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no teme: <IlepBHYHbIi GHNHAPHBIA X0JaHITHT>.
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IuTepaTypoii Mo BHIGPAHHOM CHELMATBbHOCTH O6ydeHHs, BKIIOYAIOLIMHA aHAlM3 CTENCHH pacKpbITHA
BLIODAHHOH ~TeMATHKHM, MepeuyMCieHHe BOIMOXKHBIX HEOYETOB H PEKOMEHIAUMH MO  OLCHKE.
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MOBBIIEHHMS HArMIAJHOCTH Ka4yecTBa paboT, HaMH GbLTH BBEAEHBI CTaHIapTH3HPOBAHHbIE KPUTEPHH OLICHKH
pedeparos.
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AKTYAJIBHOCTbD

[TepBuunbiii Omnmapubeiii xonanruT (IIBX) — XpoHwdeckoe MeEIJICHHO IPOTPECCUpYIOIIee
AyTOUMMYHHOE JIECTPYKTHBHO-BOCHAIUTEIFHOE 3a00J€BaHUE TI€UYEHH, ACCOLMHPOBAHHOE C
HAJIMYUEM AaHTUMUTOXOHJApPUANbHBIX aHTuTel (AMA), XapakTepusyrolieecss XpPOHHUYECKUM
HErHOMHBIM JIECTPYKTUBHBIM I'PaHYJIEMAaTO3HBIM XOJAHIUTOM C MOPAXEHUEM MEXI0JIbKOBBIX U
CENTAIBHBIX KETYHBIX MIPOTOKOB TPAHC(HOPMUPYIOLIUICS Ha PA3IIMYHBIX dTanax €ro 3BOJIOIUU
B Owmmapubiid 1uppo3. Ilpu I1IBX mocTeneHHO pa3pymiaroTcss BHYTPUIIEUEHOUYHBIE >KETYHBIC
MPOTOKH, YTO BEAET K JYKTONEHUU U IEPCUCTUPYIOIIEMY XOJIECTa3y C pa3BUTUEM B
TEPMUHAJIBHOM CTaIUM NI€YEHOYHOM HEJOCTATOYHOCTH.

[TepBuunbiii OunuapHsbii xojanruT (IIBX), panee W3BECTHBIM Kak TEPBUYHBIA OWIMAPHBIN
HUpPpO3, — peaKoe 3a0o0eBaHuE, IOpaXKarollee NPEUMYILIECTBEHHO KEHIIUH, XOTS B IIOCIIEIHEE
BpeMsl JOJs MYXKYUH cpeAu OONbHBIX YBEIMYMBAeTCA. Y JeTei ciydyal C KIaCCHYeCKOM
KJINHAYECKOW KapTUHON HE U3BECTHBI.

B HacTosiee BpeMsi MpaKTHUECKH y TMOJOBUHBI MAIMEHTOB 3a00JE€BaHUE TUATHOCTHPYIOT B
O6eccumnromMHoi craguu. Ilpu orcyrcTBumM afgekBatHoro jeueHus yepe3 10 — 20 netr pa3BuThCA
LIUPPO3 EUYEHU U NIEYEHOUHAsA HEIOCTATOYHOCTb.

SIMMUAEMUOJIOI'UA
O6bryno [IBX 0oneroT NpPEeUMyIIECTBEHHO JKEHIIUHBI EBPONEMCKOr0 MpPOUCXOXKICHUS
(cooTHOIIEHHE KEHIIHUH U MY>K4iH cocTtaBisier 10:1), yame B Bo3pacte 35 net u ctapuie. Cpenu
Bcex 1uppo3oB neuenn 16X cocrasmser 6—12%. 3aboneBanue BcrpedaeTcs ¢ yactoroi 19-35
ciyqaeB Ha 1 muH HaceneHus. Exeromno I1BX 3aboneBator or 4 mo 15 uvenoBek Ha 1 miH
HacelieHusl. B cTpykType MHUpPOBOMl CMEPTHOCTH OT BceX Uuppo3oB mneudeHu npoisa [1bX
COCTaBIISIET OKOJIO 2%.

9TUOJIOI'uA
[IBX mnpencraBnsier coboit 3a0oieBaHWE HEWU3BECTHOW ATHoNOTHH. Hibke mpeacTaBieHbl
BO3MOJKHBIE TPUTTEPHBIE (PAKTOPHI €T0 PA3BUTHS.

1. bakrepnanbHas nH$peknus: psal HHPEKIHOHHBIX ATEHTOB

(Escherichia coli, Mycobacterium gordonae, Chlamydia pneumoniae, Novosphingobium
aromaticovorans) IpernoJI0KUTEIbHO BBICTYIAET B KAUECTBE 3allyCKarOIUX (aKTOpOB pa3BUTHUS
[IBX. ¥V 6onpubix [16X yacTo BeIsSBIsSETCS XpOHUYECKass MOYeBasi MH(MEKIUsA, 00yCIOBICHHAs
koHTamuHanuel E. coli. B psne ciyyaeB ynaercs BBISBUTH MUKOOAKTEPHATIbHYIO HYKIEHHOBYIO
KUCI0TY B TKaHU nedyeHu 0oibHbIX [IBX. Ponb GakTepuanbHOl MHGpEKINH B 3THONATOrEHE3e
3a00JIeBaHNs CBSI3BIBAIOT C MOJIEKYJISPHOW (3MMTOMHOIN) MMMHUKpHEH BCIEACTBUE HAIUYHS Y
MH(EKIMOHHOTO areHTa 3MUTONa, CTPYKTYPHO CXOXKEro C ayTOAHTHUI€HOM, KOTOPbII BBI3bIBAET
NEepeKpecTHbI UMMYHHBIH OoTBeT. MH(ekms ycuiauBaeT TEKyIIMH ayTOMMMYHHBIA Tpolecc
IIyTEM JIOKAJIbHOM aKTHBAI[UU aHTUT€HIIPE3EHTUPYIOIINX KIETOK ¥ THIIEPIPOTYKIIMA AHTUTE€HOB.

2. BupycHasa undexuusa — npexnae Bcero, peosupyc I tuma. Ilpeanonaraercs tpurrepHas
poasb peosupyca Il Tuna B pa3BUTUM UMMYHOJIOTHUYECKH ONIOCPEAOBAHHOTO MOPAXKEHMKETUHBIX
IPOTOKOB. BHpychl MOryT CTHUMYJIMpPOBaTh MOJMKIOHAIbHYIO akTuUBaluio B-nmuMmdoruTos,
KOTOpbIE, B CBOIO OY€pelb, YCHIMBAIOT BBIPAOOTKY AaHTUTEN M HMMMYHHBIX KOMIUIEKCOB,
CIOCOOHBIX MOBPEXK/1aTh COOCTBEHHBIE TKAHU.

3. JlekapcTBeHHBbIE CPEACTBA, B NIEPBYIO OUEPE/lb — XJIOPIPOMA3HH, ABJISIOMIMICA TPUTTEPOM
AYTOUMMYHHOT'O IMOBPCKACHUSA MCIKAOJBKOBBIX U CCIITAJIBHBIX KCIYHBIX XOJ0B.



4. KceHOOMOTHKHM (XMMHUYECKHE BEIIECTBA U3 OKPY)KAIOIIEH Cpelbl, MUILEBbIE NPUIPABbI U
KOCMETHMKa — Kpacka Juld BOJOC), METabONM3UpYyACh B IEYEHU, MOIYT CTHUMYJIHPOBATh
AHTUMUTOXOHApHANbHBIE aHTUTena (AMA), Moau(UIMPOBATH MOJEKYISIPHYIO CTPYKTYPY
HATUBHBIX OEJIKOB (BapUaHT aHTUT€HHOMN

MUMUKPHUH) U CTUMYJIUPOBATh XPOHUUECKUN UMMYHHBIN OTBET.

5. TopmoHajbHble (aKTOPBI — ASCTPOreHbl (YYUTHIBash COOTHOLICHHWE YHMCIA 3a00JIEBIINX
MYXYHH 1 KEHILUH).

6. I'enetuyeckue pakTopsl (B OTIIMUKE OT APYTHX ayTOMMMYHHBIX 3a0osieBanuii pu [1bX Her
YeTKOW accomuanuu Mexay Oone3Hpio u reHotunom HLA-cucremsl). OmnmcaHbl ciydau
cemeitbix 3aboneBanuit npu I[IBX, wux wuacrora — 1-7%, a 3aboneBaeMOCTb Cpelnu
POJCTBEHHUKOB INepBOW JUHUU pojacTBa — B 500 pa3 Beimie, yem B oOmier momymsiuu. [Ipu
pa3BUTUU 3a00JIeBaHUS B HECKOJBKHX IMOKOJICHUSAX OoTMedaercs Ooyiee paHHUN NeOOT U Oosee
arpecCUBHOE TEYEHHE B MOCIHEAYIOUMX IOKoJeHusAX. Cpeau TIeHeTHYeCKUX (aKkTopoB,
CBS3aHHBIX C MOBBIIIEHHONW wacToToi pa3BuTus [IbBX, oOHapykeHO yBelWYeHHE YaCTOThI
nonumopdusma rera peunenrtopa K Butamuny D. O MynbTH(aKTOpHON T€HETHYECKOW MPHpOJIe
[IbX cBUAETENbCTBYET KOHKOPAAHTHOCTH 3a00JIeBaHUSl y OJHOSIHIEBBIX OJM3HENOB, Oolee
gacTtas BCTPEYaeMOCTh 3a0oJieBaHUsI MpU X-XpoMocoMHOW matojoruu (y skeHmuH ¢ [1BX
BCTpeUaeTcss MoTeps OIHOM X-XpoMOCOMBI B MepupepUUecKUX JEHKOIMTAX), CHIDKEHUE
AKTUBHOCTH aHMOHHOTO rnepeHocunka AE2 B nmumdonuTtax u OWIMapHOM SIUTEIHH, KOTOPBINA
y4acTBYET B TPAHCIIOPTE XJIOPHUJIOB, OMKapOOHATOB U JPYTUX aHHOHOB.

ITATOI'EHE3
Yro npuBoaut k paszsutuio IIbX, TouyHo He ycTaHOBIEHO. [10-BUIMMOMY, 3HAYUTENBHYIO POJIb
UTPAIOT CpeloBble (aKTOPBI, 3aMyCKAIOLIUE, NPU HATHMYUM HUMMYHO- M SIHUTCHETHYECKUX
(GakTOpoB pHUCKA, XPOHMYECKOE HMMYHOOIOCPEJIOBAHHOE MOBPEXKIACHUE SIUTENNS KETYHBIX
IPOTOKOB C MOCJIEIYIOIUM XOJIECTa30M, AYKTONEHUEH M NpOrpeccCHpyomUM OUIHapHbIM
¢bubpozom.
Pacmmpenune nosHanuii otHocUTENbHO [IBX mpuBeno K pasrpaHUYEHUIO YPOBHEW pHUCKa IpHU
HEM Ha BBICOKMM M HU3KHHA II0 OTBETYy Ha TEPANMI0 IPEenaparoM MEpBOW JMHUU —
ypcone3okcuxoneBor kucnoroit (YIXK). [nsa uneHTHGUKAIIUN HAaUOOBIIET0 PUCKA TSKEIBIX
OCJIO’)KHEHUI 3HAYMMBbI BO3pPACT Hayajla M JUIMTEIbHOCTh 3a00JeBaHMs, MOJI U JUHAMHUKA psAla
OMOXMMHUYECKHUX M CepoJIoTHYecKUX mokaszarened 1o u Ha GoHe YIXK-repanuu. Ilo naHHbIM
COBPEMEHHOT0 aHaIM3a MEXAYHAPOIHBIX PETUCTPOB, 10-IeTHSS BBIKMBAEMOCTD Y MOJTYYaBIINX
YAXK 6onbabix Omu3ka k 80 %. ITo maHHBIM NpeXHUX MOMYJSLUOHHBIX HCCIIECAOBAaHUHI B
BenukoOpurtanuu, cpenHsis BbDKMBAEMOCTh C MOMEHTA IOSBIIEHUS CHUMITOMOB COCTaBIIsia
npubimzutensHo 9—-10 net. [IpumepHo y 25 % G0MBbHBIX 3a 3TOT CPOK pa3BUBAIACH MTEUEHOYHAs
HEI0CTATOYHOCTH. Mebckoe Hecie10BaHue, oKkas3agiiee 601ee BRICOKYIO, OCTHTaBIIyko 16 et
B «OECCHUMIITOMHBIX»  CIy4asX, MEIHaHHYI0  BBDKHBAE€MOCTb,  CBHJETEIBCTBYET O
HEOJIHOPOJHOCTH YpOBHsSI pucka. B oTcyrctBue 3¢ (deKTHBHONW Tepanmuu MeIWaHHBIM CpOK
pa3BUTHs 00IIMPHOTO (rOpO3a MeUeHH COCTABIST NMPUOIU3UTEIBHO 2 T0/1a, HO Yy 1/3 G0NbHBIX
Ha MPOTSHKEHUU 4 JeT HaOJIo/IeHUsl coXpaHsiach paHHss cTaaus 3a0osieBaHus. B To ke Bpems,
10 IaHHBIM HEKOTOPBIX MPOCIEKTUBHBIX UCCIIEOBAHNMN, 3a 6 JIET MPPO3 pa3BUICA Y KaXa0ro 2
00JbHOTO, TOTYYaBIIET0 MEHUIMIIAMUH WM I1anebo, Toraa kak y nmonydaBmux Y XK sto
IIPOUCXOAMIIO TONbKO B 1 u3 10 ciryuaes.
IIaromopdosorus
Brinensttor 4 mopdonornyeckue craguu [16X:
e cragus 1 (moprambHas) — BOCHAIMTENbHAs JECTPYKLHUS MEXKIOJbKOBBIX M CENTaJbHBIX
JKEITYHBIX IIPOTOKOB;
e craaus 2 (MepUIIOpTalIbHAsL) — MOSIBISIETCS MPONUQEepays KeIYHBIX MPOTOKOB U PELYKIIUS
KEITYHBIX IPOTOKOB, B CBSI3U C YEM B [IEUEHU OOHAPYKMBAIOTCS PU3HAKU XO0JIECTa3a;



* craaus 3 (cenTaibHas) — OTIAMYaeTCs PUOPOTHUECKUMH U3MEHEHUsIMH 0e3 00pa30BaHus y3JI0B
pereHeparuu;

* cragust 4 (uppo3) — Mopdoorudeckast KapTHHA BRIPAKCHHOTO MUKPOHOIYIISIPHOTO IIUPPO3a C
HapyLICHUEM apXUTEKTOHUKU IEUeHH M (OPMHPOBAHUEM PEreHEpATOPHBIX Y3JI0B Ha (PoHE
BBIPQKEHHBIX (PHOPOTHYECKUX HW3MEHEHHH, NPU3HAKA Nepu(Eepuyeckoro M IEHTPATHLHOTO
xoJjecrasa.

[Tpu mMopdonornyeckomM MCClIeAOBaHUHM OMONTATa XapaKTEPHBIM SBJISETCS aCHMMETPUYHOE
paspylleHHE KETUHBIX IPOTOKOB B 00JIACTH MOPTAJIBbHBIX TPHAJl, IPAaHYJIEeMaT03, HHPUIbTpaALHS
HNOPTAJBHBIX TPAKTOB 303uHOmIamMu, CD4+ numdonuramu, nia3MaTHYeCKUMU KIETKaAMH,
IOBBIIIEHUE SKCIPECCUM AHTUI€HOB OCHOBHOIO KOMIUIeKca rucrocoBmectumoctd I um 11
KJIacCOB, TOBBIICHHE OwmimmapHoi »3kcnpeccun HLA 11 kmacca, MoOJieKyn anare3uu, Ko-
CTUMYJIUPYIOIIHUX MOJIEKYIL.

KIMHUYECKAS KAPTUHA
I[IbX B HacTosllee BpeMs AMATHOCTUPYIOT HA 3HAUYMUTEIbHO OOJiee paHHUX CTaIusiX, YEM B
npouwisle roasl (y 50-60% nanueHTOB Ha MOMEHT YCTAHOBJIGHUS JMarHo3a euje HeT
KJIIMHUYECKUX IPOSBICHUI).

3a0o01eBaHue BBIABIAIOT B 0€CCUMIITOMHOM CTaguu 110 USMCHCHUAM B aHAJIN3aX KPOBH, KOTOPLIC
BBIIIOJIHAIOT I10 IIPUYHHAaM, HC BCCTZIda CBA3aHHBIM C 3a0071€BaHUSIMHU IIEYEHH.

B Teuenuu I1B1] BEIAEISIIOT HECKOIBKO CTAIHM.

* JIOKJIMHMYECKas CTaJus, NpPU KOTOPOH Yy MalMeHTOB ompexensercs Hanmuune AMA npu
HOpPMaJIbHBIX OMOXMMHUYECKHX MOKa3aTeNaX QYHKIUH [1eYEHU.

Jlnarno3 noaTBepKaaeTCs MyHKIMOHHON OMOIICUEN MeYeHH.

[Tepuon ot BeisABIeHMS AMA B CBIBOPOTKE KpPOBH O H3MEHEHHH JIaOOpAaTOPHBIX TECTOB
COCTaBJIIET OKOJIO 6 JIET.

Bo BTOpOI1 cTaguy npu OTCYTCTBUM KIMHUYECKUX MPOSBIEHUI MOKHO OOHAPYKUTh MOBBIIICHNE
ypoBHs 1menouHoil ¢ocdarazer (IL{P) B 2-3 paza, y-rmoramuntpancnentugassl (I'TTID),
neiimuHamuHonentuaassl  (JIAII), xonecrepuna (XC), mnosbimaercs ypoBeHb AMA B
JTMarHOCTUYECKOM TUTPE MPHU HOPMAJIbHBIX MoKa3aTessiX (QyHKIMOHAIBHBIX EYeHOYHbBIX TECTOB
(kpoMe cCHHIIpOMa XOJIecTasa).

3aboseBaHue MPOSIBIIAETCS BHE3AMHO HECHeUU(UUIECKO cCHMOTOMATHKON B BHJIE€ TOBBIILIEHHOMN
YTOMJISIEMOCTH, CJIA00CTH, KOKHOTO 3yJa, HE COMPOBOKIAIOLIETOCS JKEIATYXOW, B CBSI3H C
KOTOPBIM OOJIbHBIE BHauajue OOpaIlaloTcs K JAepMAaToJIory M NCHXUATPy M JIeYaTcs MO MOBOAY
HEHUPOJIEPMUTA, AJTIEPTHUH.

Haubonee xapakrepHsiM HayanbHbIM cUMITOMOM [1BX y 50-64% GonbHBIX SIBIISIETCS 3y KOXKH,
Ha MHOTHE T'0/Ibl ONIEPEKAIOIIUI pa3BUTHE KEATYXH. 3y/ BHAUaJIe HHTEPMUTTHPYIOIINM, a 3aTEM
NOCTOSIHHBIN, YCHJIMBAIOUIMICS B HOYHOE BpeMsi: Ha KOXe CIIMHBI, Oeiep, pyK UMEIOTCS CIe/Ibl
pacyecoB, YTO CYIIECTBEHHO CHWKaeT kKadecTBO km3HU OombHBIX [IBX. Hepemko 3ym koxw,
IpooIDKAIOIIUIC OT moiyroaa 1m0 5—10 jer (70 MOosBIEHHS XOJIECTaTUYECKOH JKeNTyXH),
ObIBa€T €IMHCTBEHHBIM CHUMIITOMOM OOJIE3HH M MOXET HE COMPOBOXKIAThCS remaToMeraiue,
KENTYXOH 1 aCTeHOBEreTaTUBHBIM cuHApOoMOoM. 3ya koxu npu [1bX o0ycioBieH pa3npaxxeHrneM
KOXKHBIX PpELENTOPOB HE HKCKPETUPYEMBIMU IE€YEHbIO JKETYHBIMU KHCJIOTaMHU, KOTOpHBIE
MOCTYMAIOT B KPOBb (XOJIeMHs) M3 TOPaXEHHBIX BHYTPUIICUEHOYHBIX >KEITUHBIX IPOTOKOB.
XKentyxa MOXKET OTCYTCTBOBAaTh B Hauaye 3a00JIeBaHMs, HO IMOSBIAETCS 4epe3 6 mecsieB — 2
rojia mocje BO3HUKHOBEHMsI 3yaa. Kenryxa — no3auuii npusHak I1bX, HapacTaeT MeyieHHO.

B 25% cayyaeB o0a cumnToMa BO3HUKAlOT OJHOBPEMEHHO, a TOSIBICHHUE IKEITYyXH,
IpEIIECTBYIONICH 3yy, Ha0monaeTcs Kpaitne penko. KoxHblil 3y7] MOXKET MOSBUTHCS B IEPHOJ
OEpeMEHHOCTH, YTO 4YacTO PACLICHMBAETCs KakK IPOSBICHHE BHYTPUIICUEHOYHOI'O XOJecTasa
OepeMeHHBIX, a He [1BX.



[lepBbiMH TIpOSIBICHUAMH 3a00JI€BaHUS MOTYT OBITh IOSBICHHWE KOXXKHBIX KCaHTeNla3M
(oTnoxeHHE TIIBIOOK X0JIeCTepHHA) B 00J1aCTH BEK, JIaJIOHEH, JIOKTEH, AT0IuIl, 00JIb B CyCTaBax U
MbIIIIax. TeMHO-KOpHYHEeBass NMUTMEHTALWs KOXM (MEaHOJAepMUs) BHAdaje NOSABISETCA B
00JIacTH JIOTIATOK, a 3aTeM CTaHOBUTCS TU(Qy3HOH, numeer mecto y 53% OONBHBIX YKE B
HAYaIbHBIX CTagusx Ooje3HH. MeAJIeHHO HapacTaiolias XoJecTaTHUecKas >JKelTyXxa C
YMEPEHHOH B HAYallbHBIX CTAJHMAX KOHBIOTMPOBAHHOW THIEPOMIMPYOMHEMHUEH MOXET OBITh
OJHUM M3 mepBbIX cuMOTOMOB y 50—60% OonbHbix [IBX. B cpennem 10 mosiBIeHUs MEPBBIX
NICUYCHOYHBIX KIMHUYECKUX MPHU3HAKOB MPOXOAUT 5 JIET, a 10 pa3BUTHs TEPMUHAIBHOW CTaJuU
6one3nn — 10-15 ner.

B tperbeli craauu Ha oHe yXyAIIEHHUsS COCTOSHUS OOJBHOTO M IMpOrpeccupylomend ciaboctu
HOSIBJISIOTCS. pa3BepHYThIE KIMHUYECKUE NMPH3HAKK XOoJiecTa3a. 3a00jeBaHHE COMPOBOXKIACTCS
MYYHUTEIbHBIM KOXXHBIM 3yJJOM, WHTCHCHBHOM JKEITYXOW CO ClIeJaMH pacuecoB Ha Tele,
KO>KHBIMH

KCAaHTOMaMH, KCaHTeJla3MaMH, KOTOpPBbIE MOTYT HPUBOJIUTH K NApECTe3WsIM B KOHEYHOCTAX 32
cuer pa3Butus nepudepuueckoi nonmuerponaruu (y 50% O6o0mnbHbIX). [laTOrHOMOHUYHBIM
SIBIISICTCS HAJIMYHE TeAaTOMETAINHU, YaCTO CO CINICHOMETAINEH M THIIEPCILICHH3MOM.

Ha no3gaux cramusax 16X wacto pasBHBaeTcs OCTEOMANSILHUS, OCTEONOPO3 U MEPUOCTAIBHOE
HOBOOOpa30BaHME KOCTH (yBEIMUYEHHE KOHIEBHIX (pajlaHr manbleB — OapaOaHHbBIC MaOYKH).
Octeonopo3 BbIpaXXeH B IO3BOHOYHMKE, peOpax, KOCTAX Ta3a M HEPEIKO COIPOBOXKAAETCS
KOMITPECCHOHHBIMH TI€PEIOMaMH HIDKHETPYAHBIX U MOSICHUYHBIX MTO3BOHKOB, pedep, TpyOdaThIx
KOCTEH: MHTEHCHBHAs 0O0JIb B TIO3BOHOYHHKE SIBJISACTCS CUMITOMOM 1o3aHux craauii [16X.

YerBepTas cTanus XapaKTepU3YEeTCs MEIJICHHBIM Pa3BUTHUEM JCKOMIIEHCHPOBAHHOIO LUPPO3a
neuyenu (L{I1): mporpeccupytomias xenryxa, Kaxekcus, MpOsSBIECHUS MOPTAIbHONU TMIEPTEH3UU.
3yA KOXXH B TEPMHHAJIBHOM CTaJAMM YacTO OcCiadeBaeT WM MCYE3aeT MPU HPOrpeccUpyromien
MEYEHOYHO-KJIETOYHONH HEeAOCTaTOYHOCTU. [IMrMeHTanus KOXKU YCHUIIMBAETCS, OIpPENesTCs
IUIOTHBIM OTEK KOXM (TUIEpKeparo3), Kak MpH ckiepojaepMuu. HapylieHue cexpeuuu >xenuu
IPUBOJUT K aTpopuu BOPCHHOK TOHKOM KHIIKM W Pa3BUTHIO CHHAPOM ManbaOcopOIuu
xupopacTBopuMbix BUTaMHHOB (A, [I, E, K). Ilo Mepe HapacTaHus XxoyecTa3a Iporpeccupyer
auapes, KpeaTopesi, creaTopesi, OCTEONOpO3 ¢ OCTEOMAIIALUEN U TATOJIOITMYECKUMHU IEPETIOMAMH,
KcepodTaIbMUS U TEMOPPAru4ecKuii CHHIPOM.

Ha cragun cdopmupoBaBmierocss Luppo3a IEYeHH NpeolnaJaroT CUHAPOM MOPTAIbHON
TUIEPTEH3UH M TEYEHOYHO-KJIETOYHOM HEAO0CTaTOYHOCTU. bonpHbIE mormbaroT OT SIBIECHUMN
[IEYEHOYHO-KJIETOYHON HENOCTAaTOYHOCTH, KPOBOTEUEHUS U3 PACIIMPEHHBIX BEH IHUUIIEBOJA,
HaTOJIOTMYECKUX M1EPETIOMOB.

[TarornomonnunbiM At [IBL] sSBIAIOTCA SIpKUE KIMHUYECKUE TPOSBICHUS — WHTECHCHUBHBIN
KOXHBIA 3yJ, >KENTyXa, T'MIIEPIUTMEHTAlMs KOXXHOTO IIOKpOBA, KCAaHTOMBI U KCaHTENA3MBbl,
cTearopesi. XapakTepHbIM CUMTAETCs MOBBILIEHHE B 2—3 pa3a MapkepoB xojectasza (11D, I'TTIT,
JIAII, xonecrepun), nosbimenne IgM n BoisiBaeHne AMA B CbIBOpOTKE KpoBU B TUTpe >1:40,
OTCYTCTBHE€ HW3MEHEHHUH CO CTOPOHBI BHENEYEHOUHBIX HKEIYHBIX IPOTOKOB, CHUCTEMHbIE
nposisieHus 11bX.

Cucremubie mpossieHuss IIBL[ BeusBisiorcss B 43-84% ciywaeB. Iloxg cucrtemHBIMU
nopaxxeHusiMu 1ipu [1bX moHUMaroT BHENeYeHOYHbIE TOPayKeHHsI, 00YCIIOBIEHHbIE UMMYHHBIMHU
MeXaHU3MaMH, U 3Ta CUCTEMHOCTh MOPaK€HUH YacTo OMpeeiseT MHOrooopasue KIMHUYECKON
KapTUHBI 3a00JIeBaHus, MHOT/AA ompezenser xapaktep TedeHus [IBX u moxker mpuoOperath
Begyniee 3HaueHHe. CHCTeMHBIE MPOSABIECHUS MOTYT IPEAIIECTBOBATb  Pa3BEPHYTON
kiInHu4deckod kapruHe [IbX, mosnroe BpeMst OCTaBaTbCs €OUHCTBEHHBIMU €T0 IPU3HAKAMH.
Knaccudukanmst BHENEYECHOUHBIX TPOSBICHUA M codeTaromuxcs 3aboneBanuii mpu [1BX
BKJIIOUAET: 3HJIOKPUHHBIE (ayTOMMMYHHBII THUPEOUIUT), HK30KpuHHBIE (cuHapoM IllerpeHa,



HEJ0CTaTOYHOCTh MOJKEITYT0YHOM KeJesbl), reMaToJI0rM4ecKue (ayroummyHHast
TPOMOOLIUTONCHHS, TEMOJUTHYECKass aHeMusi), KOXHble (KpacHBbIM IIJIOCKHM JMIIaif),
HEHUpOMBIILIEYHBIE U CyCTaBHbIE  (apTpomarus, MHACTE€HHS,  MHEIUT), IOYEUHbIE
(rmomepynoHeppUT, TIOUYEUYHBIM KAHAJIBIMEBBIA aIuao3), Jerovynnle (pudposzupyromniuit
AJIbBEOJIUT), KUIIEYHbIE (LIE€IHAKUs, KOJUIAr€HOBbIM KOJIMUT), ayTOMMMYHHBIE U JIpyrHe (CHHIPOM
Peitno, cucremnas ckiuepoaepmus, CREST-cungpom, cucremHas KpacHas BOJYaHKa,
J€PMAaTOMHO3UT, IOJIMMUO3UT, PEBMATOUHBIA apTPUT)

[IbX nuddepeHIupyroT ¢ OOCTPYKIMEH BHENEYEHOUHBIX JKEIYHBIX XOJO0B, IEPBUYHBIM
CKJIEPO3HUPYIOIMM  XOJIAHTUTOM,  XOJAHTMOKAapLIMHOMOW, ayTOMMMYHHBIM  TI'€IaTUTOM,
ayTOMMMYHHBIM  XOJIAHTUTOM, JIEKAPCTBEHHBIM  XOJIECTa30M, XPOHHYECKUM BUPYCHBIM
renatutoM C, Capkoua030M.

JAUATHOCTHKA
Baxubim B nuarnoctuke IIBX sBisieTcss BbIpakeHHash U HapacTarollas THIepOuIupyOuHeMus,
OTpa’karollas Mpolecc IEKOMIIEHCAlUM U SIBJISIIOLIAsICS HEOJAronpUsTHBIM MPOTHOCTUYECKUM
dakTopom.
XapakTepHble U3MEHEHUS Ul CHHIPOMA XOJIECTa3a IMPOSBIIAIOTCS MOBBILICHHMEM AKTUBHOCTH
1D (mpesbimas HopMy Oonee yeM B 4 pasza), ['TIIT, JIAIL, KoHBIOTUPOBAaHHOTO OWIHPYOHHA,
XOJIECTEpHUHA.
VYxe B Havasme 3a00Jj€BaHUSl XapaKTEpPHA BbIpAXKEHHAs TUNEPIUINAEMHUS C IOBBIILIEHUEM
KOHIIGHTPALUN XOJIECTEPUHA, B-TUMONPOTEU]0B, (HOCHOoIUNUIOB U HedcTepUUIUPOBAHHBIX
KUPHBIX KUCHIOT. OJIHAKO 3HAUYMMBIX J0KA3aTEJIbCTB IOBBIINIEHUS KapAHOJIOTMYECKOTr0 pHUCKa
npu IIBX He ony6inukoBaHo Ilpy HMMYHOJOIMYECKOM HCCIEIOBAaHUM  BBIABISETCA
rUrnepramMmarioOyJIuHeMusl BCIEICTBUE M30JIMPOBAHHOIO MoBbIIIEHUS IgM B Buae MoHoMepa
WIM B COUYETAaHWM C MOBbIMIEHHEM conaepkanus IgG. Bo3M0KHO NOBBILIEHUE YPOBHsSI acrapTaT
(AcAT) u anannHamuHoTpanchepas (AnAT), oTpaxaromiee BocajleHue U HEKPO3 MEYECHOYHON
apeHXHUMBbI, 0COOEHHO B coueTaHuH ¢ nosbiieHueM ypoBHs IgG. OtHomenne AcAT/AnAT > 1
yKa3bIBaeT Ha Nporpeccupyomuii pruodpo3 neuenu. Breicokuil ypoBeHb OmnnpyOnHa XxapakTepeH
JUis  Janeko  3ameAmero  3aboseBaHus.  ComyTCTBYIOIIME — THHOEpOMIUPYOMHEMHU
TPOMOOILIUTONICHUS], TUIIOAIbOYMUHEMHUSI M TOBBIIIEHHE MEXKIYHAPOJHOTO HOPMAaIM30BaHHOIO
otHomeHn (MHO) cBUIETENBCTBYIOT O pa3BUTUH KIIMHUUECKH 3HAUUMOTO [IMPPO3a MEYECHH.

Cremnduueckue anturena npu I1BL] o6HapyxuBatorcs yacto, ocooeHHo AMA B tutpe >1:40.
AMA-cepono3utuBHOCTh HaOmtogaercss 6onee yem B 90 % cinywaeB. VY 10-40% O6onbHBIX
onpeneNndoTcs U aHTuHykIeapHbsle aHTuTena (ANA), a y 40% OonpHbix [IBX — anTHTeNna k
MeMOpaHaM TenaToLMTOB, BCE OHM NpUHAIekaT K kiaccy IgM. [lo HenaBHero BpeMeHU
oTanuuTenbHbIM npusHakoM 16X cuutanock o6Hapyxenue AMA B tutpe >1:40, 00BIYHO BBIIIIE
1:160. Tunuynas ructonoruueckass kaptuHa [IBX moxker ObiTh mpu orcyrctBun AMA B
CBIBOPOTKE M Jake IMpH OECCUMITOMHOM TEUYEHUH Ipolecca M HOPMAJbHBIX MOKa3aTeNsIx
MEYECHOYHBIX Mp0o0. XapaKTEepHbIM SBIAETCS OOHApyKeHHE HeCHelU(PUUYECKHX ayTOaHTHTEN
(peBMaTouaHBIA (akTOp, aHTUTEeNa K ThaakuM MbimnaM (ASMA), aHTUTpoMOOLMTapHBIE
aHTHTENA U Jp.), MOBBIIICHUE KOHIIEHTpaIu MoJiekyln aare3uu B kpoeu (ICAM-1, VCAM-1, E-
CEJIeKTHH ), Iepudeprudeckas 303MHOPHUITHU.

buornicust meuenn s aumarnoctuku [IBL] obGsi3arensHa ¢ 1€TBI0 TOATBEPXKACHUS JAHArHO3a,
onpeneNieHusl CTaguu OOJEe3HH W NPUHIMIIMAIBHO BaKHA MpPH IMOJO3PEHUH Ha HaJU4ue
coueranHoro ¢ [IbX ayrommmyHHoro rematuta (oBepian-cuHapom). IIbX He BbI3bIBaeT
MOpP(OJIOTHUECKUX U3MEHEHUH TeUeHH, MOANaomuXcs Bu3yanu3aunu. Y31 opranoB OprourHoi
nosioctd mpu momo3peHuu Ha [IbX HeoOxoaumo, YTOOBI HCKIIOYUTH BHETICYCHOUYHYIO
ATHOJIOTUIO XOJecTa3a M HOBOOOpPA3OBaHMW IEYEHH, a TaKXKE BBIABUTH MPU3HAKHU JTAIEKO
3alleIIero MOpaXKeHUs, T€ K€, 4YTO W INpH APYruX 3a00JIEBaHUSAX: OYAroBbIE H3MEHEHMS,



nopTajgbHasi TUNepTeH3us, cruieHomeranus, acuut. [Ipu I1bX yacto Habmonaercs yBenuueHue
IUM(OY37I0B BOPOT NEUECHH.

I'mcronornueckass kapruHa IIBX xapakrepusyercs XpOHHYECKMM HETHOMHBIM BOCIAJICHUEM
BOKPYI BHYTPHUJOJBKOBBIX M CENTAIBHBIX JKEIYHBIX IPOTOKOB, paspyliarommMm #x. Ero
OINKCBHIBAIOT KaK «IBETYyIIee MopakeHHe». YacTo OHO OOHAapyXHBAaeTCs YK€ B HadalbHBIX
cragusx 3a0oneBaHus. BocmamurenbHble HMHQUIBTPATHl COCTOAT IpPEUMyLIECTBEHHO H3 T-
TuM(OIUTOB ¢ HEOOIBIIONW MpUMechio B-mumdonnTtoB, MakpodaroB u 303uHoduios. Muorga
HaOJIIOAAI0TC  SNUTENUOUJHbIE rpaHyieMbl. [Iporpeccupyromiee nopakeHHE KETYHBIX
IIPOTOKOB IPUBOJUT K JYKTOIIEHUH, BOCIIAJICHUIO U OTJIOKECHHIO KOJIareHa.

Pexomenpanun

e V B3pOCIBIX C XOJECTa30M B OTCYTCTBHUE IPU3HAKOB CHUCTEMHOTO 3a00JieBaHMs
ocHoBaHueM i auartosa [1BX moxer ObiTh noBbliieHue ypoBHs II{® B coueranuu c
tutpom AMA > 1:40.

e IIpu AMA-cepoHeraTuBHOCTH ocHoBaHuMeM s nuarHosa I1BX mpu xonecraze moxer
ciyxuth AHA-cneundudeckas ¢uroopecueHIHs B BUAEC NSATCH B sApe  WIH
HNEpUHYKIEApHBIX  KOJel  JUOO  IOJIOKUTENbHBIH  pe3yiabTaT  TBepAO(a3HOro
umMmyHodepmenTHoro ananu3a Ha spl100 wm gp210.

e buoncus nedenu g mnoarBepkAeHus auarHo3a IIBX HeoOxonuma TONBKO IpH
orcyrctBum [IbX-cneunduyeckux aHTUTEN WIM MOJO3PEHUH Ha COIYTCTBYIOIIEE
3a0osnieBanne mneueHu (ayroummyHHbli renatut, HACI, nopaxeHue CHCTEMHBIM
3a001eBaHUEM ).

e DjlacTOMETpUsl MEYEHH. DJIACTUYHOCTh I€UEHU, U3MEpPEHHas IyTeM YJbTPa3BYKOBOM
anactorpadun ¢ koutposeM Bubpamuu (VCTE), mokaszana ce0s JIyqmM CyppOoraTHbIM
MapKepoM LUppo3a U THKEIoro (Hampumep, MocToBUIHOrO) ¢pubdposa npu I1BX. Kpome
TOr0, TOKa3aTellb 3JacToMeTpuu neyeHu Beime 9,6 klla compoBoxmaercs S-KpaTHBIM
YBEJIMYEHUEM pHUCKa MEYCHOYHOH HEI0CTAaTOYHOCTH, cMepTH MU HeoOxoaumoctu TII.
bonee umndopmaruBHa, yem caM Mo cebe TOKa3aTellb 3JIACTOMETPUHU, B OTHOIUIECHUU
ucxona I1bX oTpumarenbHas AMHAMHUKA 3TOTO MOKAa3aTelss, MO3TOMY OH MOXET ObITh
UCIIOJIB30BaH Kak cypporatHeli Mapkep mporpeccupoanus IIbX. Ilo maHHBIM
YIIOMSIHYTOT'O HccllefioBaHus, y nomy4aBimux Y /IXK GonbHBIX ¢ HUPpO30M MOKa3aTesb
AIIaCTOMETPUH 32 MePUO/1 HAOJII0IEHUS 3HAUYUTENbHO YXYAIINIICS.

JIEUEHUE
B Hacrosimee Bpems 1octatouHo 3ppexTuBHOI 1 cniennpudeckoit repanuu [16X Her.
Huera nipu T1BL] nomkHa OBITE PU3NOTOTHYECKU MTOTHOIICHHOM IO cojaepxanuto oenka (1,2-1,4
I/KT), YIrIeBOAOB (4—5 T/Kr), ¢ yMepeHHBIM OrpaHuueHueM xkupoB (mo 1,2 T/kr), C
MPEUMYIIECTBEHHBIM TOTPEOJICHUEM pACTUTEIBHBIX Macell, Oorarblx omera-6 >KHUpHBIMU
kucnotaMu. Heo0XoauMo MUIeBOM parroH oOoramarh aHTHOKCUAaHTaMu, BUuTaMuHamu A, E,
C, BS, consimu kanblys, JEMUTHHOM, OMEra-3 >KUPHBIMH KUCIIOTaMH, KJIE€TYaTKOM.

VYpconesokcuxoneass kuciora (YAXK) cuuraercs mnpemapatom BbIOOpa Ui JICUEHUS
NEPBUYHOTO OMJIMAPHOTO XOJAHTUTA. BOCIPOM3BOAMMBIX M HEOAHO3HAUHBIX JIAHHBIX B MOJIB3Y
NPUMEHEHHUs APYTuX IMpernapaToB, B T. 4. UMMYHOJENPECCAHTOB, MCCIEIOBAHNUS HE MOKa3allu.
[TpumeHeHue nmpemnapara crocoOCTBYEeT CHH)KEHUIO YPOBHSI OCHOBHBIX CHIBOPOTOYHBIX MapKepoB
X0JIeCTa3a U yPOBHS UMMYHOITIOOYJIMHOB, a TaKXKe IPUBOJUT K CHUKEHHIO YpoBHs obuiero IgM
u IgM — AMA B cbiBOpoTKe KpoBH manueHToB. IlonoxurensHoe BausHue Y XK cBszaHo co
cnenyromumu dpdexramu:

* [UTONPOTEKTUBHOE [JEHUCTBUE — BBITECHSAET TOKCHUYHBIE JKEIYHBIE KUCJIOTHI W3
SHTEPOreNnaTu4yeckoil IUPKYIAUUU W HPEeaynpexaaeT HuX I[OBpeXkaarollee JIeHCTBHE Ha
MeMOpaHbl TeNaToMTOB, MUTOXOHIPUHN, YTO CHM)KAET IIUTOJIU3 B PE3yJbTaTe OKHCIUTEIHLHOTO
cTpecca;



* UMMYHOMOJyJUpYIOLee IEHCTBHE — CHMKaeT fKcipeccuto monekyn HLA 1-ro tuna Ha
renarouutax ¥ HLA 2-ro Tuna Ha XoJIaHTMOLMUTax, NPENOTBpAllas TEM CAMbIM pa3BUTHE
AyTOUMMYHHBIX PpEaKIHii, yMEHBIIEHHE O0Opa30oBaHUs IMTOTOKCHYECKUX T-ITMM(pOUHUTOB,
CHI)KEHHE ITPOLYKIIMH ITPOBOCHAIUTEIbHBIX

mutokuHoB: IL-1, IL-6, TNF-a, IFN-y. IlogaBnser Beipabotky Ig A,M, G — T.e. OKa3bIBaer
UMMYHOCYTIPECCUBHBIN (D PEKT;

* AHTHUXOJIECTATUYECKOE JEHCTBUE — 3alLMIIAECT OBPEXKACHHBIE XOJIAHTMOLUTHI OT TOKCUYECKOTO
JnercTBUs  THAPOPOOHBDKETUHBIX  KUCIOT, OIPAaHMYMBACT  HAKOIUIEHUE  TOKCHUYECKUX
KOMIIOHEHTOB JKE€JTYM B TIENaTOLUTE MPU XOJECTa3e U CTUMYJIUPYET BBIBEIEHUE TOKCHUYHBIX
JKEJTYHBIX KUCJIOTHI U3 renaTronura,

CHI)KAET CUHTE3 XOJIECTEPUHA B IIEYEHU U €r0 BCAChIBAHUE B KUILIEYHUKE;

* aHTUNPYPUTUYECKOE JIEHCTBHE — YMEHbIIAET 00pa30BaHUE TOKCUUHBIX KEITYHBIX KUCIIOT;

* AHTHUANONTOTUYECKOE JAECUCTBUE — CHMYKAET KOHLEHTPALMI0 HOHU3UPOBAHHOIO KaJbLIUA B
KJIETKaxX, YTO IPeAOTBpaIIAeT BbIX0 LuToXxpoma C U3 MUTOXOHAPHUHA U OJIOKHUPYET aKTHUBALUIO
KacIlia3 U anornTo3 XOJaHTHOIUTOB;

* aHTU(UOpOTHUECKOE NEHCTBHE — MOJIOKUTENBHO BIMSET HA COOTHOLIEHHE CHIBOPOTOUHBIX
MapkepoB (ubporeHesa u GuOpoau3a — OTMEUASTCS CHUYKCHHE CHIBOPOTOYHOW KOHIICHTPAIIUU
N-TepmuHangpHOTO nentuaa kosuiarena 1l Tuna

U MaTPUKCHBIX METAJJIONPOTEUHA3 MPU OJHOBPEMEHHOM MOBBIIIEHUH YPOBHSA HX TKaHEBBIX
WHTUOUTOPOB;

* XOJIEPETUYECKOE JIEHCTBUE — CTUMYJIUPYET CEKPELIUIO KEITUH;

* XUMHONpPO(DUIAKTUYECKOE JEeHCTBUE — CHIDKAeT pPUCK IIEYCHOYHOH U BHENEUYEHOYHOMH
Mamuranzaupu npu  IIBIl, T.e. puCcK pa3sBUTHA XOJIAHTMOLEIUIIOJIAPHOM KapUUMHOMBI U
KOJIOPEKTAJIBHOT'O paKa.

VYAXK Bnonne Oe3onacHa. Ee moboyHoe neiicTBUE NpHU MpuUeMe B PEKOMEHJIOBAHHBIX J03aX
MHUHHMMaJIbHO: IpUOaBKa Macchl TeIa OKOJIO 3 KT B MepBble 12 Mec. Tepanuu, HICTOHYEHHE BOJIOC,
U3pelKa — Juapes U METEOPU3M.

[Tpemapater YIXK (Ypcodanbk, Ypconusun, Ypcocan, Ypcoxon) HazHadaeTcs B jgo3e 13-15
MI/KT B CYTKH OJJHOKPATHO BeuepoM JuOo B aBa npueMa. [Ipu Head(HeKTUBHOCTH CTaHIAPTHBIX
103 YJIXK BO3MOXXHO NMpUMEHEHHE BBICOKMX 1103 mpemapara — 20 Mr/kr B cyTku. Tepamnwus
VIAXK naunbonee sdpdexruBna y manuentoB ¢ | u Il rucromormyeckoit craameit I[1bX u
MO3BOJISIET MOBBICUTH MOKA3aTeNM BBDKMBAEMOCTH Y 3TOM rpynmsl 6onbHbIX. [Ipenapat MoxHO
Ha3Ha4YaTh TpH JIF000W cramuu 3aboieBanus. HayanbHBIN OoTBeT OOHapyxuBaercs udepe3 4-6
Hesenb Mocje Hayaja JIeYeHMs, HOpMaiu3alus OMOXMMHYECKHX IoKa3aTeled yepe3 2 roja
ormeueHa y 20% mnarmueHntoB u y 15% mnarmuentoB — uepe3 5 ner. Jnurensusiii npuem Y IXK
yay4iiaeT OMOXUMHUYECKUE TTOKa3aTeNlu, BKII0Yash YpOBEHb CHIBOPOTOYHOTrO Oounnpyouna, 11D,
MOBBILIAET

BBDKMBAEMOCTb MAIUEHTOB, 3aMeIsIeT porpeccupoBanue ¢pudposa neuenu npu panHem [16X u
pa3BUTHE BapUKO3HOTO pacIIMPEHHs] BEH MUILEBOAA (PUCK Pa3BUTHS BapUKO3HO PACHIMPEHHBIX
BEH MHUIIEBOJAa B TeueHue 4 jer cHwkaercs ¢ 58 nmo 16%). Ilo mMepe mporpeccupoBaHus
HUPPOTUYECKUX H3MEHEHUIl B miedeHH 5(G(EeKTUBHOCTh TNpenapara cHuxkaercs. CoriacHo
peKoMeHaalusAM AMEpPUKAaHCKOM accolMaluy 1O HCCIIEOBAHUIO 3a00JIeBaHUN TE€YEHU
yKa3biBaeTcs, 4To naruenTam ¢ [1bX pexomennoBano Haznauenue Y JIXK B go3e 13—15 mr/kr B
CyTKM pa3JeICHHOM Ha HECKOJbKO IIPUEMOB WIH B BUAE OJHOKpaTHOM na03bl. [lpu
WCIIOJIb30BAHUH XOJIECTUPAMUHA MHTEPBAJ MEXy ero npuemoM u npuemoM Y XK nommken
COCTaBJIATh HEe MeHee 4 JacoB. B ontumanbsHoit no3e — 13—15 mr/kr B cytku npenapatsl Y JIXK
Ha3HavaroTcs noku3HeHHO. CooOmenuit o TeparoreHHocty Y IXK He omyOGnmkoBaHO, Kak U
JAHHBIX JIOKa3aTeJIbHBIX MCCIIEOBAHUIN €€ MPUMEHEHHS Y OCpEMEHHBIX U KOPMSIIUXKCHIIUH.
[Tpuem YJIXK no Gepemennoctd, B I m mocnenmyrommx TpuMecTpax M HPH €CTECTBEHHOM
BCKapMJIMBaHUM CUMTAIOT Oe30macHbIM, Ojaromaps dYeMmy Mpermapar MOpPUMEHSIOT —Ipu
BHYTPUIIEYEHOUYHOM XO0JecTa3e OepeMEHHbIX.



Oo6etuxoneBas kucinota. Oberuxoneras kucinora (OBXK) — mnomycuHTeTHYECKHiA aHaIor
ruapoOOHBIX KETYHBIX KHCIIOT, BRICOKOCEIEKTUBHBIN 10 oTHOMmEHHI0 kK FXR. AkTuBupyromas
spdexkruBaocth OBXK BO MHOro pas3 BbIIIe, YeM €€ OHIOTEHHOr0 aHajiora —
xeHoqe30kcuxosaeBoir  kucnoTel. OBXK Takke BBI3BIBAET HKCIPECCHIO BbIpAOATHIBAEMBIX
CIM3UCTOM KHILIEYHHMKA TOpMOHOB, B uyactHocTH FGF-19. IlepBoe wmHOromeHTpoBoe
panoMusrpoBanHoe wuccienaopanne OBXK ¢ JBOWHBIM CJ€NbIM KOHTPOJEM OLIEHUBAJIO
s dexkruBHOCTL Tpex ee 103 (10, 25 u 50 mr/kr B cyTkun) B pononHenue k Y JIXK-repanuu npu
I1bX co croiikum nosimenueM ypoBHs LLI® B ceiBopoTke Oosiee yeMm B 1,5 pa3a Bwilie BepxHeH
rpaHuilbl  HOpMbI. OCHOBHBIM OIIEHMBAaEMBbIM TIOKAa3aTeJieM B OSTOM HCCIICIOBAaHUH OBLIO
cHmkenue ypoBHs 11IdD B cbIBOpOTKE MPOTHUB NMEPBOHAYAIBHOIO MOJ BIMSHUEM Ka)KI0W U3 7103
OBXK 1o cpaBHenuto ¢ miane6o. Y 87, 69 u 7 % 60npHbIX, HoTyunBIINX MOTHBINA Kypc OBXK,
ypoBeHb LI[® cHu3miIca cooTBeTCTBEHHO MO KpaitHeil mepe Ha 10 u 20 % wnu 10 HOpMBI (U3
nosydaBinux miane6o —y 14, 8 u 0 % COOTBETCTBEHHO).

[IpenapaTsl, npUMeHsi€EMbl€ BHE JUIIEH3UPOBAHHBIX TOKa3aHUI

Byneconua — CUHTETHYECKUN KOPTUKOCTEPOU, KOTOPHIH MHTEHCUBHO METAOOIM3UPYETCs 10
IIOMAJIaHUSl B CUCTEMHBI  KPOBOTOK IIPU MEPBUYHOM IPOXOKICHUM YEpe3 MEUYEHb, a IIOTOMY
o01aJaeT MUHUMAJIBHBIM 10 CPAaBHEHHUIO C MPEIHU30JI0HOM NO0O0YHbBIM AelcTBUeM. [Ipu naneko
3ameuieM IMOPaXeHUH IEeYeHW MeTaboym3M OyAeCOHHMIA CHIDKACTCS, YTO MPH IUPPO3E H
HOPTAJIBHON MIIEPTEH3UU MOKET MOBJIEUb 3a COOON HebIaronpusTHbIE NocieACTBU. MMeroTcs
€IMHUYHBIE COOOIIEHHS O OJIaronpUsATHOM BIUSHUH OynecoHuaa (9 MI/KT B CYyTKH) B COYETaHUHU
¢ YJXK Ha TrHCTOJIOTHYECKYIO KapTUHYy M Ouoxumuueckue mnokaszatenu npu IIBX ¢
BBIPQKCHHBIMU TPOSIBICHUSMH <«IIOTPAaHUYHOro» renatuta. OCHOBaHMEM JJisi NPUMEHEHUS
OyaecoHMJa TOCIY)XWIa CBS3b IIOBBIIICHUS YPOBHS CBHIBOPOTOUHBIX aMHMHOTpaHcdepas c
«TOTpaHUYHbIM» rematuToM M mnporpeccupoBanveMm [IBX. Opnako mMoBbIIEHHE YPOBHS
aMHHOTpaHC(epa3 MOXKET ObITh U CIEICTBUEM XOJECTATHUECKOIO MOBPEXAECHUS I'elaToOLUTOB,
OTJIMYAIOIIErocs OT NapeHXUMAaTO3HOro BocnaneHus. JKeauHble KUCIOThl B HETOKCHYHBIX,
HEJCTEPIeHTHBIX KOHLEHTPAUMIX HWHAYLIMPYIOT D3KCIPECCHUI0O U CEKPELUI0 MENHaTOpOB
BOCMAJIEHUs, TOTJa KaKk B BBICOKMX — aIoINTO3, & B OYEHb BBICOKMX — Jaxke HeKkpo3. C 3Toi
TOYKH 3pEHHMsI MMMYHOCYIPECCHs HEe MOXKET OKa3blBaTh OnarompusitHoe aedctBue. OHAKO
npuMevaTesbHo, 4yTo 1in vitro Oyneconun u YJIXK oka3piBaloT CHHEpruyHoe JIeHCTBUE,
ycuiuBas skcrpeccuio AE2, 3alMIaronyro AKeIYHble IPOTOKH.

[To manHbBIM 3-1€THETO paHAOMU3UpPOBaHHOTO HcchenoBanus (77 6onbHbIx [IBX 6€3 mupposa),
KOMOMHHMpOBaHHas Tepanusi Oyneconumom B jgoze 6 wmr/cytr + Y/IXK (46 OGonbHBIX)
COIPOBOKAAIACh YMEHbIIIEHHEM QrOpo3a neueHu Ha 25 %.

[TpousBogueie  ¢ubpoeBoit  kucnorbl  (pubparbr). @PubpaThl  OKa3bIBAIOT  MOIIHOE
AQHTUXOJIECTATUYECKOE JEHCTBHE 3a CYET CTUMYJSILMM  PELENTOpPOB, AKTUBHPYEMBIX
nponudeparopom nepokcucom (PPAR). Iloromy k 3TuM mpemaparaM TpH XO0JIECTaTUUECKHX
3a00JIeBaHUAX ME€UYEHU MPOSBIISIETCS YCTOMUUBBIA MHTEpec. OaHaKko B HEKOTOPBIX cTpaHax [1bX
BKJIIOUEH B YMCJIO MPOTHBOIOKA3aHUN K MpueMy (QuOpaToB, T. K. UMEIOTCS COOOIIEHUSI 00 HUX
rernaToTOKCMYHOCTH. B Oombmmx go3ax  ¢uOpaTbl yrHeTalOT aKTUBHOCTh HEKOTOPBIX
UTOXPOMHBIX (GepmeHToB, B yacTHoctu CYP2C9. 3acnyxuBaer BHuManue 1o, utro CYP2C9
KOH-

TpoJupyeT (hapMaKOKWHETHKY HECTEPOUIHBIX MPOTHBOBOCHAIUTENBHBIX CPEICTB M COYETATh
nocjieaHue ¢ OONMbIIMMHU J03aMU (UOpaATOB HENb3s. B TepaneBTHUYECKHX /103aX MPOHM3BOIHBIC
¢bubpoeBoil KucnoThl noBbimaT ypoBeHb ANAT u AcAT B CHIBOPOTKE, OUEBUIHO, B CBSI3H C
TPAHCKPHUIILIMOHHBIM JEHCTBHEM Ha CHHTE3 IEUECHOYHBIX aMHHOTpaHcdepa3. BosmoxkHoe
MOBBIIICHUE YPOBHS KpPEaTMHMHA B CBA3HM C €r0 THIEPIPOAYKIHMEH B MBIIIIAX BbI3BIBACT
OMACeHHsI OTHOCUTENILHO HEPPOTOKCHYHOCTH U TpeOyeT HACTOPONKEHHOCTH M IMOCTOSIHHOTO
koHTposst. Kpome toro, 5-10 % , npunumaromux ¢ubpartsl, ocodeHHo 0ezadudpar, O0IbHBIX
UCTIBITHIBAIOT 0O0Jh B MBIMIAX M KOCTSIX. Bmecte ¢ TeMmM, KOMOMHUpOBaHHAas Tepamus



denodubdparom + YIXK BBISIBIIIM CHUKCHHE MO/ €€ BIUSHUEM YPOBHS ChiBopoTouHOH [I[D.
[To naHHBIM MeTaaHanM3a, B LEJIOM YacTOTa MOJHOIO OMOXMMHYECKOIO OTBETa Ha TaKylo
Tepanuio coctaBmwia 69 %. OpHako ocTaeTcss HEACHBIM, Kak BIMAIOT (GUOpaTel Ha
nporpeccupoBanue ¢puoposa. [lo ofHUM JaHHBIM, TUCTOJIOTHYECKAs KapTHHA YIy4IlaeTcs, 1o
JPYT'MM — YXYALLIAeTCs.

Pe3ynbrartel paHZOMU3HPOBAHHOIO KIMHUYECKOrO HCCIeNOBaHUs IpuMmeHeHus mpu [IbX
Oyneconuna (y 001bpHBIX 0€3 1muppo3a) u 6ezadudpara (oboux B coueranuu ¢ YIXK) eme He
ONyOJIMKOBAHbI, B CBSA3U C YeM PEKOMEHJAIMK M0 MX TepaneBTH4YecKomMy npumeHeHuio EASL
J1aTh HE MOJXKET.

IIpn oanoBpemennom mnosiBjieHun cumnrTomMoB IIBX u AUWUIT wiam BO3HUKHOBEHUM
cumnrTomMoB AUI" na ¢gone IIBX.

Hamuuue xapaktepubix mis AUIDT cumnromoB yxynmaer mporHo3 IIBX u compoBoxnaercs
Oosee ObICTPBIM TporpeccupoBanueM ¢ubdposa. [ucromornyeckas KapTHHA «IIOTPAHUYHOTOY
rematura  sABIsAeTcs  npeaukropom  nporpeccuposaHus  [IBX. OpgnHako — kpynmHBIX
IIPOJIOJKUTEIIBHBIX MCCIEN0BAaHUM MporHo3a npu tepanuu Y /XK n koprukocreponnamu win
KOMOMHUPOBAaHHON HIMMYHOCYIPECCUBHOM Tepanuu He OmyOJuKoBaHO. B 60bIIMHCTBE CilyyaeB
npu AUD Ha ¢one [16X HazHayalOT KOPTUKOCTEPOUABI (MIPETHU3OJIOH WM TMPETHU30H). Mx
3¢ (}EeKTUBHOCTh HE OTIMYAETCd OT TakoBoW mpu un3onupoBaHHoM AUI. KomOGuHHpoBaHHas
Tepanuss KOPTUKOCTEPOMJAMM M Aa3aTHONPHHOM pexXe, 4YeM Ipu uzoaupoBanHom AUNI,
COIIPOBOKIAETCS KyMYJISTHBHBIM IOOOYHBIM JAeHCTBHEM KopTukocTepoujoB u mpu IIBX ¢
yepramu AUI" BeicOK03(hekTnBHA

IIpu Bo3HukHOBeHUun cuMnToMoB IIBX Ha pone AUT.

Y4uuThIBasE PEeNKOCTh MOOOYHOTO NEHCTBHS W BO3MOXKHOCTh OTHAJICHHOTO OJaromnpHsITHOTO
s¢¢exra, C NPaKTUIECKOM TOUKH 3peHus gonoiaHeHue tepanuu Y /IXK paunonanbHo, 0cOOEHHO
Yy OTHOCHUTEIBHO MOJIOJBIX OOJNBHBIX, Y KOTOPBIX MOXKHO OKHUJaThb Pa3BUTHUSA IAYKTONEHUH U
OUIIMapHOTO IIMPPO3a B HEJAIEKOM OYIyIIEM.

Pexomengannu

1. Ilposisnenuss AW oOnapyxuBatorcs npubamsutenbHo y 10 % OGonsHbix IIBX. B
OOJIBIIMHCTBE CIIy4aeB OHM BO3HUKAIOT OJHOBpeMEHHO ¢ mposiBiaeHusmu [1bX, HO mHOrma —
CIyCTs TOABI mocie Toro, kak auarHoctuposad [IbX. /s moarsBep:kaeHUs COIYTCTBYIOLIETO
AUT obGs3arenpHa Ouornicusi. OHa MoKa3aHa MPU HEMPOIOPIIMOHATIEHO BHICOKOM ypoBHE ANAT
u/umu 1gG

2. Ilpu IIBX c xapakrepusiMu st AWD uyepramm OnaronpusTHOE AEWCTBHE OKa3bIBAaeT
nononssiromas  Y/IXK uMmmyHocynpeccuBHas tepanus. OHa IOKa3aHa IIPU  BBIPAXEHHOM
«rorpaHu4HOM» remnatute. llokazanuss k HeHl ciegyeT OLEHMBaTb M IPU  YMEPEHHOM
«MIOTPAaHUYHOMY TenatuTe. BoNbHBIX HE00X0IUMO HMH(OPMHUPOBATH O BO3MOXHOM MOOOYHOM
JIEHCTBUM UIMMYHOCYIIPECCUBHOM TEpAITHH.

Tepanus cumnromoB IIBX u ero BHene4eHOYHBIX NPOSABICHUH

Kak npotuBo3yansle npenaparsl nepoil JuHuy npu 116X mmpoko MCnonap3yroT CEKBECTPAHTHI
KEITYHBIX KHUCIIOT, XOTSI JAaHHbIE B MOJb3Y UX 3(PGEKTUBHOCTH OTPaHUYEHBbl M OHMU IUIOXO
HEPeHOCATCSl M3-3a MOOOYHOro JeicTBua (MeTeopu3Ma W 3amopa). MoxkeT oOJeryutsh 3yn
HEBCAChIBaIOIIasAcd HMOHOOOMEHHas cMmojia XojecThupaMuH. CeKBECTPAaHThI >KEITYHBIX KHCIOT
YXYALIAIOT BCAaChIBAHUE B TOHKOW KHILIKE IPYTMX JIEKApCTBEHHBIX CPEeAcTB, B T. 4. YXK n
OBXK,

MO3TOMY MPUHUMAIOTCS 3a 2—4 4 0 WK Yepe3 2—4 4 1mociie HUX, 0 YeM Bpauu U (hapMaleBThI
JIOJKHBI TPENyNpexaaTs NanueHToB. HOBBIN CEKBECTPAHT KOJECEBEIaM 4YacTO MEPEHOCHUTCSA
JydIlle, HO HECMOTpPsI Ha COOOIIEHUsI O ero 0jaro MPHUATHOM OEHCTBUM M CHU)KEHUHU YPOBHS
’KEITYHBIX KUCJIOT TOJ €ro BIMSHHMEM, HelaBHEe IJane00-KOHTPOJIUPYEMOE HCIBITAaHHE €ro
3pPEeKTUBHOCTH He moATBepAuio. Ilome3HpM mpemaparoM BTOPOH JIMHUM — SBISETCA
pudaMnuuuH,  JACHCTBYIOIIMH, IO-BUJIUMOMY, Kak  aroOHUCT  IIperHaH-X-peuenropa.
PangomusupoBaHHble IUIALE00-KOHTPOIUPYEMBIE WCIBITAHUS M JaHHBIE METAaaHaJH30B



HNOATBEpANIN €ro 3((EeKTUBHOCTh IMpH XojecTraTuyeckoM 3yze. lloTteHnmanbHOe MmoOoYHOE
neiictBue pudamnuuuHa (renaToTOKCHUYHOCTh U IeMOJIN3) TpeOyeT PperysspHOro KOHTPOJIS
nokasaresel ChIBOPOTKH W KPOBHU NP €ro npuMeHeHuu. Kpome Toro, pudamMnuuud BIUSET HA

MeTa00/IM3M BUTAMHHA K, YTO MOXKCET, 0COOEHHO Ha (bOHe KCITYXHU, IPUBOAUTH K YBCIUUYCHUIO
MHO.

AHTHUTHCTAMUHHBbIE NIPeNapaThl

Hnorga okasbiBaloT Hecnenupuiyeckoe MPOTUBO3YIHOE NEHCTBHE, BEPOSITHO, 32 CUET CBOUX
ceJaTUBHBIX  cBOMCTB. Kak caMocTosITelibHBIE MPOTHBO3YAHBIE CPEACTBA OHM  HE
PEKOMEHIYIOTCS, HO MHOT/AA MOJIE3HbI KAK JOIOJIHUTEIIbHBIE.

Pexomennaruu

1. TToaTanHbIii MOAXO K Tepanuu 3yaa. TsKeNnblid 3y/1 MOXKET

OBITH MPOSIBICHUEM arpecCUBHOrO JayKToneHuyeckoro Bapuanta [1BX, nmpu koTopoM mporHos
HEONMaronpusaTeH. bONbHBIX C TOMOOHBIM 3YAOM CIEAYyeT HAalpaBisITh HAa KOHCYJIbTAIlUIO B
CIIELUATTU3UPOBAHHBIC IIEHTPBHI.

2. Ucxonsa u3 Hanbosee GnaronpusiTHOro npoduis 0e301MacHOCTH, KaK CPEICTBO MEPBOI JIMHUU,
HECMOTpPsI Ha HEKOTOPbIE €ro HEJAOCTAaTKH, PEKOMEHIYeTCs Ha3HayaTh XOJCCTHPAMHH, HE
yimyckas #3 BuAa TOpoQUIAKTUKY €ro B3aUMOACWCTBHUS C JPYrUMH Tpernaparamu,
00YCJIOBIICHHOT'O aHMOHCBSI3bIBAIOIIUMH CBOMCTBAMHU.

3. Kak aHTu3ynHbIi npenapat BTOpOW JHHHM pekomeHayeTcs pudammunus B no3e 150-300
MT/CYT C KOHTPOJIEM OMOXUMHUYECKHMX IOKa3areneil (QyHKIMU medeHu depe3 6 u 12 Hem. oT
HayaJla Tepanuu U ¢ IOCIEAYIOIINM YBEIUUEHUEM JI03bI,

YUUTHIBAsE €r0 TMOTCHIIMAIbHYIO TE€NaTOTOKCHMYHOCTh, U HEMEIJICHHOW OTMEHOM, €CIIM OHa
MPOSIBUIIACH.

Ocreonopo3

Pexomengannu

1. Puck octeonopo3a cieayeTr UMeTh B BUy y Beex 0ombHbIX [16X.

2. Kak 4acTp OLIEHKHM pHCKa OCTEOIOpo3a CIEYeT ONPEaeNsITh MUHEPAJIbHYIO INIOTHOCTh KOCTEH
nocpeactsoM JIPA npu mnocraHoBke amarHo3a [IBX u DNOBTOpATH M3MEpEHHE MO3/HEE B
3aBUCHMOCTH OT IOKa3aHUM.

3. Horauuu kanbuus u ButamuHa D mpu [IbX Ha3HauaroTCs B COOTBETCTBUM C MECTHBIMH
PEKOMEHIALIUSAMHU.

4. bucdochonatsl — >¢ddexkTuBHBIE M Oe3omacHble cpeicTBa npu cBsizaHHOM c¢ [1BX
OCTEONOpO3€ CO 3HAUUTENbHBIM PHCKOM IepernoMoB Kkocredl. Ilpu Bapukose mnuineBona u
XKeNyJIKa UX IpuMeHeHue Tpedyer octopoxHocTH. [IpoBoauThH

TEpaInuio cleAyeT COOTBETCTBEHHO PEKOMEHAIIHM I10 JICYEHHIO OCTEONopo3a.

buchocdonarsr — mnpousBogHble  AUPOCHOHOBONH  KUCIOTHI, HWHTHOUPYIOT AKTHBHOCTb
OCTEOKJIACTOB, CHIKAIOT Pe30pOI1IMI0 KOCTHOWTKaHU IIpU ocTeonopose. [IpuMensoT nmpenaparsl
I nokonenus (kinoapoHart HaTpus B Bujae uH¢py3uit 300 mr B 5% pacTBope IIIOKO3bI — MEPBHIE 5
JHEeH, 3aTeM B Karcyiax o 2 xarncyusl [0,8 T] 3 paza B cyTku kypcamu o 60 qHEH; aqeHapoHaT
HaTpusd — 1o 10 mr 1 pa3 B CyTKH, JUIMTEIBHO, A0 TOAA, C YMEHBUIEHUEM O3Bl 1O 5 MI' B CYTKH).
[Tpenapats! Il mokonenus (mamuaponat) — BBoAAT 1o 15-30 mr B Buzne undysuit, npenapatst 111
MIOKOJIEHUS — PU3EAPOHAT HATPHsI — IO 5 MT' B CyTKM UM 35 Mr 1 pa3 B Hezento.

PexoMenayeTcs mpueM >KHUpOpacTBOPUMBIX BUTAMUHOB PEr OS:

petuHon naneMuTar (BuTaMuH A) — 25 000-50 000 ME B cytku 1-3 paza B HeZeN0 KOPOTKUMHU
KypcamMy (AJUTENIbHOE Ha3HAu€HUEe TMPUBOAUT K TeMaTOTOKCHYHOCTH), KoJeanbludepo
(Buramun D3) — 50 000 ME/mn 3 pasa B mepento wiu 100 000 ME B/M 1 pa3 B mecsi, BUTaMUH
K — 5-10 mr B cytku, Tokodepona amnerar (Buramud E) — 100 mMr 2 pa3za B CyTkH (JUTHTEIIBHOE
Ha3Ha4Y€HHE MOKET BbI3BATh NEJINO03 NIEYEHN).

ITPOI'HO3



[Tporno3 3aBucur ot craguu [16X: npu 6ecCUMNITOMHOM TEUEHUH MPOAOJKHTEIBHOCTD KU3HH
nocturaer 15-20 ner um Oonee, cpeaHss NPOJOJDKUTEIBHOCTh JKM3HH Yy OOJIBHBIX C
KIIMHUYECKUMHU NPOsIBIEHUAMU — 8 jeT. CpeaHsis NpoJoJKUTENBHOCTh nepexoaa B IV craauio
npu [IBI cocTaBnser aus 6onbHBIX ¢ | cTagueit 25 ner, mis 6onpHBIX co Il cragmeit — 20 ner,
s 6onpHbIX ¢ Il cragmeit — Bcero ymmb 4 roma. Hanbonee BaXHBIMH MPOTHOCTHYECKUMHU
dakropamu npu [IBL] sBnsitorcs copepxaHue OMIMPYOMHA CHIBOPOTKM KPOBH M IMOKAa3aTelH
mKajibl Maio:

* y OONBHBIX C coJepkaHueM OunupyOuHa B chiBOpoTKe 34,2— 102,6 MKMONB/IT cpemHss
OXKHJ1aeMast MPOAOJIKUTEIHLHOCTD JKU3HU cocTaBiiseT 4,1 roaa;

* Tpu couepkaHuu OwnupyomHa B cbiBopoTke 102,6—-170,1 MKMONbB/I cpemHsis oxumacmas
MIPOJIOJKUTENBHOCTD KU3HU cocTaBisieT 2,1 roza;

* y NAUEHTOB C IMOKa3zaTeiasiMu OwnnpyOuHa B chiBOpoTke Oozee 170,1 MxMonb/1 cpenHss
OXKHJ1aeMast MPOAOJKUTEIHLHOCTD JKU3HU cocTaBiisieT 1,4 roaa.

[Ipu xopomem Ouoxumuyeckom oTBeTe Ha Tepanuio Y /XK BeDKMBaeMOCTb MallMEHTOB
MPEBOCXOIUT MOPTHOCTHYECKYIO, PACUUTAHHYIO IO OCHOBHOM NIPOTHOCTHYECKTH MOAEIH
BeDKMBaeMocTH OoabHBIX ¢ IIBL] «Mbiio» (3eneHas xkpuBas). B cBoro ouepenp XOpOIIUM
OMOXMMHYECKHM OTBETOM IPHHITO CYUTATh HOPMAIIM3AIMIO YPOBHS OwimpyOwHa - meHee 1
mr/nn (6o menee 17 mxMmonb/n) B cucteme Cu, ypoBeHb mienouHoil docdarazsr (D) -
MEHBIIIC WJIU PABCH TPEXKPATHOMY JIMMHTY HOPMBI, YPOBEHBH acmapTaTaMHHOTpaHchepasbl
(ACT) - menbuie unu ase HopMmbl uepe3 rona tepanun Y XK (Ilapuxckue kpurepun). Uto
kacaercst bapcenoHckux kpurepues, To 3To cHibkeHue Ha 40 % nub0 HOpManmu3alus ypOBHS
miennoyHo  docdaraser yepe3s rox tepanuu Y JIXK. bunupyouH — 3TO OCHOBHOI
MIPOTHOCTUYECKUI MapKep Y OOJBHBIX MEPBUIHBIM OMITUAPHBIM [IHPPO3OM.

3AKJIIOYEHHUE
TakuMm 00pa3oM, MepBUYHBINA OUIHAPHBIM XOTAHTUT — 3TO CIOXKHOE B IJIaHE BEPU(PUIIMPOBAHUS
JMarHosa 3aboseBaHue, Tpedyroliee TIAaTeIbHOro coopa aHaMHe3a M BHUMATEIbHOIO OCMOTA.
Bpauy HeoOXxoaumMo TpOSBIATh HACTOPOKEHHOCTh Yy TMAIlMEHTOB C HESICHOM JTHOJOTHEH
NOpa)K€HUsI MEYEeHU M MPOBOJUTH COOTBETCTBYIOLIME OOCIENOBaHUS, IMOJITBEPXKAAIOLINE WIN
OIpOBEpraroIye JaHHbIM TUarHo3.

CIIMCOK UCIMOJb30BAHHOM JTUTEPATYPBI

1. Hirschfield G.M., Dyson J.K., Alexander G.J.M. et al. (2018) The British Society of
Gastroenterology/UK-PBC  primary biliary cholangitis treatment and management
guidelines. Gut, 0: 1-27.

2. Tacrposnreponorus. HanuonansHoe pykoBoxactBo / Ilon pen. B.T. Wpamkuna, T.JI.
Jlanunoit. —-M.: I'D0OTAP Meaua, 2015. — 754 c.

3. HoBoctm MexakHapoaHoro rematojoruyeckoro konrpecca EALS2016, bapcenona
//MHpOopMaroHHBIH OroTeTeHb.-M.-2016.-12

4. JlponoBa O.b., Karam W. U., TperbsixoB A. A. Tacrpos3odareanbHas pedurokcHas
00J1€3Hb: aHATOMO-3HJIOCKONIUYECKUE U KIMHUKO-UHCTPYMEHTAJIbHbIE OCHOBBI ATHOJIOTHH,
rmaToreHesa, IMarHocTUku U nedenus. M. : BUHOM, 2014.

5. Hummepman S.C. T'actposnrteposorus [DneKTpoHHBIH pecypc] : pyKoBOACTBO. - Pexum
noctyna: http://www.rosmedlib.ru/book/ISBN9785970432730.html. M. : IT'90OTAP-Menua,
2015.

6. Illepomnuna M. b.3a0oneBaHuss NEYCHH C XOJICCTATUYECKHM CHHAPOMOM, OOJIe3HU
KEITYHOTO MY3BIPS M YPCOJE30KCUXO0JeBast KucaoTa: HoBble akiieHTsl / M. b. IllepOununa //
Cyuacna ractpoentepodoris. - 2016. - Ne 2. - C. 78-86.

7. Mopozos B.I'., Xaiinaposa JI.M., byaskosa E.b., Tonopauna JI.M., Mainosa E.C., ['ma3kosa
E.A., XKapkosa E.B., Proibkuna A.A. OnbIT npuMeHeus: mpernapara ypcoae30KCHX0JIeBOM


https://krasgmu.ru/index.php?page%5bcommon%5d=elib&cat=catalog&res_id=53044
https://krasgmu.ru/index.php?page%5bcommon%5d=elib&cat=catalog&res_id=53044
https://krasgmu.ru/index.php?page%5bcommon%5d=elib&cat=catalog&res_id=53044
https://krasgmu.ru/index.php?page%5bcommon%5d=elib&cat=catalog&res_id=53044
https://krasgmu.ru/index.php?page%5bcommon%5d=elib&cat=catalog&res_id=51687

KHCJIOTHl ypcoje3a y OOJIbHBIX NEPBUYHBIM OMIMApHBIM IUPPO30M IedeHu // BecTHHK
METUITMHCKOTO HHCTUTYTa «PeaBu3»: peadunurarus, Bpad u 310poBbe. 2015. Nel (17).



