSET Ha KIIMHUYECKYIO KapTUHY 3a00JI€eBaHU,
TMCTOJIOTUYECKYIO KapTUHY M CPOKH BbDKHMBAEMOCTH. [Ipn Ha3HaY€HUU BBICOKOM
10361 Y JIXK (20MI/Kr) OTMEYEHO CHUYKEHUE YPOBHSA LIEN0YHOU PocdaTazbl u
raMmma-TJI0TaMIITPaHCIENTHAA3bI, MPEKPALIEHUE THCTOIOTMYECKON MPOrPeCcCuu.

qp€CKODfCHCl}l U/ U SHOOCKONUYECKAs XOAAHSUONIACMUKA

[TpuMeHeHre XOJaHTHOIIACTUKH YMEHBIIAET BIPAKCHHOCTD KENTYXH H
KYIUPYET OaKTepHAIbHBIM XOJIaHTHUT, HO HE 3aMEJIJISET MPOTPECCUPOBAHUE
3a00JI€BaHUA.

Xupypauueckoe neuenue

BhINoONHAIOT pEKOHCTPYKTUBHBIE ONEPAIIMU HA )KETYHBIX MYTSIX,
MIPOKTOKOJIIKTOMUIO, TPAHCIUIAHTALIMIO [TI€Y€HU. PEKOHCTPYKTUBHBIE ONIEPALIUU HA
YKETYHBIX MYTAX MO3BOJISIIOT 00JIETYUTh CUMOTOMBI U UCKITtounTh XKII, oHako He
BIIUSIIOT HA MPOTpeccupoBanme 3a0oaeBanus. [[pOKTOKOIIKTOMMS, BBITIOTHIEMAS Y
00JBHBIX C TsKeIbIMU B3K, pakom ToJICTON KUIKK WX JUCIIIA3HEH, HE BIUSICT
Ha niporpeccupoBanue [1CX.

Kynupoeanue CUMNNIOMO6 XPOHUYECKO20 Xo1ecnasda



Koxnsrit 3y wacto 6ecriokout 60mpHBIX [ICX 1 yXy/amaer Ka4ecTBO Ux
XKU3HU. J{7151 KymupoBaHUS KOKHOTO 3y/1a IPUMEHSIOT XOJECTHPaAMUH,
aKTUBHPOBAHHBIN yroib, (heHoOapOuTas, pudaMIuiiH, aHTATOHUCT OMUOMTHBIX
peuenTopoB (HaJOKCOH), rutazMadepes, remocopOuuio. IlanuenTsl ¢ nepuiurom
KUPOPACTBOPUMBIX BUTAMHUHOB JOJIKHBI ITOTy4YaTh 3aMECTUTEILHYIO TEPATTHIO.
DddexTuBHOTO IEUEHUS OCTEONIOPO3a HE pazpadboTano. [1o mepe HeoOxoaMMOCTH
KOPPEKTUPYIOT HEJOCTATOK BUTAMHUHOB, JOMOJHUTEIBHO MPUMEHSIOT KaJIbIUi,
ACTPOTEHHI (y KEHIIMH B TOCTMEHOTIAY3¢).

Jleuenue cneuuqbulmblx OCJIOJCHEeHU

Jlns nedeHust 6aKTepruabHOTO XOJaHTUTa TPUMEHSIOT BHYTPUBEHHOE
BBEJICHUE aHTUOMOTHUKOB HIMPOKOTO criekTpa AeiicTBus. Yacto ahpexTruBHA
npoduIaKTHKa HUMPO(IOKCAITMHOM, KOTOPBIA IOCTUTAET BHICOKOW KOHIICHTpAIUU
B xkemun. Eciu 00pa3yroTcst CTPUKTYPBI, KOTOPBIE MPOSIBISIOTCS KEATYXO0M, 3y/I0M
1 OaKTepUAIbHBIM XOJIAaHTUTOM, TO CIEAYET MPOBOJIUTH SHIOCKOIMMYECKYIO WU
YPECKOXKHYIO OaNIOHHYIO AuaTanuio. YacTo Hy)KHa yCTaHOBKA JITTMHHBIX
cteHToB. Bo Bcex ciyuasx c mnenbto uckimouenus XKL Heodxoaumo
IUTOJOTUYECKOE MCCIIe0BaHUE KeTuu U cockoba. [Ipu pazButun
XOJIAHTHOKAPIIMHOMBI MIPOTHO3 KpaitHe HeOIaronpusTHhIN, OHA TUIOXO MOAIAETCS
Jy4€BOW M XUMHUOTEpanuu. Bo MHOTMX TpaHCIUIAHTAIIMOHHBIX MTPOrpaMmMax
couetanue [ICX ¢ XKI] cuutaercs aOCOMOTHBIM MM OTHOCUTEIIbHBIM
MPOTHUBOMOKA3aHUEM K TPAHCIUIAHTALINU TICUYCHHU.

Ocnooicuenus I’lOmelJZbHOZZ cunepmeH3uu.

IIpn kpoBoTeuenusx n3 BPBII nmy4ymmm MeTonom nedyeHus sBisieTcs
CKJIEPOTEpAIus WIM JHIOCKOIINYECKOE JINTUPOBAHNUE BEH.

Tpancnaanmayus nedeHu CUYMUTAETCS CPEACTBOM BbIOOpPA JJ1s1 OOJIBHBIX C
koHeuHou craguer IICX. BepkuBaeMocTs B TeueHue roga cocranisget 90%, B
teueHue Snet - 75%. [Ipu Hanmuny B aHaMHE3€ onepanyi Ha KETYHBIX MMy TAX
TPAHCIUIAHTALMIO IEYEHH BBIITOJIHUTH TPYAHEE, YBEIMUMBACTCS TAKKE 4acCTOTa
MOCTTPAHCIJIAHTAIMOHHBIX OCNOXKHEHHUH. Y 15-20% O0nbHBIX mOCe
TpaHCIUIaHTauKu otmevaetcs peuuaus [ICX.
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