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epBUYHBIN 6uaMapHbIid 1uppo3 (I1B1) - xpo-

HHUYecKoe 3abo0JjieBaHUe, XapaKTepusylolieecs

HeoOpaTUMBbIM NPOTPeCcCUPYIOLIUM  pa3py-
lIeHWeM BHYTPUIIEYEHOUYHbIX >KeJYHbIX NPOTOKOB B
pe3y/ibTaTe BOSHUKHOBEHUS] B HUX BOCHAJUTEJIBHOTO
nporuecca [1]. 3TU naToJloruiyeckrve U3MeHeHUs CTaHO-
BATCA NMPUYUHOM 3acTod eJ4yu (XoJiecTasa) U 3HAYU-
TeJIbHOT'0 HapylleHUs1 GYHKLIUU NeyeHU (eyeHOYHOH
HeJ0CTaTO4YHOCTH) [2].

BriepBble 3a60/1eBaHye 6b1JI0 ONMCAaHO AZAICOHOM U
lannom B 1851 r,, a 3aTem — XaHo [3]. 3-3a BbICOKOTO
YPOBHS# X0JIeCTEpPUHA B CbIBOPOTKE U HAJIUUYHSA KCAaHTOM
Ha Koxke 3ab60JieBaHMe CTaJlM Ha3blBaTb KCAHTOMATO3-
HbIM OUJIHMApHBIM LUppo3oM[4]. TepMUH «ITepBUUHBIN
OUJIMApHBIM LUPPO3» MNPeAJOXKUIN ApeHC U COaBT.
ITOT TepMUH He COBCEM TOYEH, TaK KaK Ha paHHHUX CTa-
JUsX 3a60/1eBaHUA y3Jbl pereHepaly He BbISBJSIOT-
csl ¥ 1jMppo3a ellé HeT. bosiee NpaBU/IBHBIM OBLIO GBI
Ha3BaHUE «XPOHUYECKUN HETHONHBIN JeCTPYKTUBHBIN
XOJIAaHTHUT», OJIHAKO OHO He BBITECHWJIO OOILeNpHUHS-
ThIA TEPMUH «IIEPBUYHBIN GUIMAPHBIN IUppo3» [5].

Cpenuasa pacnpoctpaHeHHocTb [IBLl cocraBisier
40-50 caiydyaeB Ha 1 MJIH B3pocJioro HacesieHus [6]. 3a-
60JieBaHMe ONMHMCAHO MPAKTHUYeCKH BO BCex reorpadu-
YyeCcKUX pervoHax. BcTpedaeTcs nmpeuMyleCTBEHHO Y
YKEHUIMH (COOTHOLIEeHUEe NOPaKeHHBIX MY>XYUH U JKeH-
IIUH cocTaBJsieT 6:10 cOOTBETCTBEHHO) Cpe/iHEro Bo3-
pacta (35-60 Js1eT) U MOXXeT UMeTb CeEMeNHbIN XapakK-
Tep. BeposATHOCTb pa3BUTUA 6OJIE3HU Y OJIMKANUIINX
poacTBeHHUKOB B 570 pas Bblllle, UeM B nonyasuuu [7].
Exxerogno IIBL] 3a6oseBatoT oT 4 0 15 4yesoBek Ha 1
MJIH )UTeJiet [8].

[IpvBeseHHOe HUXe KJIMHUYeckoe HabJofeHue Je-
MOHCTpUpPYeT NpUMep IOC/Ief0BaTeJbHOIO JHUarHo-

CTHUYEeCKOr0 NMOKCKa U YCIeIHOro JieyeHUs] MallueHTKU
C IEpBUYHBIM GUJIMAPHBIM LIMPPO30M C NOMOLIbI0 UM-
MYHOCYNPeCCHBHOH TepanuH.

Bosbnada T, 44 neT, BiepBble NIOCTYNNJIa B FaCTPOIH-
Teposiornyeckoe otaeseHue KPY «Kb um. H.A. Cemam-
ko» B utosie 2008 rozpa c xano6aMy Ha BbIpaKEHHBIN
KOXHBIM 3y, TOLIHOTY, CHI)KeHUe alleTUTa, CHUXe-
HUe Macchl TeJsla Ha 15 Kr 3a nocjeHue 8 Mec., 0611y10
€1a60CThb, 6ECCOHHULLY.

W3 anamHe3a xu3HU: B 1992 rony - nepBble poAbl CO
CTUMYyJIALMeH, oc/le Yyero y naljMeHTKH NOsIBUJIMCh Xa-
JI06bI Ha NOBBILIEHHY0 NUTMEHTALMI0, IepUoANYecKoe
NOsIBJIEHHEe MeJIKOTOYEeYHOH ChIIIM Ha Pa3HbIX yYacTKax
TeJsla, NOBBIIIEHHYI0 YTOMJIIEMOCTD, CBSI3aHHYO C GU-
3U4eCcKUM NepeHanpsxkeHreM. B 1994 roay nanueHTke
ycTaHaB/auBaeTcs1 AuarHo3: Cunapom llTeitHa-/leBeH-
Tajs (CUHAPOM NOJMKUCTO3HBIX SMYHUKOB) — M Ha3Ha-
YyaeTcss KOMOMHUPOBAHHbINA rOPMOHAIBHBIN Npenapar,
COZePXKUT LMIIPOTEPOH aleTaT U 3STUHUIICTPALUO -
JuaHe-35, KOTOpbIY OHA NPUHUMAET Ha MPOTSIKEHUU 6
JeT - ¢ 1994 no 2000 rog. B 2003 rogy A1 coxpaHeHUs
6epeMeHHOCTH NallMeHTKe Ha3HadaeTCs CUHTeTHYe-
CKMH aHaJIoT IporecTepoHa — YTpoxecTaH. B 2004 roay
nocJie 2 po/ioB y NallMeHTKH pa3BHUBaeTCA KpallMBHULA,
C 3TOTO Ke BpeMeHU Ha NPOTSKEHUU HECKOJIbKUX JIeT
OHa npuHUMaeT JleBoHOprecTpes - JieKapCTBEHHOe
CpeACTBO, ob6Jsajalolilee BbIPa)KeHHOM MporecTareH-
HOU M aHTU3CTPOreHHOM aKTUBHOCTHI0. B 2005 rozy Ha
¢$oHe BHYTpUBEHHOI0 BBe/leHUsI THOCY/IbdaTa HaTpuUs
(no noBoAy MeJKOTOYEYHOW ChINM) y MaLlMEHTKU pas-
BuBaeTcqa oTek KBunke. 02.06.2006 npu npoBeJeHUU
TMCTEPOCKONMHU YCTaHaBJMUBaeTcs AuarHos: CUHApPOM
AmepmaHa. CHHeXUH 11epBUKa/IbHOI0 KaHaJla.

[TanueHTKa cuuTaeT cebs 60abHOM ¢ 26.06.06, korga
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Ta6a. 1
Pe3ys1bmamul 1a60pamopHbIX Memodos ucciaedosaHus 8 mae 2007 2.
OAK (10.05.2007) Buoxummnueckoe uccnegosaHue Kposu (22.05.07)
Hb-127 r/n I'TT — 245 ME/n (N go 38 ME/n)
Op.-4,2x10 T/n o — 315 ME/n (N go 105 ME/n)
LiMn-0,91 O6wwun XC - 4,89 mmonb/n
Jle-4,3 x10 I'/n XC NMBI - 2,04 mmons/n
CO3-33 MM/ XC NMHIM - 0,54 mmonb/n
n/sa—5% B-nunonpoteungel — 30,0 y.e.
c/a —64% BunupybuH obmn — 19,6 mkmons/n
3.-2% Bununpy6buH npamon - 5,6 Mkmonbs/n
n.-20% BununpybuH Henpsamon — 14,0 Mkmonb/n
M.-9% ANT - 311 ME/n (N po 41 ME/n)
ACT — 233 ME/n (N go 40 ME/n)
Tumonoeas npoba — 7,09 ea. (N 0-4 eq.)

Mapkepbl BUpYCHbIx renatutoB (20.05.2007): pe3ynsraTt oTpuLaTenbHbINi

OTpULATEJbHBIN.

Mapkepbl ayTOMMMYHHbIX renaTuToB (AWI) v nepBuyHoro 6usiuapHoro uupposa (IIBI) (18.05.2007): pesyabraT

OblJ1a IpOM3Be/ieHa JIallapOCKOMNMs 10 NOBOAY pa3phiBa
KHUCTBI IMYHUKA. Torja, BiepBble, IpHU 6UOXHMUYECKOM
HCCIel0BAaHUM ObLJIO OTMEYEHO IOBbIIIEHUEe YPOBHSA
TpaHcamunas: AJIT g0 91, 9 ME/a (N go 41ME/x), ACT
no 72,7 ME/n (N go 40 ME/n) - u iesnouHo# pocdara-
3bl (IP) no 643 ME/n (N go 105 ME/x). Ciycts 1 me-
csan (12.07.2006) - npu cpoke 6epeMeHHOCTH 6 Hefleslb
Ha QoHe BbIpaKEHHOT0 TOKCHMKO3a MaljMeHTKa Oblia
BbIHYX/leHa cJleslaTh abopT; Gblj1a Npou3Be/ieHa BaKy-
yM-3KcTpakuus mioga. Euge uepes 1 mecsn, (13.08.06) B
CBSI3U C IOSIBUBLIMMMUCS Pe3KMMHU 60/1IMU BHU3Y KUBO-
Ta B Erunte (1o MecTy *XUTebCTBA My»a) ObLIO MPO-
BeJleHO BBbICKabJIMBaHME IIOJIOCTU MaTKH U yAaJleHhe

KaHaJla IPOBOAUTCSH FMCTEPOCKONHS U pacceyeHue Cu-
Hexuil. B auBape 2007 roza nanueHTKa NpouLIa IJa-
HOBoOe 06cJie/loBaHue Ilepe/ IJIaHUPYyeMOH onepanyeit
[0 MOBOJAY MYNOYHOM TpbDKH, OOHApyKeHO IOBbILIe-
HUe ypoBHA TpaHcaMuHas: AJIT go 2,5 mmounb/a (N 0,1-
0,68), ACT po 0,78 mmoab/a (N 0,1- 0,68). Kpome Toro,
npouia o6ciefoBaHHe Ha MapKepbl BUPYCHBIX rena-
TUTOB: pe3y/IbTaT OTpULaTebHbIH. CIyCTs HECKOJIbKO
MecsiteB (c masg 2007 roza) K BbIlle NepedyucIeHHbIM
»Kasi06aM NpHUcoeMHAETCs BbIpaXKeHHbIM KOXKHBIH 3y,
Ha NOJOIIBAxX M JaZ0OHAX, BO3HUKAIOIIUKN NpeuMylle-
CTBEHHO B HOUHOe BpeMsl. [[pyHuMaJia cynpacTuH - 6e3
3dodexTa. Ha poHe BHYyTpUBEHHOI0 BBEIeHUS JleKcaMe-
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Puc.1 flunamuka AJIT, ACT Bo BpeMsi rocnutTaamn3almm

OCTATKOB IJI0Jia. B mocieonepanoHHoOM nepuoje na-
LMeHTKe ObLIM Ha3HayeHbl aHTHOMOTUKM (LlunposeT
BHYTPUBEHHO) U NPOTHUBOrpUOKOBBIE CBeYU - MUKO-
’kMHaKc. C 3Toro nepuojia BpeMeHHU y MallueHTKH OT-
MeyaeTcsl HapyllleHue MeHCTPyaJbHOI0 LiMKJa (0TCyT-
CTBYIOT MEHCTPYaluu), U C LeJIblI0 CTUMYIANUN PYHK-
MU AMYHUKOB HaszHauyaeTcs JlypacToH - nporecrares,
aHaJIoT HaTypaJsibHOro nporecrepoHa. 05.11.06 no no-
BOJY CUH/pOMa AlllepMaHa , CHHEXUH LlepBHUKaJIbHOTO

Ta30Ha 3y/J| Mcye3aeT. B aToT nepuoj BpeMeHu npouuia
KOMIIJIEKCHOE KJIMHUKO-1abopaTOpHOe UCCel0BaHue,
pe3yJabTaThl KOTOPOTO Mpe/cTaBJeHbl B TabJ1.1.

B cenTsa6pe 2007 roga oTMeuyaeTcs ycuJeHUe 3y/a,
OJlHAaKO BHYTpPHBEHHOe BBeJleHHe JleKCaMeTa30Ha yxe
He IPUHOCUT 06J1eryeHus, U 3y, coxpaHseTcs. [lonoxu-
TeJIbHasA AUHAMUKA C YyMeHblLIeHUeM 3y/ja pa3BHUBaeTCs
Ha ¢poHe BHYTPHMBEHHOI'0 Ha3Ha4YeHHUs AunpocnaHa. 06
okTs16ps 2007 roza npousBe/ieHa JaapoTOMUs U pe-
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Puc.2 lnnamnka 6uManpy6uHa Bo BpeMsi rocrimtanmn3aymm

3eKLUsA 060UX TUYHUKOB B 7 FOPOJCKON 6OJIbHUILE 110
MOBOAY pa3pbiBa KHUCThI IPABOTO IMYHUKA, KUCTO3HOU
JlereHepalyy JeBoro siMYHMUKa. B mocieonepanoHHoM
nepuojie ObLIM Ha3HaueHbl aHTUOGUOTHKU (reHTaMu-
UuH, nedasocnopuHsl) U AyPpacToH, KOTOpble MHaLU-
eHTKa MpUHUMaJa Ha npoTskeHud 10 aneit. Ha ¢pone
JleyeHUsl MTOSIBUJIaCh UKTEPUYHOCTD CKJIED, TOBBICUJICS
6unnpy6ouH o 30 MmkMmoJib/J1. B fekabpe 2007 roga o6-
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Puc.3 luHamuka wesno4Hoi ¢poccharasbl BO BpeMs
rocnuraamlaymun

cef0Baach N0 MeCTy XUTeJbCTBa MyXka (B Erunte):
MapKepbl BUPYCHBIX I'ellaTUTOB - OTpUliaTesbHble. B
deBpase 2008 roga oTMevaeTcss BO30GHOBJIEHUE 3Y/a,
B CBSI3M C 4YeM MaljMeHTKa TOCNUTaJIU3UpyeTcs B Te-
paneBTUYeCKOro oTAeseHUs KJIUHUKA KI'MY um. C.U.
[eoprueBcKoro K racTpoOsHTepoOJIOTy (CTalOHapHOe
JedyeHue ¢ 26.02.08 no 21.03.08). /laHHbIe j1abopaTop-
HbIX MeTOZ0B o6cnefoBanusi: OAK: Hb-116r/n, 3p.- 3,8
x 10 12/a, I - 0,9, Jle - 3,8 x 10 9/1, CO3 - 27 MM/,
Tp. - 260 x 10 9/n, n/a - 6%, c/a1 - 37%, 3. - 3%, 1. -
45%, M. - 9%. BuoxuMuveckoe ucciae0BaHUE KPOBU:
1® npu nocrynaenuun - 1428 (N 110-290) ME/a, P
npu Bbinucke — 7056 (N g0 2100) HMOoJb /J1, GUIUPYOUH
o61muit - 60, 9 MKMOJIb/J1, GUIUPYOUH nNpsMol - 42,1
MKMOJIb/JI, OUJIMPYOUH HenmpsMod - 18,4 MKMoJib/J,
AJIT -57,1 (N go 49) ME/n, ACT - 61,9 (N o 49) ME/ 1,
X0JIeCTepUH 061U — 7,62 MMoJsb/ 1. Caxap KpoBH - 4,1
MMOJIb/J1. AHa/IU3 KPOBU Ha MapKepbl BUPYCHBIX rena-
TUTOB, AUl UTIBLl - oTpULaTeNbHBIN. LlepynoniasMuH-
B npegnenax HopMmbl. OI/IC: 3akiatoyeHue: EfMHUYHBbIE
3pO3UM TeJsa XKeJayAKa. IJpuTeMaTo3Hasl racTponaTHsl.

BuonrtaTHelil TecT Ha HP - mosoxut. [locne nosiHoro
KJMHHUKO-1ab60paTOpHOro 06C/ef0BaHUs MallMeHTKa
BBINUCBIBAETCS C JUAarHo30M: XpOHUYECKU renaTuT,
JIeKapCTBEHHOI0 reHe3a (MpHeM 3CTpareHHbIX Mpemna-
paToB, a/lepruieckuii KOMIIOHEHT) C BbIPa)KeHHBIM
X0JIeCTaTUYECKUM CHUHAPOMOM. XpPOHUYECKHUH XeJlHKO-
GaKTepHbIN racTpUT, 3p03UH TeJia XKesyAka. PekomeH-
Jl0BaHO: ypcojie3okcuxoJsieBast kucaora (YAXK) B fose
1000 mr/cyT. (13 pacyeta 20 Mr/Kr/cyt), npoBeJieHue
AHTUXEJUKOOAKTEePHOU Tepanuu.

B mapTte 2008 roga y nagieHTKU pa3BUBaeTCs OTEK
KBHHKe, B CBfI3U C 4YeM OHa FOCNUTAJU3UPYeETCs B all-
Jleprojioruyeckoe OTZAeJjieHHe 7 TOpPOACKON OO0JIbHHU-
1], IJle ObL Ha3Ha4yeH JieKcaMeTa30H BHYTPHUBEHHO. B
anpesie 2008 roga rocnuTanusupyeTcs B UHCTUTYT XU-
pypruu uM. A.B. Bumunesckoro PAMH, rze nocie npose-
JleHUs1 1abopaTOPHbIX U UHCTPYMEHTAIbHbIX METO/,0B
o6csie/joBaHUA TOYHBIM AUArHO3 YCTAaHOBUTbL He yJa-
Jiockb. [laleHTKa BbIMUCBIBAETCS C NMPEANOJIOKATEb-
HbIM IMarH030M: AyTOMMMYHHBIHM renaTUT — U Ha3Ha-
yaeTcs JiedeHHe NpeJHHU30J0HOM 10 CXeMe, HauKHas C
45 Mr/cyTKH, C IOCTENEHHbIM CHU)XEHUEM [103bI 10 5
Mr Kax/ible 5-7 nHeit. OnHako Ha GpoHe Tepanuu npej-
HH30JI0HOM 3Y/J| YCUJIIUBAETCS, NOSBJSIIOTCA OTEKU BeK,
JIMIa, HU)KHUX KOHEYHOCTeH.

14.07.2008 mnauueHTKa BIepBble TOCHUTAJIU3UDPY-
eTcd B racTposHTepoJsiorndeckoe otgenenue KPY «Kb
vM.H.A. CeMaliko» C OMMCaHHBIMU BbILIE KaJl006aMHU.
[Ipu n1a6opaTopHOM 06C/IE0BAaHUU 0OpalllaeT Ha cebs
BHUMaHUe noBblieHue ypoBHs AJIT 1o 1,95 MmMoub/ i,
ACT - o 1,57 mmonb/a, 1@ - go 3715 amonb/c-1, XC
o61ero - o 10, 2 MMoJb/1 (BIepBblE MOBHIIAETCS ),
6uaupy6uHa o6iiero — o 120,5 >104,6 (npu BbInu-
CKe) MKMOJIb/J1, 6unpy6uHa npssmoro - 10 91,3 80,0
MKMOJIb/JI, OBUIMpy6rHa Henpsimoro — o 13,3 > 40,5
MKMOJIb/J1 (BCe aHA/IU3bl cjaBajluch Ha GoHe MpUeMa
npeaHusosioHa). Lepynomnasmus - 52,1 mr/an (N 22-
58). /luarHos npu BbINUCKe: X0J€CTa3 HESICHOTO reHe-
3a. AyTouMMyHHBIU renaTtut, [l Tun, AMA-oTpunaTesb-
HbIH? PexomeHyeTcs npueM Y/IXK B fose 750 Mr/cyT.

B aBrycte 2008 roga B Erunrte no pekoMmeHzauuu
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Puc.4 fluHammka 6manpybmuHa

MeCTHBIX Bpayell Oblla NMpou3BeJieHa OUOICUS Ieye-
HM, HeyfaadHad nonbiTka IJPXIII' ¢ ABJIeHUMAMH NaH-
KpeaTHTa, OBbIIIEHHWEM TeMIlepaTyphl Tesa go 390C,
pa3BUTHEM aclyTa B I0OCJeOoNepaliiOHHOM IepHoje,
JleyeHre KoHcepBaTuBHOe. 02.09.2008 nocTynuJjia B OT-
Jesenue ractpoxupypruu KPY «Kb nm.H.A. Cemaiuko»
€ ’KaJ106aMU Ha KeJITYLIHOCTb KOXKHBIX TIOKPOBOB, YBe-
JIMYeHMe KUBOTa B 06'beMe, CHIXKeHHe alllleTUTa, U3-
KOTY, YMeHbllleHHe KOJWYecTBa U NOTEMHeHUe MO4YH,
COHJIUBOCTD, 60JIM B MOSICHUUHOM 06/1aCTH, 06111y CJ1a-
60CTb, MOBBIIEHHYI0 yTOMJsseMocTb. 10.09.2008 nepe-

B AJIT

23.03.09
Puc.5 flunamuka AJIT, ACT

BeJleHa B OT/leJleHre peaHMManuu. [Ipu o6cie0BaHUM:
abcrecc caJbHUKOBOM CYMKH, aCLiUT, IAaHKPEOHEKpPOs.
Ha onepanuu (10.09.2008): siBj1eHUs MaHKPEOHEKPO-
33, MHQUIbTPAT renaTo-Ayo/leHaJbHON CBS3KH C pac-
NpOCTpaHEeHUEeM Ha »eJYHBbIN NMy3blpb, abciecc cab-
HUKOBOW CYMKH, BBINOT B OprouiHoi moJsioctu 300,0.
B nocneonepanioHHOM IepHoje NPOBOAUIACHE UHOY-
3MOHHO-KaleJsbHas, NPOTHBO-BOCHAJMTEJbHAsA, obe-
360J1MBaOLasl, aHTHGAKTepUaibHas1, 3aMeCTUTe /IbHas
Tepanus. 14.09.2008, 17.09.2008 6b11u npou3Be/eHbI
peBu3usl, caHalMs U JApeHMpOBaHUE OCTAaTOYHOH Io-
JIocTH, cMeHa TaMmnoHa. 17.09.2008 npu miieBpasibHOM
OyHKUUU 66110 yfaseHo 500,0 MJ1 KUAKOCTHU CJIeBa.
[Ipu puctynorpaduu: xxeayA04HbIN CBUIL, OTPAaHUYEH-
Hasl M0JIOCTb CaJIbHUKOBOM cyMKU. 29.10.2008 B cBsi3U C
He3dPEeKTUBHOCTbIO KOHCEPBATUBHON Tepanuu ObLIO

9 27.05.09

pellleHO MPOBECTH ONepaTUBHOe JeyeHHe: JalapoTo-
MUS, peBU3Hsl OPTraHOB OPIOLIHOMN MOJIOCTH. YIIMBaHUe
JKeJIyZJ04YHOI'0 CBUILA, IpeHUPOBAHUE OCTATOUHOU CBU-
1leBOM MOJIOCTU. XoJieLUCcTOoCTOMHUSA. JlpeHUpoBaHUe
OpIOLIHONW NOJIOCTH (MOJ 3HJAOTpPaxealbHbIM HApKO-
30M). brl1a npoBesieHa 61oncysa neyeHu. 3aKII0UeHHe:
W3MeHeHUs NTeyeHU, XapaKTepHbIe /11 BHENle4eHOYHO-
ro xoJjiecrasa. Bo BpeMs npe6biBaHUs 60JBbHOM B CTa-
IJMOHape HEOJHOKPAaTHO MNPOBOAWJINCH KOHCHJIUYMBI
B COCTaBe IMaBHbIX crenuanuctoB M3 APK, npodec-
COpPOB U COTPYAHUKOB CIlellUaJM3UPOBaHHbIX Kade/p:
racTpO3HTEpPOJIOTOB,
XUPYproB, aHeCTe3Uo-
JIOTOB, IAaTOJIOTOAHA-
ToMoB. IlpousBeseH-
Hble OHONCUM Deye-
Hu (Erunet, KPY «KB
uM.H.A. CeMaliko»)
ObLIM  HEJOCTAaTOYHO
MHPOpMaTHUBHBI, HUMe-
JIUCb  3HaAuUTeJbHbIE
pasHorjacus no Mop-
dosoruyeckuM usMe-
HEHUSIM U THUCTOJIOTH-
YecKoMy 3aKJ/o4yeHuo (mucrocomos — B Erunre, 1B,
BHene4yeHO4HbIN xosecta3d - B KPY «KBb um.H.A. Ce-
Malllko»). PekoMeH/J10BaHO 6bLIO [0006C/eZloBaHHE B
remnaTtosiorundeckoM LeHTpe HUU dusmko-xumuydeckon
MefUUUHBI (. MockBa), I'Y «MHCTUTYT o6uiel U He-
oTnoxkHot xupyprud AMH VYkpauHbl» (r.XapbKoB).
3ak/04eHHe KOHCHJIMyMa: XoJiecTa3 HesICHOM 3THO-
sorud. [TankpeoHekpo3 nocue IPXIII. B cBg3u ¢ yaau-
HeHHeM BpeMeHHU BBIIIOJIHEHUS TeCTa CBA3U YHCeJI, 4YTO
ObIJI0 paclieHeHO KaK MUHMMaJlbHas NeyeHOo4YHas sHIje-
dasonaTus, NaLMeHTKe K Je4eHUIO pelleHo OblI0 J0-
6aBuTh [ena-mep1. B nekabpe 2008 r. 6bl1a npoBeieHa
ductynorpadus: [IpoToku cy>keHbl Ha BCeEM MPOTsIKe-
HUMU. [laHHBIX 32 BHYTPUIPOTOKOBYIO THIEPTEH3UI0 U
xosegoxonutras HeT. 01.02.09 mauueHTKa Oblaa BbI-
NYcaHa U3 CTalMoHapa C JuarHo3oM: XoJiecTas Hesic-
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KpuMCbKMN TepaneBTUYHUN XYPHan

B P (HMoJb/c-1)

4999
2248

23.03.09 5T US:

Punc.6 AnHamunka LD

HoOro re”esa. TakuM 06pa3oM, CTallUOHApHOe JieyeHHe
B KPY «KBb umM. H.A. Cemaiuko» mpoJJuaoch 6oJiee 5
mecsaneB: 02.09.08-10.09.08 - B oTAesieHUU TaCTPOXU-
pypruy, 10.09.08-15.10.08 - B oTae/leHMU peaHUMa-
uuy, 15.10.08-29.10.08 - B oTAe/ieHUU TacTPOXUPYP-
ruy, 29.10.08-30.12.08 - B oTAe/ieHUM peaHHWMaLUy,
30.12.08-26.01.08 - B OTAe/seHUU TacCTPOXUPYPrUH,
26.01.09-01.02.09 - B oTAE€/IEHUN TaCTPOIHTEPOJIOTUH.
Ha puc. 1,2,3 npeacTraB/ieHbl pe3yJbTaThl JabopaTop-
HbIX METO/I0B MCCJIelIOBaHUS BO BpeMsi roCUTaIM3a-
LUU.

Mapkepbl BUPYCHBbIX renatutoB oT 25.09.2008 r. -
pe3y/IbTaT OTpULlaTebHbIH.

02.02.09 nayueHTka rocnutanusupyercd B I'Y «HH-
CTUTYT 0011ell U HeoTs0)kHOU xupypruu AMH Ykpau-
Hbl» (T. XapbkoB). [Io JaHHBIM 06C/IelOBaHus B Bhllle
yKa3aHHOM JieyeGHOM y4YpeXxJeHUM TOUYHbIM JHUarHos
YCTaHOBUTb He yAaock. Bbll peKoMeH/J0BaH Kypc KJle-
TOYHOM Tepanuu. BulUcbiBaeTcs Mocje NpoBefleHUs
nepecajiky CTBOJIOBBIX KJIETOK C IPeN0JIOKUTEbHBIM
JuarHo3oM: XpoHUYECKUN aKTHUBHBbIN renatut? Cre-
HOMeraJns. XpoHU4ecKasi IapeHXUMaTo3Has KeJTyxa.
Ha ¢oHe npoBesieHHs KJIEeTOYHOW Tepaluu OTMeyaeT-
Cs1 MOBBIIIEHUE YPOBHA 0611ero 6unupybuHa ao 345
MKMOJIb/J1 (psiMoit - 197 MKMoJIb/J1, HenpsiMoii - 148
MKMoJb/J1). B MapTe 2009 rona caMocTosTebHO aM6V-

24
B XC o0umii

22

20,2 20

Puc.7 AnHammnka obLyero xosecrepuHa

JIATOPHO TNpoLLIA KypcC TenTpaja BHYTPUBEHHO + per
os - 1 mecs1y, 6epJIMTHOH BHYTPHUBEHHO + per os - 1 Me-
csan. CocrosiHue 6e3 yny4diieHus. /laHHbIe JlabopaTop-
HbIX METOZI0B 00C/e/J0BaHUA (B IEPHOJ, C MapTa 1o Mal
2009 r.) mpeacTaBJIeHbI HA PUCYHKAX 4-7:

O6paujaeT Ha ce6s1 BHUMaHUe NOBbIlIEHHE YPOBHSA
6uMpyouHa A0 246 MKMOJIb/JI 3a CUeT NpsiMoi ¢ppak-
uuu, AJIT - no 7 Hopm, ACT -0 8 HopM, 1iestouHOM doc-
daTasel A0 4999 HMOJIB-J1 U O6LIEr0 XOJECTepPUHA 0

24 mmonb/n. Kypcel rentpalia, XoJaecTUpaMUHa, pakK-
TUYeCKHU HenpepblBHOro npueMa YJIXK - npaktudecku
6e3 CTOMKOTO0 NOoJI0KUTeNbHOr0 3dpdeKTa.

Crnepaymolas rocnyMTaau3alnys B raCTpO3IHTEPOJIOrU-
yeckoe otaenenrne KPY «Kb umMm.H.A. Cemaniko» B MloHe
2009 r. XKasnobbl: BbIpaXXEHHBIM 3y KOXH, MOJEpru-
BaHUs r0JIOBBI, PYK, HapylleHHUe CHa, 60JM B KOCTHX,
MBIIIIIAX, CYCTaBaX, CHY)KeHHe Macchl TeJla, 0611yto ca-
60cTb. 06BEKTUBHO: COCTOsIHUE TshXKesioe. TpeMop pyK,
NoJlepruBaHUs roJI0OBbl. Pe3K0 MOHMKEHHOT0 MUTAHUS.
KoxHble MOKPOBBI CyxHe, Typrop cHWxeH. KcaHTOMBI
Ha BeKax, B yIJIaX pTa, B MeCTaX MHBEKLHM Ha Koxe
AroJML, 3aJHell OBepXHOCTHU Oesiep, MHOXeCTBeHHas
NyCTyJle3Hasl Chblllb B BUJIe 3J1IeEMEeHTOB AuaMeTpoM 1-2
MM, C «KpaTepooGpa3HbIM» LIEHTPOM MOJ KOPOYKOM.
KoxHble NOKpPOBbI HACBIIIEHHO KeJTYLIHBI, C [PA3HO-
BaTO-CePbIM OTTEHKOM. YYacTKH THIepIUTMeHTalUU
Ha CIIMHe, TI0 X0y T03BOHOYHHUKA, B MeCTax HHbeKIUH.
JlafioHU cyxue, LepliaBble, C yYaCTKaMU TMIIepIUTMeH-
TallM{ B BU/JIe «KeJIThIX I10JI0C» 110 X04y 60po3/ Ha Ja-
JoHsX. CK/J1epbl UKTepUUHBL [IoBbIIIEHHOE 0BOJIOCEHUE
Ha NpeAnJieybsx, 6eapax. [Ipu 1abopaTopHOM HcCIes0-
BaHUU: OTMeYaeTcs NOBbIIIeHUe YPOBHS 0011ero xoJe-
ctepuHa a0 31,7 mmoJsb/a. [locie 3aBepieHus Kypca
o6cie/joBaHusA U JledeHUs B CTAllMOHAPe BbINUChIBAET-
csl ¢ AMarHosoM: BTOpUUYHBIN XoJlecTaTUYeCKUH rena-
TUT CMeIIaHHOTO reHe3a (MeZMKaMeHTO3HbIN U BCJIe-
CTBUE NepeHeCeHHOro nNaHkpeoHekposa nocue IPXIIT
B aBrycte 2008 r.), yMepeHHO! CcTeleHU aKTUBHOCTH.
KanbuuHO3 BHpCYHTOBa NpOTOKa. PekoMeH[0BaHO
NPUHUMATh B aMOyJIaTOPHBIX YCI0BUSX rena-Mepl, yp-
codasbk (1000 Mr/cyT).

B okTs16pe 2009 roza B cBsi3u ¢ HeadPEKTUBHOCTHIO
BCell MPOBOAUMON paHee TepanuM, yCUJIeHHEeM 3yZa U
HeO/ZJHO3HAYHOCTbIO AUArH030B NallueHTKa obpallaeT-
€ 32 MeIULIMHCKOM NOMOLIbI0 Ha Kade py Tepanuy U
ceMmeitHolt Meaunuabl @10 KI'MY um. C.H. l'eoprues-
cKoro. BbL1 NpoBe/ileH KOHCUJINYM COTPYJHUKOB Kade-
Jpbl M0Ji PYKOBOJCTBOM [J1aBHOTrO racTpoaHTepoJiora
M3 APK. YuyuTbiBag kajso6bl, aHaMHe3 3a00JieBaHuUs,
JlaHHble KJMHUKO-1ab0paTOPHOr0 U MHCTPyMEHTaJlb-
HbIX MeTO/0B 06C/Je[j0BaHUsA, a TaKXe YxXyJlleHHe
cocTosAHUsA (ycujieHWe 3y/a, NMOosiBJeHHe OTEKOB BeK,
JIUIIA, HIDKHUX KOHEYHOCTeH; noBbilieHue ypoBHs AJIT,
ACT, Il®, 6unupybruHa) Ha $oHe mpueMa NpesHHU30-
JIOHa ObLJIO NMPUHATO clefywolee peuieHve. CHavyasna
y MallMeHTKH MMeJl MeCTO CJeAyIolUui Auardos: Xpo-
HUYECKUH JieKapCTBEHHbIN renaTUT (Ha ¢oHe mpuema
3CTpOreHoOB B TedyeHHUe 9 jeT). OHAKO C y4eTOM TOrO,
YTO JIeKapCTBEHHbIE CPeJICTBA (B JaHHOM cJjy4ae: JJI1-
TeJbHbIM NpPHEM 3CTPOTeHOB) SABJSAITCA TPUITEPOM
pa3BUTUA ayTOMMMYHHBIX 3a60JileBaHUM, Mpou3oLLIa
MoauduKanus fuartHosa B Ds: Heknaccuduuypyemblie
3a60JieBaHUsT («[IOCTOPOHHUE CHUHAPOMBI»): AMA-
orpuniatesbHbii [IBl] (ayTOMMMYHHBIA XOJIAHTHUT)
(JleHiluHep Y. AyTOMMMyHHble 3a00JieBaHUSl e4YeHU
Y nepeKpecTHbIN cuHpoM. [lep. c HeM. A lenTynuH.-
M.:"Anaxapcuc”, 2005.-176 c.). YuuTbiBasg BCe Bblllle
W3JI0)KeHHOe, B YAaCTHOCTH, HeapPeKTUBHOCThL Tepa-
MU TJIIOKOKOPTHUKOCTEPOUAAMH, GbLIO pelleHo INpo-
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KpMMCbKUN TepaneBTUYHUW XXYDPHas
120 %~ BunupyOuH o61uiit (MKMOJIB/JT)
111,6 IlepBasi Heaes st
npuema Ilporpadga
B 103e 2 Mr/cyT B BunupyOuH npsMOi(MKMOIIB/JT)
100
86,4 = bunupy6uH HENPAMO (MKMOJIb/JT)
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Puc.9 inHamuka AJIT, ACT Ha ¢poHe npuema lporpacha
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Puc.10 AumHnamnka W®, I'T'T Ha ¢poHe npuema lNMporpagpa
IlepBasi HeaeJIs1
npuema IIporpadga 3
B J03€e 2 Mr/cyT B XC oommii
26,5
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Puc.11 [ImHamunka obwero xonecrepmHa Ha ¢poHe npmnema lporpadca
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KpUMCbKMN TEPpANEBTUYHUN XXYPHan

IlepBasi HeaeJIst
npuema IIporpadga
B 103€ 2 Mr/cyT

= <

26,5

28,1
22,3

15,3

12,5

= XC oommii

IlepBasi HeaeJIsI
npueMa
IIporpada B
no3e 1 mr /eyr

10,36

8,58

Puc.12 flunamuka AJIT, ACT Ha ¢poHe npunema lporpaga B gose 0,5 mr/cyr

BECTH NalMeHTKe MMMYHOCYIIPECCUBHYIO Tepanuio U
BbIOpATh U3 IUTOCTATHUKOB mpenapat IIporpad (Ta-
KpOJIUMYC) — BbICOKOAKTUBHOE UMMYHOCYNPeCCUBHOE
BellleCTBO, yrHeTamwllee GOpMHUpPOBaHHE LUTOTOKCH-
YeCKUX JUMPOLUTOB, KOTOpble B OCHOBHOM OTBEYaloT
3a OTTOp)KeHUe TPaHCIJIaHTaTa, CHUKAI0T aKTUBALUIO
T-xkneTok, 3aBUCUMYIO OT T-XesinepoB npoJsndepanuio
B-kJieToK, a Takxke GpopMUpOBaHHE JTUMPOKUHOB (Ta-
KUX KaK UHTepJEeUKUHBI -2, -3 U y-uHTepdepoH), 3Kc-
NIpecculo peLienTopa HHTepJieHKHHa-2. Takpoaumyc
ObLT OTKPBIT B 1984 roay rpynmnoi SINOHCKUX YYeHBIX
Bo riaBe ¢ T. Goto, T. Kino u H. Hatanaka; aTo 6b11
MepBbI 0OHAPYKEHHBIA MAKpPOJUAHBIA HMMYHOCY-
MIPeCcCaHT, ero OTKPbITHIO NPe/IleCTBOBAN0 OTKPbITHE
panamunyHa (cuposumyca) Rapa Nui (Boctounas Up-
Janjusa) B 1975. Kak u 1[UKJIOCIIOPUH, OH Obl1 OOHa-
pyXeH B NOYBEHHBIX IPUbaX, XOTS OH NPOAYLUPYeTCs
TUnoM GakTepui, Streptomyces tsukubaensis. Ha3ga-
HHMe TakpoauMyc npoucxoguT oT Tsukuba macrolide

immunosuppressant.

JlaHHbIN BBIOGOP OOYC/IOBJIEH TEM, UYTO HMEITCSH
pe3yabTaTbl HCCAe[0BaHUM, NOATBepXKJAlOLUX 3¢-
dexkTUBHOCTb npueMa Takposiumyca npu IIBL u cre-
pouapedppakrepHom AUTL Tak, no JaHHBIM UcCCIe[0Ba-
HUs, IpoBeJieHHoro elje B 1993 roay, 66110 HOKa3aHO
ouoxuMuyeckoe ysaydiieHue (cHuxeHue ypoBHA AJIT,
ACT, 6unupy6uHa u l[®) y nanueHTOB € NEPBUYHBIM
O6UJIMapHbIM LIMPPO30M Ha PoHe mpueMa TaKpOJIUMY-
ca (Jhanson AW et al. Springer Semin Immunopathol
1993;14: 323-344). PesysnbTaTbl uccae0BaHUSA, MO-
JlyueHHble y4yeHbIMU Dopu/pbl, CBUAETENLCTBYIOT 06
3pdeKTUBHOCTU U 6e30MacCHOCTU MpPUMEHEHUsl Ta-
KpOJIUMyCa y MallMeEHTOB CO CTepoujapedpaKTepHbIM
ayTOMMMYHHBIM TrelaTUTOM. VMcrnoJsib3oBaHHe HU3KUX
Jl03 TaKpoJIMMyca NPHUBEJO K YCHeUIHON GHOoXMMHUe-
CKOM M THCTOJIOTUYEeCKON peMUCCUU U OTMeHe IpeJ-
HHU30JI0HA y TNalMeHTOB CO CTepOM/pe3VCTeHTHbIM
AUT (Machicao V et al, Division of Hepatology and
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Puc.13 flunamuka LLj® Ha ¢poHe npuema lNporpacga B go3ze 0,5 Mr/cyr
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Puc.14 filuHamuka I''T Ha ¢poHe npnema lMporpadca B gose 0,5 mr/cyr

Gastroenterology Mayo Clinic, Jacksonville, Florida,
USA). Cxoxue pe3y/bTaThl ObLIM OJY4YeHbI U B JlaHUU:
HCII0JIb30BaHUe HU3KHUX [J103 TaKpoJHUMyca IPUBEJO K
OMOXMMHUYECKOMY M THCTOJIOTUYECKOMY YJIy4YlleHUIO
BocCnaJieHus1 6e3 nmporpeccupoBaHusl cTaAguu ¢pubposa
y manueHToB co cTrepouzapedpakrepHbiMm AUl Kpome
TOr0, HU3KHe [I03bl TAKpOJHUMYyca MO3BOJUIU NOCTe-
MeHHO OTMeHUTb npefHu3osoH (Fin Stolze Larsen et
al, Department of Hepatology, Rigshospitalet, University
Hospital of Copenhagen, Denmark).

B okTa6pe 2009 roja manueHTKe OblJ1 Ha3Ha4yeH
[Iporpad B go3e 2 Mr/cyT (B 2 mpueMa). B okTsa6pe 2009
roJia nocjie KOHCUJIMyMa BIlepBble ObI/IM MT0Jy4YeHbI 110-
JIOXKUTeJIbHble pe3yJbTaThl MapKepPOB ay TOUMMYHHBIX
renatutoB (AMA). B cBsI3u c 3TUM OblL1 NOCTaBJEH

12
10,32
9,8

10

JAuarHo3: [lepBu4HbIM 6KUIMapHbIR nuppo3, AMA-noJio-
*kutesnbHbIf. 05.03.2010 KOHCUIUYMOM COTPYAHUKOB
kadepbl Tepanuu B CBsA3U € 3P PeKTUBHOCTHIO IPOBO-
JMMOHW UMMYHOCYIIPECCUBHOM Tepanuu 6bLJ10 NPUHATO
pellleHHe o cHUXXeHUU A03bl [Iporpada go 1 mr/cyT. Ha
pucyHkax 8-11 mpeacTaB/ieHa AUHAMHUKa GUOXUMUYeE-
CKUX IOoKa3aTeJsieit Ha poHe npuema [Iporpada.

Ha ¢one npuema [lporpada cy6beKTHBHO OTMeYa-
Jla yaydileHue caMo4yyBCTBUsL. OOGbeKTHMBHO: obliee
COCTOsIHMEe OTHOCHUTEJIbHO yJI0BJeTBOpUTebHOe. Ha-
6/110/la1ach MOJIOXKHUTeNbHAsl JUHAMHUKa: 3yJ, YMeHb-
HIWJICA, TPEMODP PYK, MOJEepruBaHUs TOJIOBBI, KCAaHTO-
MBIl HCYe3J/id, NaljMeHTKa Hayaja NpubaBJsTb B Bece.
KoxHble MOKpOBbI 0ObIYHOM OKpackH, yucTble. KpoMe
TOr0, HabJII0AA/I0Ch CHMXKeHMEe GMOXUMHUYEeCKUX MOoKa-

¥ O0mmii xojecTepuH

8,5

0

23.U6.10 zz.03.10

15.10.10 ZU.01.11 I3.U05.11

Puc.15 luHammuka obuwyero xosecrepnHa Ha ¢poHe npuema lNporpagpa B gose 0,5 mr/cyr
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KpuMCbKMN TepaneBTUYHUN XYPHan

3aresieil Ha poHe JyieueHus [Iporpadom. Kak BUaHO U3
puc. 8 B Hauasie JieueHUs] ypOBEeHb 001ero 6UIUpyoOU-
Ha cocTaBJisiy 111,6 MKMOJIb/J1, a yKe yepe3 6 MecsilieB
(k 01.03.2010) mocTur HOpMaJbHBIX 3HaYeHUM (19,6
MKMOJIb/J1). Takke HabGJI0AANOCh CHIDKEHHE YPOBHSA
I1® u I'TTII Ha doHe neyenus (puc. 10): 8217 fo 3536
HMoJib/c-1 U ¢ 749,1 no 118,4 en /s, COOTBETCTBEHHO.
Kak npezcraBsieHo Ha puc. 11, ypoBeHb XoJiecTepUHa
nepej, HayajoM JiedeHUss cocTaBuJ 28,1 MMoJb/J, a
yxke yepe3 6 mecsnes (01.03.2010) focTur noyTH HOp-
MaJsIbHbIX 3Ha4eHU# (7,7 MMoJIb/ ).

YuuTbiBass 3¢ GEeKTUBHOCTb U XOPOLIYI0 NepeHOCH-
MOCTb NMallMeHTKOW UMMYHOCYNIPeCCUBHOM Tepanuu c
rcnosib3oBaHueM [Iporpada, KOHCUINYMOM COTPYAHU-
KOB Kadeapsl Tepanuu U ceMeliHoU MenuuuHbl PI10
OblJI0 NPUHATO pellleHre 0 CHUXXeHUH J103bl [Iporpada
B 2 pa3a - ¢ 1 mr/cyTku Ha 0,5 Mr/cyTku c utons 2010
r. Kak BUZHO U3 npe/CcTaB/IeHHbIX HUXKe PUCYHKOB 12-
15, faxxe MuHHUMaJsbHas fo3a [Iporpada (0,5Mr/cyTku)
NpYBeja K CHKEHUIO J1JabopaTOpHBIX MOKasaTeJeil
(AJITACT,LI®,0611ero xoJsiecTepuHa), YTO CBHUJIETEJb-
CTBYeT O BbICOKOHN 3$(EeKTUBHOCTH ke HU3KHX [103
[Iporpada, a To, 4To B X0fe JiedeHUs [Iporpadom mo-
604HbIX 3¢ PEKTOB He HAGIIOAANOCh — 0 ero Gesomnac-
HOCTH.

TakuM o6pa3oM, JiledeHHe NALUEHTKHU C UCI0/Ib30Ba-

HueM I[Iporpacda okazanoch 6e30mnacHbIM U 3G PEKTUB-
HBIM. 3TO CBUIETEJBCTBYET O TOM, YTO UMMYHOCYIIpec-
cuBHas Tepanus [IporpadoM MoKeT MPUMEHSATHCS B
KayecTBe aJlbTEPHATUBHOIO CPEJCTBA ¥ MALUEHTOB C
ayTOUMMYHHBIMH 3a60JieBaHUSIMH (ayTOUMMYHHBIM
renaTUTOM W HEPBUYHBIM OUJIHAPHBIM LUPPO30M),
pedpaKTepHBIMU K [VIIOKOKOPTUKOCTEPOUAM.
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JlocBiz 3acTocyBaHHA TaKpOJIMyCy IPU IEPBUHHOMY OisliapHOMY
nuposi. KuilinidHe crioctepexeHHs.

L. JI. Kasipumcoka, O. B. Makcumosa

JlaHe KJIiHiYHe crioCTepeXeHHs JeMOHCTPYE NPUKJIaA NOCAiA0BHOr0 AiarHOCTUYHOTO
MOLIYKY Ta YCHiLIHOI0 JIIKYBaHHS Mali€HTKU 3 IEPBUHHUM GijliapHUM LIUPO30M 32

JIOTIOMOT 00 IMYHOCYyIpeCUBHOI Teparil.

Experience of tacrolimus for primary biliary cirrhosis. Clinical

case.

LL. Klyaritskaya, E.V. Maksimova

This clinical observation shows an example of sequential diagnostic search and the suc-
cessful treatment of patients with primary biliary cirrhosis using immunosuppressive

therapy.
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