Hughdepenyuanvusiii Ouacnos IpOBOASIT C IEPBUYHBIM CKIEPO3UPYIOIIUM
XOJIAHTUTOM H JPYTHUMHU XOJECTATUYECKUMU 3a00ICBaHUSIMHU.

IIpooondicumenvsHocms  dicu3Hu  BapbUPYeT B 3aBHCUMOCTH OT KJIMHHYECKON
MaHudecTanuy 3a00J€BaHMA: Y MAllMEHTOB C aCUMITOMHOM (opmoit — 6Gonee 10 ner, ¢
JKENTYXOU — OKOJI0 7 JIeT.

Jleuenue BKJIIOYAaET CUMITOMAaTHYECKYIO TEpAlMIO KOKHOTO 3ynaa (YypCcOAEOKCHXOJIOBas
kucinota 750 Mr B eHb MOCTOSIHHO W/uiu xojectupamuH 4,0 - 12,0 r B CyTKH C y4eToM
BBIPQ)KEHHOCTH KOXHOTO 3yZAa), MpeaylnpekAeHUe OCTEOAUCTPOPHH, KOPPEKLHUIO
CBEPTHIBAIOLLEH CHCTEMBl KpPOBU U cneuyuguueckyro mepanuio IIBI]. B nocinennem
cllyuae  TPUMEHSIIOT  YPCOJEOKCHXOJEBYIO  KHCIOTY  (ypcodanbk, XeHO]abK),
metoTpekcaT. B neuenun IIBLl ucnonb3yroT crnenyromuye KOMOMHAIMM JIEKApCTBEHHBIX
cpeacts: konxuuumH u YJXK; nuxiocnopuH A (CaHOIUMYH, CaHIUMYH-HEOpaa) MU
METWINPETHU30J0H (Metumipen), Mmertorpekcat u  YJXK. Tlocrmemnsiss koMOWHaIms
SBISIETC HauOoJiee NEePCHEKTHBHOM, TaK KakK YAJMHSET TMEpPHOJ IO TPaHCIUIaHTAIH
neueHu. TpaHcmaHTanusl ne4eHu y OOJNBHBIX C JAHHOW NATOJIOTHMEH JaeT Xopouue
pe3yabTaThl.

IlepBUYHBINA CKICPO3UPYOLIMHA XOJAHTUT

[epBuunerii ckieposupytomuii xomanrut (IICX) — ayrommMmyHHOE 3a0051€BaHNE
HEM3BECTHOM 3THOJIOIMHU, XapaKTepHU3YIoLleecs HErHONHBIM 1eCTPYKTUBHBIM BOCIAJICHUEM
U CKJIEPO30M BHE- U BHYTPHUIICYCHOYHBIX KEITYHBIX MPOTOKOB, PA3BUTHEM XPOHHUYECKOTO
XoJjecra3za, OWJIMApHOrO IMPpO3a IEYEHH, MOPTAIBbHOM TMIIEPTEH3UU U IEYCHOYHOM
HepoctatoyHocTu. IlpubnusurensHo B 70% cnyuaeB IICX coueraercss ¢ S3BEHHBIM
KOJINTOM. TeopeTHuecKkd B KauecTBE «3allyCKAIOLIMX» IATOIeHOB pPaccMaTpUBAIOTCA
MH(QEKIMOHHbIE areHThl, TOKCUHBI, BUpPYChl. BaxkHbiM ¢akropom mnarorenesa IICX
SBJISIIOTCSI TEHETUYECKU OOYCIOBJICHHbIE MMMYHHBbIE HapylIE€HHs B BHJE IOBBILIEHHOM
AyTOPEAKTHBHOCTH IIMTOTOKCHYHBIX T-TUMQOIUTOB H HM3MEHEHUS T'yMOPaJIbHOTO
UMMYHHUTETA: AaKTHBallUsi KOMIUIEMEHTAa, LUPKYJIUPYIOIIME MMMYHHbIE KOMIUIEKCHI,
OOHAapyK€HHE  NEPUHYKIEAPHLIX  AHMUHEUMPOPUALHHIX  YUMONIAZMAMUYECKUX
anmumen — PANCA. Cneunduyeckue anturenusie aerepmuHanTsl pANCA npu I[1CX
He oOHapyxeHsl. [Ipennonaraercs, uyto B naroreHese IICX nmeer 3HaueHHe HapyllEHUE
MeTaboIM3Ma KoJljlareHa.

Knunuueckaa xapmumna. boneroT npeumyiiecTBeHHO MyK4uuHbl (60%). Hawano
3a00JIeBaHNs 4YacTO MPOSIBIISETCS ACTEHHEH, KEeNTyXOH, KOXKHBIM 3yJIOM, XOJAHTHUTOM,
CHI)KEHHMEM Macchl Tella, 00JIbI0 B BEpXHEM KBajpaHTe kuBoTa. [lpu coueranuum [1CX c
3a00JIeBaHUAMU  KUIIEYHHKA WX CHMIOTOMBI JONOJHSIOT KIMHUYECKYIO KapTHUHY.
bruoxumuueckrne n3MeHEHHs KPOBU COOTBETCTBYIOT TaKOBBIM IIPH CHHIPOME XoJiecTa3a. ¥
70% O6O0NBHBIX B CHIBOPOTKE KpoBU ompezenstorcss pANCA, KOTOopble paccMaTpUBaIOTCS
KaK MapKep TeHEeTUYECKOW MpepacnoyiokeHHoCcTH K 3aboneBannio. AMA mpu [ICX He
0OHapYKUBAIOTCS.

Jluaenos. HeobxomumbiM ycrmoBueM moaTBepkaeHust [ICX sBiseTcs nmpoBeacHUE
xoJaHTuorpaduu, Mpu KOTOPO 0OHAPYKUBAIOT YETKOOOPA3HBIE HEPETYISIPHBIC KETIHBIE
npotoku. Metogom BeiOopa B auarHoctuke [1CX sBuserca OPXIIT, meTonom pesepa —
YUXTI (upeckokHasi ypecredeHOouHas xonaHruorpadus). Juggepenyuanvusiii ouaznos
npoBogAT ¢ [IBL] u npyrumMu cOCTOSSHUSIMU, BBI3BIBAIOIIIMMU CUHAPOM XO0JIeCTa3a.

Cneyuguueckozo nevenuss IICX He pa3paboTaHo, €MUHCTBEHHBIM 3()()EKTHBHBIM
METOJIOM SIBJISICTCSI TPAHCIUTAHTAIIHS [TEYCHHU.
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