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1.Memooonozcus.

JlokazaTenpHOM 0a30 /U1l peKOMEHAAIMM CITyKaT IMyOIuKaIluy, BOIIEIIINE

B 0Oa3el maHHbIXx PubMed u Cochrane. i oOIeHKM KadecTBa M CHUIIBI

JTI0KA3aTeNIbCTB UCTIOIb30BATUCH PeUTHHTOBbIE cXxeMbl (Tabmuiet 1a u 1b).

Tabnuna 1a. PeiituHroBasi cxema Juist OLIEHKH YPOBHS JI0Ka3aTEIbHOCTH.

Yposennb | JlokazarenbHasi 0a3a

| PannoMu3npoBaHHbIE KOHTPOJIUPYEMbBIE HCCIIEIOBAHUS

-1 KonTponupyemsie ucciienoBaHue 6e€3 paHaoMu3auu

-2 AHQJIUTUYECKUE UCCIICIOBAHUS CITy4aii-KOHTPOJIb UM KOTOPTHBIE
11-3 Onucanue cepuil  CciIydaeB, OTIEIbHbIE HEKOHTPOJIUPYEMBbIC

9KCIICPUMCHTAJILHBIC pa6OTBI

MHuenue ABTOPHUTCTHLIX 3KCIICPTOB, OIMHUCATCIIbHAA SITUACMHOJIOI U

Tabmuma 1b. PelituHrosass cxema JJIS OLIEHKM CTEINEHH HAJAEKHOCTH

PEKOMEHIalU K.
YPpoBeHb HA/IEKHOCTH HosicHeHust Oo0o3HaueHust
PeKOMeH AN

Bricoknii MasioBeposTHO, 4TO A
JAJIbHEUIIINE
WCCIICIOBAHUS UBMEHST
CYILIECTBYIOILIEE
IIOJIOKEHUE

Cpennuit JanbHeimue B
VICCIIEIOBAHUSI MOTYT
HOBJIMATH HAa YOKICHHUE
B BEPHOCTHU
CYILIECTBYIOILETO
MIOJIOKEHHUS

Hwuskuii JlanbHelme C




UCCIICIOBAHUS MOTYT
W3MEHHUTH MHEHHE O
CYIIECTBYIOIIEM
II0JIOKEHUH

Pexomenpanuu IHosicneHust

Bricokoii cuibl OcHoBaHBI Ha 1
MPOBEJICHUH
BBICOKOKAYE€CTBEHHBIX
HUCCICIOBAaHUI

Cnaboii cuiIbl OcHoBaHBI Ha 2
WCCIICIOBAHUSIX,
OTPAKAIOUIUX PA3TUIHBIC
MHEHUS.
COOTBETCTBEHHO,
PEKOMEHIAITUN BBITJISIASAT
KaK MEHEE YETKHUE U
OTIpe/ICIICHHBIC

2. /luacnocmuka xonecmasa.

XouecTa3z MpeACTaBiIseT cOOOW HapylIeHHWE CHHTE3a, CEKpEeLUMH M OTTOKa
xenun. KnuHuueckue mpu3Haku XoJecTa3a — ciaabdocTh, KOXKHBIM 3y[ U B pAlie
ciydyaeB okentyxa. Ilpuy  OeccMMITOMHOM  TEUEHHMHM  XOJecTa3a paHHHE
OMOXUMHUYECKHUE MapKephl — MOBBIIIEHUE YPOBHSA meiaouHoi docdarassl (D) u
y-rmotaMunTpaHcnenTuaassl (y-1'T), B qabHEHIIIeM NPUCOSIUHSIIETCS TTOBBIIICHNE
YPOBHSI KOHBIOTMPOBAHHOTO OunvMpyOuHa. XoJiecTaz MNPUHATO pa3ieisaTh Ha
BHYTpU- W BHENEYCHOUYHBIM. BHYyTpuINeyeHOUHBI XoOJjecTa3 MOXKET ObITh
ciencTBueM (QYHKIIMOHANBHBIX JCPEKTOB O0pa3oBaHUS KEIUYM HA YPOBHE
renaToluuTa Wik OOCTPYKIIMM HA YPOBHE BHYTPUIIEUEHOUYHBIX KEITUYHBIX TPOTOKOB.
B pa3BuTum xonecraza MOTyT MPUHUMATH y4acTHEe 00a MeXaHW3Ma, HalpuMep Mpu
auMdpomax. XoJaecTa3 CUUTACTCS XPOHUUECKUM, €CJIH OH JUIUTCS 6ojee 6 MecsIeB.
B ocHOBe MHOTIMX XOJECTaTHYECKUX 3a00JEBaHUN JIEKUT BHYTPUIICUEHOUHBIN
X0JIECTa3, OJHAKO B CIIy4a€ CKJIECPO3UPYIOLIETO XOJAHTMTAa MOTYT IOPa)KaTbCs

MEJIKUE€ M KpPYIHbIE BHYTPU- W/MJIM BHENEUYEHOYHBIE XEM4Hble NpoToku. [lpum




0ECCUMITOMHOM TEYEHUM XOJIECTa3 MOXET ObITh BBIABICH CIy4ailHO IIO
noBeiicHUt0  ypoBHen @ wu y-I'T 1npu npoBeneHUH JIUCIIAHCEPHOTO
o0CJIeTIOBaHUs WJIM UCCIIEOBAaHHUS OHMOXMMHUYECKUX TECTOB MO TMOBOIY JAPYToro
3aboneBanus. [[ns xonectaza Mano CHEU(PUYHO U30JUPOBAHHOE MOBBIIICHHUE Y-
['T, yto MoxeT OBbIThb pe3yabTaTOM HWHAYKIHUU (EepMEHTa B OTBET Ha IMpPUEM
aJIKOTOJII WJIM JIEKAPCTBEHHOIrO INpenapara. M30JIMpOBaHHOE MOBBIIIEHUE YPOBHS
[® MoxeT OBITH OOHAPYKEHO MpPHU MNPOTPECCUPYIONIEM BHYTPUIIEUEHOYHOM
ceMEHHOM XoJjecTa3e | u 2 Tuna, HapylUIeHUSAX CUHTE3a KEIYHBIX KHACIIOT, a TAKXKE
B CiIy4yae OBICTpOro pocTa KOCTHOW TKaHU (y JAereil), 3a00jeBaHUSIX KOCTEH
(Oone3np Ilemxkera) nnu BO Bpems OEpeMEHHOCTH. J(MarHOCTHYECKUMM YPOBHEM
IOBBILICHAS MapKepOB XOJIECTa3a NPHUHATO cuuTarh noseimieHue I[P B 1,5 or
BepxHeil rpanunel Hopmbl (BI'H) u moeimenwe y-I'T B 3 paza or BI'H.
HuddepenunanbHas 1MarHoCTUKA IPU XOJIECTa3€ BKIOYAET JOCTATOUHO OOJIBLION
KpYr pa3nuuHbix 3a0oneBanmii (Ta0m.2a, 2b). Tem He MeHee, NEpPBbIA Ba)KHBIH
JTall JUArHOCTUYECKOr0 MOMCKA — ATO Pa3rpaHUYCHUE BHYTPU- U BHEIIEUEHOYHOI'O

Xo0JIecrasa.

HeoOxoaum TmiaTenpHBIM aHaau3 aHaMHE3a W TOoJApoOHOE (PU3MKAIHHOE
ucClieIOBaHWE. YK€ Ha OTOM JTale OMNbITHBIA KJIMHUIMCT MOKET COCTaBUTH
BEpHOE TPEJCTaBICHUE O TPUPOJE XoJiecTaza. BaXHO BBIICHUTh HAIAYUE
poeCCHOHANIBHBIX BPEIHOCTEH M yTOYHUTH JIEKAPCTBEHHBIM aHamHe3. JIr0Ooi
npenapar, MpUHUMAaeMbIil B TeUeHHE 6 Heaenb J0 MaHudecTanuu Xxojecraza (B
TOM 4HCJIC, TpaBbl, BUTAMUHBI W TIp.), MOKHO paccMaTpWBaTh KaK MPUYUHY
X0JIeCTa3a U CIEAyeT €ro OTMEHUTh. Y Ka3aHue Ha JJUXOPAJIKy ¢ 03HOOaMH U O0JIb B
MpaBoOM Moapedephe ¢ OONBIION 10eH BEpOSTHOCTH TOBOPUT 00 OOCTPYKTUBHOM
XOJIaHTUTE (B YacCTHOCTH, Ha (POHE XOJEAOXOJIMTHA3a), OJIHAKO, Takas KapTHHA
MOXET ObITh W TPHU AJKOTOJIBHOM TEMaTUTE, U PEeXKE MPU BUPYCHOM TIe€HaTHUTE.
JI0CTOBEpHOCTH MPENTOI0KEHNS O HATUYUHA OWITHAPHONW OOCTPYKIIUH TOBBITIAIOT

JaHHBIC O HepeHeCGHHOﬁ OIcpanru Ha KCIIYHBIX ITYTAX. Ha HaCJICACTBCHHOC



Tabnuma 2a

[Ipu4nHBI BHYTPUIIEYEHOYHOT'0 X0J1€CTA3a Y B3POCIbIX

I'enamouennionapusiii xonecmas

Cerncuc, SHIO0TOKCEMUS

BupycHbie renatuThbl

AJKOTONBHBIN M HEAJIKOTOJIbHBIM CTeaTOrenaTHT

JlexapcTBeHHBIN X0JecTa3, X01ecTa3 Ha (DOHE MApEHTEPATbHOIO TUTaAHUS

['eneTnyeckue HapyleHUs: JOOPOKaYECTBEHHbBIN PEHUANBUPYIOLINI BHYTPUIIEYEHOYHBIN
XO0JIECTa3, MPOTPECCUPYIOIINN CEMEHHBIA BHYTPUTICUCHOYHBIH Xotecta3, nedumur ABCB4,
BHYTPUIIEUEHOUHBIN X0J1ecTa3 OepeMEHHbIX, IPUTPONIOITUYECKAS TPOTONOPHUPUS

31mokayecTBeHHbIC HHDIILTPATUBHBIE 3a00JICBaHIS: TE€MATOJIOTHICCKHIE 3a00ICBaHHSI,
METacTa3bl OMyXO0JIH

JloOpokauecTBeHHbIE HH(UIBTPATUBHBIE 3a00JIEBAHNS: AMUJIOU]103, CAPKOUIHBIN TeNaTUT U
JpyTUe rpaHyJieMaTo3bl, 00JIE3HU HAKOTIIICHUS

[TapaneoruiacTudeckre CUHAPOMBI: TUM(OTpaHyIeMaTos3, pak MOYKU
[Topok pa3BUTHS KEITYHBIX TPOTOKOB: BPOKJCHHBIN MeueHOUHBbIH (rOpo3
VY310Bas pereHepaTUBHas THIIEPILIA3ZHS

Cocynauctsie 3a0oneBanus: cuaapoM banna-Kuapu, BeHO-OKKITI03MOHHAs 00J1€3Hb, 3aCTOWHAS
MEeYEHb

[uppo3 1r060# FTHOTIOTUH

Xonanzuoyennonapuulit xonecmas

[TepBuuHbIil OunapHslii uppo3 (AMA+/AMA-)
IlepBUYHBINI CKIEPO3UPYIOLIUN XOJIAHTUT
[Tepexpecturie curaapombl AUT/IIBL u AUT/TICX
IgG4-acconumpoBaHHBIN XOJTaHTHT

W auonatuyeckasi TyKTOIIEHUS B3POCIIbIX

[Topok pa3BUTHS XKETYHBIX TPOTOKOB: OMiIMapHas ramapToma, cuaapom Kapomu



MykoBuCUH103
JlexapcTBeHHAs XOJIaHTHOTIATHS
bone3Hp TpaHcIIaHTaT MPOTUB X0351HA

BropuuHblii CKIEpO3UPYIOMNI XOJAHTUT: HaIpUMeEp, Ha (JOHE XOJAHTHOINTHA3A, HIIIeMUYeCKast
XOJIaHTHoNaTHsl (HacJIeICTBEHHAsl FTeMOpparndeckas TeIeaHrM0AKTa3Us, Y3EIKOBbIN
HOJMAPTEPUUT U APYTHe BaCKYJIUThI), THPEKIIHMOHHBIN XonaHruT npu BUY-nndexuuun u apyrux
(dopMax UMMYHOCYIIPECCUH U T.JI.

Tabmmua 2b

HpI/I‘{I/IHbI BHYTPHUIICYCHOYHOI'0O X0JI€CTa3a Y HOBOPOKACHHBIX U aeTeit

Merabonnueckue 3a001€BaHUs

- ¢ BOBJICUCHUEM OMIIMAPHOTO TPaKTa: HEAOCTATOYHOCTh 0l-aHTUTpHUIICHHA,
MYKOBHCIIHJI03

- 0e3 BOBJIEUEHUsI OMJIMAPHOTO TPAKTA: TAaKTO3EMHUsI, THPO3ZUHEMUS, AEPEKTHI
OKHCJICHUS )KUPHBIX KUCJIOT, 00JI€3HH HAKOIIJIECHUS JIMIIUI0B U TJIMKOI'CHA, ICPOKCHCOMAJIbHBIC
paccTporcTBa

- crienuUyecKre HapyleHus: OUTMapHoi (yHKIMK: HapylIeHUsl OMOCUHTE3a U
KOHBIOTAlIUY KEJTYHBIX KUCIIOT, HAapYIIEHHs KaHAJIbLIEBOM CeKpelnu (Iporpeccupyromui
CEMEIHBIN BHYTPUIICYEHOYHBIN X0JIECTa3)

YMEeHBIICHUE YK CIIA )KEITYHBIX TPOTOKOB

- CUHJPOMHBIE: CUHIPOM AJIayKUJIA

- HECUHJIPOMHBIE
ITopoku pa3BUTHS KETUHBIX ITIPOTOKOB
Wudexunu: 6akTepuanbHbie, BUPYCHBIC
Tokcuueckue: mapeHTepaIbHOE MUTAHUE, JIEKAPCTBA
NnomaTmueckii HEOHATABHBIN TeaTHT

[{uppo3 nr0boit 3THONIOTUH




3a00JIeBaHNE MOXKET YKa3bIBaTh 3a00JI€BAEMOCTb XOJECTATUUECKUMHU OOJIE3HSIMU B
cembe. HekoTopple BapuaHThl X0JieCTa3a MOTYT OBITh BBISIBIEHBI TOJBKO IpPH
OIIpENIENICHHBIX 00CTOsATENbCTBAX (OEPEMEHHOCT, JIETCTBO, TpaHCILIAHTALMS
neuenu, BUU-undexmus), uto TpeOyeT NpoBeAeHUs CTIEHUaIbHBIX UCCIEA0BaHUH,

Heo0s13aTeIbHBIX JJIA BCCX ITalTUCHTOB.

[lepBbIM 1mIaroM Ha IyTH HUCKIIOYEHHS pACIIMPEHUS BHYTPU- U
BHEIIEUCHOYHBIX JKEITYHBIX IPOTOKOB M HAJIMYMUSI 00BEMHBIX 00pa30BaHUI JOKHO
ObITh ynbTpa3ByKoBoe uccieaoBanue (Y3U) opranos OpromHoi monoctu. Y3U
o0JlajlaeT  JOCTATOYHOW  UYYBCTBUTEIBHOCTBIO M CHEUUPUYHOCTBIO, ATO
HEWHBA3UBHBIH, I0BOJIBHO PACIIPOCTPAHEHHBIM U OTHOCUTEIIBHO HEAOPOTOM METOI.
K ero HemoctatkaM cieAyeT OTHECTU CYOBEKTUBHOCTH OILICHKH PE3YJIhTaTOB
UCCJIENOBAHMS, @ TAaKXE BO3MOKHOCTb IPONYCTUTh W3MEHEHUS KEIYHBIX
IIPOTOKOB, CBOMCTBEHHBIX CKJIEPO3HPYIOLIEMY XOJaHrMTy. Kpome TOro, kak
paBUiIO, HEAOCTATOYHO XOPOILIO BHU3YAIU3UPYIOTCS HIKHAS 4YacTh OOLIEro
JKEIYHOIO MPOTOKA M NOJDKEIYJO4YHAasl XKene3a. Pe3ynpraTbl KOMIBIOTEPHOU
TomMorpaduu MOKHO CYUTaTh Oosiee OOBEKTHMBHBIMHM, OJHAKO HCCJEIOBAHUE
CBA3aHO C ONPENCIICHHOW Jy4yeBOW Harpy3kod M MOXxeT ycrynatb Y3 B
n300pakeHUH OMHMapHoro Tpakta. /[ Bu3yanuzanus xeJIuHbIX TPOTOKOB MOKHO
UCIIOJIb30BaTh MAarHUTHO-PE30HAHCHYIO XosiaHruonaHkpeatorpadputo (MPXIID).
Bo3MoXHOCTH MeTOola B BBIBIGHUM OOCTPYKLIMH JKEIYHBIX MPOTOKOB
COMOCTAaBUMBbl C TAaKOBBIMU MpHU MPOBEACHUU SHIOCKOIMUYECKON PEeTpOrpagHoit
xosanruonankpearorpadguu (OPXIII). Dunockonudyeckoe Y3U MOXKET cuuTaThCs
anekBaTHOM 3ameHoM MPXIIDT ng BbISIBIICHHST KaMHEW KEITYHBIX MPOTOKOB W

JIPYTUX MPUYUH BHENEYEHOUYHON OMIIMapHON OOCTPYKIIMH.

BueneueHoyHast OOCTpYKLHS J>KETYHBIX IyTe MOXET ObITh BbI3BaHA
KaMHSIMHM, ONyXOJsMH, KAucTamMu win ctpuktypamu. DPXIID octaercs 3010TbIM
CTaHJAAPTOM I BU3yalIM3alWd OWIMApPHOIO TpPaKTa M YCTPAaHEHUS MNPUYHH

BHETICUCHOYHONW OWMapHOW OOCTPYKIMHM, OJIHAKO JaXke IMpHU TNPOBEJECHUU



VCCJIEIOBAHMS OMNBITHBIM CHELUAIMCTOM BO3MOYKHO Ppa3BUTUE OCIIOXKHEHUHN
(mankpeatuta B 3-5% caydaeB; mNpu TOPOBEACHHH CHUHKTEPOTOMHUH —
KpoBoTeueHust — 2%, xomnanruta — 1%, neranbHocth — B 0,4% cnyyae). Takum
o0pa3oM, TpH MOJO3PEHUHM Ha BHEMEUYCHOUYHYIO OOCTPYKIIMIO JKETYHBIX MyTed U
OTCYTCTBUU OJHO3HAYHBIX TOKa3aHUM JJig TMPOBEIACHUS OSHIOCKOIMHUYECKOTO

BMeEIIaTeNbCTBA, cleayeT BeInoHITE MPXIIT mu6o o Y3U, a ne DPXIII.

Ecan MCTOAbl BHU3yalIN3allUWM HC BBIABJIIIOT MEXaHUYECKOU O6Cpr1(I_[I/II/I
JKCIIYHBIX IPOTOKOB, CICAYCT COCPCHOTOUYUTHCA HAa aHAIIM3C BHYTPHUIICUCHOYHLIX

npuyuH xoJiecrasza (Tabnuma 2).

VY B3pocibIX OOJBHBIX C XPOHUYECKMM BHYTPUIIEYEHOUHBIM XOJIECTA30M
CIIEYIOIIMN JUATHOCTUYECKUM IIar — HCCIEAOBaHUE AHTHUMHMTOXOHJIPUAIBHBIX
antuten (AMA), mockonbky mnepBuuHbIM Ownuapubiii 1uppo3 (IIBL]) — camas
yacTash MPUYMHA MOPAKEHUS MEJKUX JKETYHBIX IMPOTOKOB. JlMarHo3 JOCTOBEpEH
npu Hanmunu AMA B guarHoctuyeckoMm Ttutpe >1:40 u XosiecTaTH4eCcKOro
npouiis TMEeYEHOUHbIX (EPMEHTOB (MpU OTCYTCTBUUM JAPYTUX MpuUuuH). B
OTNpEENEHHBIX Cy4yasx HyxHa Ouorncus neyenu. [Ipu orcyrcrBun AMA cnenyer

BoINOJTHUTE MPXIII' B crienuain3aupoOBaHHbBIX IEHTPAX.

Ecim quarsos ocraercst HEICHBIM, HeoOxoauma ouorncus rnedenn. Oco0eHHO
BKHO KadyeCcTBO MpoBeleHUs Ouoricun nedeHu. OOpaser; MoDKeH CoJepKaTh He
MeHee 10 mopTalibHBIX TPAKTOB, MOCKOJBKY MOpPa)XXEHHUE MEUCHH ObIBAaeT KpaiHe
HEPAaBHOMEpPHBIM TMpPU  TMATOJIOTMH  MEJKUX JKEIYHbIX MpoTOKoB. Ilpum
WHTEpIIpeTalluk JAaHHBIX OWOICHM CIEAyeT MPUACPKUBATHCA CIEayrouen
kinaccudukanuu: (1) 3a00aeBaHUS ¢ TOPAKCHUEM KEITUYHBIX MPOTOKOB (TUITHYHBIC
coctosiHus mpenctaBieHsl B Tab6m.3): AMA-neratusnsiii [1B1], nzonupoBanHbIit
[ICX wmenkux mnpotokoB, naepuuutr ABCB4, capkonmo3, uadonatuyeckas
JTYKTOTICHUS WM JIeKapcTBeHHbIH xosecrtas; (Il) Oose3Hu, He CBsA3aHHBIE C
MOPAKEHUEM JKEITYHBIX MPOTOKOB — OOJIE3HW HAKOIUICHUS W WH(PUIHTPATHBHBIC

3a00JieBaHUsl  TEUEHHM: TpaHyJeMbl TIedyeHu (0e3 XojaHTuTa), Yy3J0Bas
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pereHepaTHBHAs TUTICPIUIA3HS, TIEIMO03, PacIIupeHre CHHyCou10B U 1uppo3; (1)
renaTroue/uUIIONSPHBIA  XOJEeCTa3 ¢  MUHUMAQIbHBIMU  THUCTOJOTHMYECKUMHU
U3MEHEHUSIMU:  JOOPOKAYECTBEHHBIM  PELUUIUBUPYIONINI  BHYTPUIIEUECHOUYHBIN
XOJIeCTa3, Tepamus JCTPOT€HAMH WM  aHAaOOJNIMKaMH, CENCHC, MOJHOE
napeHTepalbHOE MUTAHWE WIM TapaHeoINIaCTUYeCKUd (EHOMEH. AJTOPUTM

06CJICI[OBaHI/I$I B3pPOCJIOTO IIAaIUCHTA € XOJICCTAa30M IIPCACTABJICH HA PHUC. 1.

Tabmuma 3

TunuyHbIe MOBPECKACHUSA 6n.1mapﬂor0 TPaKTa U HX OCHOBHBLIC IPHYUHBI

1. HerHoiiHblil A€CTPYKTUBHBIN XOJIAHTUT

[lepBUYHBII OMIIMAPHBINA TUPPO3
ITepBUYHBINM CKIEPO3UPYIOIINHA XOJaHTUT
AyYTOMMMYHHBIH renaTut
JlekapCTBEHHBIN XOJAHTUT

Capkonos

Hedpumur ABCB4

I'enatutel C, B, E

2. DuOpo3MPyONUHNi 00TUTEPHUPUPYIOIINH XOJIAHTUT

IlepBUYHBIN CKIEPO3UPYIOLIUN XOJIAHTUT
BropuyHbIii CKIEPO3UPYIOLIUN XOJTaHTUT
IgG4-acconumpoBaHHbIN XOTaHTUT
Capkounio3

3. Jlpyrue XonaHTHUThI (peIKue)

3710Ka4E€CTBEHHBII XOJIAHTUT
JInmbomsl (XOmKKIMHCKAs U HEXOJKKUHCKHE)
CHCTEeMHBINM MacTOLIUTO3

I'uctuoruros
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HelTpoduinbHBIM X0JIaHTUT: HEUTPOPHIBHBINA JEPMATO3

[Topoku pa3BUTHS KETUHBIX IPOTOKOB

bunnapHble raMapTOMBI
Cungpom Kaponu

Bposxnennblii meueHOUHbIN (HuOpo3

Pexkomenoauuu:

. HeoOxonuMbl feTanbHBIA aHAUM3 HCTOPUU 3a00JIeBaHUA U (PU3HKAIBHOE

oocnenosanue (111/C1).

. IlepBpiit stan B auddepeHnranbHOM  AUArHOCTUKE  BHTYpH- U
BHETIEUEHOYHOI'O XoJiecTaza — 3T0 mpoBeneHue Y3U opraHoB OpromiHoM

nojoctu (HH1/C1).

. s B3pocibIX OOJIBHBIX € XPOHHYECKUM XOJIECTa30M 0053aTEIbHO

UCCJIEIOBAHUE AHTHUMHUTOXOHAPUAIbHBIX aHTUTEd (AMA) B CBIBOpOTKE

kposu (I11/C1).

. IIpn HEsICHOW NpUYMHE XOJECTa3a CICAYIOIIMN JUArHOCTUYECKUM Iar —

nposenenane MPXIIT (111/C1).

. AnprepHatuBoit MPXIIIT s BBIABIGHHS JHUCTAIBHOM OOCTPYKITUH

KETYHBIX MyTei MokeT cirykuth 3H10-Y3U (11-2/B1).

. Jlnarnoctuueckass IPXIIT" noiKHA BBIMOJHATHCS MO CTPOTUM IMOKa3aHUSIM
(11-2/A). Ecnu npeanonaraeTcst TepaneBTHYECKOE JICUCHUE, IPEATIOYTCHUE
cnenyet otnaBate MPXIIT wnm sun0-Y 33U, nockonsky nposeaenne P XIIT

COIPSDKEHO C pa3BUTHEM OCIIOKHEHHMI B pse ciaydaes (11-2/A1).

. Ecnmu mpuumHa xosiectaza HE YCTAaHOBJIEHA HAa NPEABIAYLIMX JTarax
JUAarHOCTUYECKOro Moucka U TecT Ha AMA oTpuULaTeNnbHBIN, ClexyeT

BBITIOTHUTH Onorncuto nedenu (I1/C1).
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8. B cmyuae otpumnarenpHoro AMA TecTa W JaHHBIX OHOIICHM TICUCHH,
conoctaBuMmbiMi ¢ [IBI] wmmu ITICX, nenecooOpa3Ho, €cClid BO3MOXKHO,
BBITIOJTHUTh TEHETUYECKUM aHanu3 i uccienoBanus ABCB4 (reHa,

KOJUPYIOIIETO KaHATUKYJISIPHYIO SKCTIOPTHYIO TIoMITy (HOChOTUITHIOB).

3. llepeuunwiit ounuapuwlii yuppo3.

3abosieBaHuEe MOXKET MaHU(ecTUpoBaTh CIa0OCThIO, 3yIAOM  W/WUIHU
KEJITYXO0H, HO, KaK MpaBuio, y OONBIIMHCTBA MMALIMEHTOB AUArHO3 yCTAHABIMBAIOT
Ha OeccumnToMHOU craguu. B peakux cimywasx IIBLl nuarHoctupytoT Ha craguu
pa3BUTHS  OCIIOKHEHUH  MOPTAIbHOM TUIEPTEH3UH  (acuuT, NeYeHOYHas
sHIeaionaThsi, KPOBOTEUEHHE M3 BApUKO3HO PACHIMPEHHBIX BEH IHILEBOAA).
OOBIYHO TMAarHO3 MOKET OBITh JOCTOBEPHO YCTAHOBJIEH MPHU MOBBIILICHUH YPOBHS
[I[® (meyeHOYHOr0 MPOUCXOXKACHUS) Ha MPOTSIAKEHUU 6 MecsilieB 1 Hannunu AMA
B JIMATHOCTUYECKOM THUTpE. J[MarHo3 moATBEpkAAOT JaHHbIE OMOICHHM NEYEHH C
KApTUHON HErHOMHOTO AecTpyKTUBHOrO xojanruta. [Ipu [1BL] o6piuHO MOBBIIEH
ypoBeHb I[P u y-I'T. Takke MOryT NOBBILIATBCA YPOBHM TpaHCAMHHA3 U
KOHBIOTMPOBAaHHOTO OWiIMpyOWHA, OJHAKO OTH HW3MEHEHUS HE SBISIOTCS
JUArHOCTHUYECKU 3HAYUMBIMU. TUIHMYHO MOBBILIEHUE YPOBHS MMMYHOIJIOOYJIMHA
M u ypoBHs XonectepuHa. B pa3BepHYTBHIX CTaauax 3a00J€BaHMUS OTMEYAIOTCS
CHIDKEHUE YPOBHSI CHIBOPOTOYHOIO allbOyMHHA, YBEIMYEHHE MPOTPOMOMHOBOTO
BpeMeHU U ypoBHs OwmmpyouHa. Y 90% Oonbubix IIBI[ BeIABIsIOTCST AMA B
JMarHocTuyeckoM tutpe > 1:40, ux cnetupuyHocTh cocTapisieT 6osee 95%. Ecnu
BO3MOXKHO, ompeaensitor AMA-M2 (antutena x E2 cyObenunuiie mnupysar
neruaporenasHoro komruiekca). Y 30% Oonbubix IIBL]  oOHapyxuBaroT
Hecrienmuueckne antuHykiaeapusie antutena (ANA). Aunturena anti-Spl00 wu
anti-gp210 o6namaroT cnenuduuHOCThIO Oonee 95% s IIBLI, >tk anTHTEna
MOTYT MCIIOJIb30BaThCad B KauecTBe MapkepoB IIBI] B ciyudae orcyrctBus AMA.

qYBCTBI/ITCJ'IBHOCTb OTHUX QAQHTHUTCJI HHIKEC HX CHGHI/I(bI/I‘-IHOCTI/I. I'mcronornuecku
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Beiiesiior 4 craaum  IIBI] mo Ludwig B COOTBETCTBHM CO CTEIECHBIO
BBIPOKCHHOCTH TIOBPEKICHHS JKCITYHBIX TMPOTOKOB, BocmaieHwss u (ubpo3sa.
[TaTOrHOMOHUYHBIM B J€010TE 3a00JIEBaHMS CUUTAETCA OOHApPYKEHHE TpaHyJieM B
coueTaHuu ¢ (PoKaIBHON 0OIUTEpaIuell KEeITYHBIX MPOTOKOB. [IedeHh MOKET OBITH
MOpa)keHa HEPAaBHOMEPHO, B OJHOM THCTOJOTMYECKOM IIPENapare MOTyT
NPUCYTCTBOBATh Bce 4 cTaauu OOJe3HHU, JUIsl 3aKIIOUEHHs] OPUEHTUPYIOTCS Ha

Haubosee BeipakeHHble n3MeHenusa. Cneruduunbix ais [ Y3U-npu3nakos He

CYLLECTBYET.
Pexomenoayuu:
1. Jist nuarnoctuku I1BL HeoOxoaumo noBeiienne ypoBHs 1D u Hanuune

AMA B jguarHoctuyeckom TtuTpe >1:40 mmu AMA-M2. B stoM ciydae
MPOBE/ICHHE OMOIICHUU TIEUYCHU HE SIBIISIETCS 00s3aTEeNIbHBIM, HO TTO3BOJISIET OLIEHUTD

aKTUBHOCTH U cTajauto 3a0oneanus (111/AL).

2. [Ipu oTcyTcTBUU crieUU(DPUYHBIX AaHTUTEN OMOTICHS IEYEHU HEe0OXoanuMa IS
ycraHoBiieHust auartosa [1bL. [Ipn nucnponopuuoHaibHOM NMOBBIIEHUN YPOBHS
Tpancamunas w/unn 1gG Ouoricus Hy>KHa JJis1 BBISIBJICHHUS COMYTCTBYIOIIHUX JIUOO

anbrepHaTHBHBIX mporeccoB (111/C1).

3. AMA-1i03uTUBHBIE OOJBHBIE C HOPMAIbHBIM YPOBHEM MEUYEHOUYHBIX MPOO
JOJDKHBI HaOJIOAThCS €KETOJAHO C HCCIEIOBAaHUEM OMOXMMHUYCCKHUX MapKepOB

xojecrasa (111/C2).

Jleuenue. Pexomenoauuu:

1. [Tamuentsr ¢ T1BL], Bkirouass OOJBHEIX ¢ O€CCUMIITOMHBEIM TEUCHHEM

3a00yieBaHusA, JOJDKHBI TIONy4YaTh TEpaIuio YpCOAE30KCHUXOIEBON
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kucioroit (YAXK) u3 pacuera 13-15 mr/xr/aens (I/Al) maurensHO

(11-2/B1).

Xopommuii  nmuTenbHbId dddexkt Teparmu YJIXK Habmomaercs y
0onbHBIX Ha paHHUX cragusax 1L, a Takke y malyeHToB ¢ XOpOIIUM
onoxumuueckuM otBetoM (11-2/Bl), koTophlii cieayeT OlLEHHBATh
yepe3 | rox Tepanuu. XopomuM OMOXMMHYECKHM OTBETOM uepes |
rog tepanuu Y JIXK cunrtaercst ypoBeHb CHIBOPOTOYHOTO OMIMpyOrHa
<1 mr/an (17 mxmounb/i), ypoens LI[MD <3 BI'H u yposenr ACT <2
BI'H («Ilapumxckue kpurepum») uian cHwkenne Ha 40% aubo

Hopmanu3aius yposus LD («bapcenonckue kpurepun») (11-2/B1).

B nactosiiiee Bpemsi HE CYIIECTBYET €IMHOTO MHEHUs, KaK JICYUTh
OOJBHBIX C CyOONTUMAIBLHBIM OMOXUMUYECKUM OTBETOM Ha TEPAIHIO
VYIAXK. [Ilpennaraercs wucnojib3oBatb kKomoOuHanuio YIXK wu
Oyneconuna (6-9 Mr/aeHp) y OOJIBHBIX Ha JOMUPPOTHUCCKUX CTATUIX

3aboneBanus (cramuu I-111).

TpaHcmianTanys MeYeHu JOJDKHA 00s3aTEIhbHO paccMaTpHUBAThCS B
TePMUHAIBHOM CcTaauu 3a00JeBaHUs, KOTrJa ypOBEHb OMIMpPYyOHHA
npeBbimaer 6  wmr/mn (103 MKMONB/JI) WM UMEET MECTO
JIEKOMITEHCUPOBAHHBIN ITUPPO3 MEUECHU C HEMPUEMIIEMbIM KaueCTBOM
KU3HM WM BO3MOKHOHW CMEPTBhIO B TEUEHHE TOAa BCIICICTBUC
PE3UCTEHTHOTO acCIUTa M CIIOHTAHHOTO OAKTEPHAIBHOTO MEPUTOHUTA,
PEIUIUBUPYIOMIMX KPOBOTEUCHUH M3 BApUKO3HO PACIIUPCHHBIX BEH

NUIeBo/a, dHIedanronatu Ju00 TEeNaTOLCIUTIOJISIPHON KapIIMHOMBI

(11-2/A1).

4.Ilepexkpecmuwtii cunopom IBI/AUT.
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[lepBrUYHBIi OMIMAPHBIA LUPPO3 U ayTOMMMYHHBIN IE€NaTUT TPAIULIHUOHHO
CUMTAIOTCA JBYMS DPa3HbIMU 3a00JieBaHUAMM TeueHH. B TO ke BpeMs, ecTh
OONbHBIE € KIMHUYECKUMH, OHOXUMHUYECKHUMH, CEPOJIOTMUECKUMU  W/WIN
TUCTOJIOTUYECKUMHU  4YepTaMud  000uMX  3a00JIeBaHHWIl,  KOTOpPbIE  MOTYT
OOHapyKMBaTbCSI OJTHOBPEMEHHO WM IOCJIEI0BATENbHO. [ 3THX MalKeHTOB
IIPUHAT TEPMUH IIEPEKPECTHBIN CUHAPOM. DTHOJIOTHS U ITATOI€HE3 IEPEKPECTHOIO
CMHIpPOMAa HE  BIOJHE sCHbl. EcTh  gaHHBIE O  HACJIEACTBEHHOMU
IPEIPacIoNOKEHHOCTH K ayTOMMMYHHBIM 3a0ojeBaHusiM mnedeHu. Kaxnoe us
JBYX 3a00JIeBaHU WHIYIUPYETCS OJHUM WJIA HECKOJbKUMHU TPUITEPHBIMU
(dakTopamu,  3alyCKAIOIMIMMU  BHYTPEHHHE  MEXAaHHM3Mbl  MOCIEAYIOIIETO
nporpeccupoBanus. IIpyu mepexkpecTHOM CHUHAPOME OJMH WIM JBAa HEU3BECTHBIX
NAaTOT€HHBIX (DaKTOpa CHOCOOHBI BBI3BATH JBAa PA3JIMYHBIX AyTOMMMYHHBIX
3a00JIeBaHUs MEYEHH, KOTOPbIE MPOTEKAIOT OJJHOBPEMEHHO. JINOO eIMHCTBEHHbIN
TPUITEPHBIA (PAKTOp CHOCOOEH NMPHUBECTH K COBEPIIEHHO HOBOMY HMMMYHHOMY
OTBETY M B PE3yJbTaTe€ MOXET BO3HUKHYTH CMeEIIaHHAsg KapTHHA JBYX

ayTOMMMYHHBIX 3a00JIEBaHUM C ONPEJICIICHHBIMU ayTOAHTUTEIAMHU.

Pexomenoauyuu:

1. He cymecrByer craHmapTU30BaHHBIX  JUArHOCTUYECKHUX
kputepueB nepekpectHoro cuniapoma I[IBLI/AWI. Cnegyer monb3oBaTbCs

KpUTEpHUSIMH, ipuBecHHbIME B Tabuie 4 (111/C2).

2. O nepexpectHom cunapome [IBI/AUI cnenyet nymaTh Beera,
Korga ycraHosieH nuarHo3 1IbLl, mockonbKy Npy yCTaHOBJIEHMHM AUArHo3a

HEPEKPECTHOrO CHHApPOMa U3MEHHUTCS TepaneBTruueckas taktuka (111/C2).

3. Pexomennyercss komOuHupoBanHas Tepanusi YJIXK w
koptukoctepousamu (l111/C2). AnbpTepHaTUBHBIA MOAXOA — Hayajo

nedyenuss ¢ YAXK u mpu OTCYTCTBUH aJeKBATHOTO OHMOXUMHUYECKOTO
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OTBETa B TEUEHHE 3-X MECALEB - MPUCOCTUHEHHE KOPTUKOCTEPOUIOB
(111/C2). Ilpu nmuTenpHOM Kypce MMMYHOCYIPECCHBHON Tepalvu Jo03a

CTCPOUIOB MOIKCT OBITH YMCHBIICHA 34 CYCT IIOG&BJICHI/IH a3aTUOIIPpHUHA

(11/C2).

Tabmnura 4.

JluarnocTuvyeckue Kpurepun nepexpectaoro cunapoma AUIL/IIBIL

Kpurepuu I1B1{

1. L[®>2 BI'H unu yI'T>5 BI'H
2. AMA> 1:40
3. buoncus neyeHu: HErHOMHBIN 1ECTPYKTUBHBIN XOJaHTUT

Kpurepun AUT

1. AJIT>5BI'H
2. 1gG>2 BI'H unmu ASMA B THarHoCTUYECKOM TUTPE

3. buoncus nedyeHu: ymepeHHBIE HITH BBIPAKCHHBIE IEPUTIOPTAIILHBIE HU
nepucenTaibHble JINM(OIUTapHbIE CTyNIEHYaTble HEKPO3bl

s nuarHoctuku nepekpectHoro cunapoma AUI/ITBL] nomkHBI MPUCYTCTBOBATH MO
KpaiiHeil Mepe 2 u3 3 npuBEEHHBIX KPUTEPHUEB [ KaX10T0 3a00aeBanust. O0s3aTeabHO
HaJIMYue TUIMMUYHBIX TUCTOJIOTUYECKUX JaHHBIX, IPUBeAEeHHbIE B kputepusx AUIL.

S.11epeuunslit cknepo3upyrowuili X0aaH2um.

[TepBuunbiii  ckieposupytomuii  xonanrut (IICX) -  xpoHuueckoe
XOJIECTaTUYECKOEe 3a00JIeBaHUE IIEUEHHU, XapaKTepU3yIoIleecs BOCHAJICHUEM U
¢bubOpo30M BHYTPHU- U BHEMIEUEHOYHBIX KeTIHBIX MPOTOKOB. [Ipu [ICX ormeuaeTcs
o0nuTepalyst KEIYHBIX MPOTOKOB C (PopMHUpOBaHHMEM MYIbTU(OKATIBHBIX

ctpuktyp. IICX — mporpeccupytoiiee 3a00ieBaHUE, B KOHEYHOM HTOI€
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MPUBOJIAIICE K PA3BUTHIO IIUPPO3a U MEUEHOYHON HEIOCTATOYHOCTU. DTHUOJIOTHUS
3a00JIeBaHUSI HEU3BECTHA, €CTh JIOKA3aTEeIbCTBA YIaCTHSI TCHETHUECKUX (DAKTOPOB
B pa3Butuu [ICX. CooTHollleHHE MY>XYUH K KeHIIMHaM cpeau OonbHbIX [ICX
coctasisiet 2:1. Kak npasuiio, 3a0o0jieBaHrE AUATHOCTUPYIOT B Bo3pacTe 0kojo 40
JIET, XOTSl TUAarHo3 MOKET ObITh YCTAHOBJIEH B JIETCKOM U CTapYeCKOM Bo3pacte. Y
80% mnamuentoB ¢ IICX uMeroTcss BOCHAIUTEIbHBIE 3a00/I€BaHUSI KHUIEYHUKA
(B3K), B GonbIMHCTBE CiTydaeB — S3BEHHBIA KOJMUT. Tunwanbiii 6omsHOM [ICX —
Mosiofion MyxkunHa ¢ B3K w/mnm KIMHUYECKHMMH YepTamMH XOJIECTaTUYECKOTO
3a00JieBaHUsl TEUEHH. Y TAlUUEHTOB C KIMHUYECKUMHU, OUOXMMHUYECKUM U
ructojiorndyeckuMu npusHakamu [ICX, HO HOpMaJIbHBIMH XOJIAHTHOTPAMMAaMH,

YCTaHaBJIIMBAIOT JHAIHO3 IICX manbix IIPOTOKOB.

VY nonoBuHBI OONBHBIX 3a00J€BaHWE JUATHOCTUPYIOT Ha OECCUMIITOMHOM
craauu. TunuuHbie TPU3HAKK: 3y, O0JH B MpaBoM noapedepne, c1abocTh, MoTeps
Beca, DSMM30/bl JUXOpaiku. Pexe 3a0oneBaHue MaHUpECTUPYET Ha CTaauu
IUPPO3a U OCJIONKHEHUHN MOpTATbHON runepTeH3uu. dusnkaabHoe o0cIea0BaHe
yaile BCEro  BBISABIFET TIEmaTto- W CIUIeHoMmeranuioo. (CaMblii  4acThIi
onoxumuyeckuid npuszHak IICX — mobimieHue ypoBHs [®. B T0 xe Bpems
HOpMaJIbHBIN ypoBeHb L@ mnpu Hamuuuu XapakTepHOW KIMHUKA HE JOJDKEH
UCKJIIOYATh JAIbHEUIINX JUArHOCTUYECKUX IIAroB JUIs YCTAHOBJICHUS JUArHo3a
[1CX. YacTo MOTKeT OBITH MOBBIIIIEH YPOBEHb TpaHcamuHa3 B 2-3 pa3a or BI'H. ¥V
70% OOJMBHBIX TIPU YCTAHOBJEHWW JUarHo3a YPOBEHb CBHIBOPOTOYHOTO
OwnnpyOuHa B Tpejenax HOpMaldbHbIX 3HaueHHU. Y 61% OO0JIBHBIX TOBBIIICH
ypoBenb 19gG, kak mpaBwimo, B 1,5 pasa or BI'H. V o6ompabix IICX
OOHApYXUBAIOTCS Pa3UYHBbIC aHTHUTENA: MEPUHYKIICAPHbIC aHTUHEUTPODUIIbHbBIC
nurorutazmMatuaeckue (PANCA) (26-94%), antunykineapusie antutena (ANA) (8-
77%), anturiagkombiiieudbie antutena (SMA) (0-83%). Jlns ycraHoBiICHHS

nuarno3a [ICX pyTUHHBIA CKPUHUHT aHTUTE HE TpeOyeTcs.
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Janupie Owuoncuu nedeHu noxareepxkaatoT auaro3 IICX, xors u He
SBIISIOTCA CHEIU(PUYHBIMU U OTIMYAIOTCS KpalHeil BapuabenbHOCThIO. [IpuHSITO
BoiAeiATh 4 craguu [ICX: nopranpHyro, NEpUNIOPTAIBHYIO, CENTAIBHYIO U
uppotuyeckyto. s [ICX cuuraercs cneunduyuHoil KapTUHA TEPUTYKTATBHOTO
KOHIIEHTPUYHOro (pubpo3a, OJHAKO OHAa MOXKET OBITh OOHApPYKEHO AAJIEKO He

BCCT1a 1 HC MOXKCT CHUTATHCA MaTOTHOMOHUYHOM.

VY3U He MOXKET CIIyX uTh MET0JI0M BbiOOpa misi auarHoctuku [ICX, HO B
psZie CIIy4aeB OMNbBITHBIE CIEHHAIUCTBI MOTYT OOHApYXUTh YTONIIECHHE W/WIN
(oKanbHOE PACHIMPEHUE KEITUYHBIX MPOTOKOB. THUNUYHBIE XOJaHTHOrpapUUecKue
npusHaku [ICX: nuddysHbie MyabTHQOKaAIbHBIE KOJBLUEBUIHBIE CTPUKTYPHI,
Yepeayoluecs ¢ yYacTKaMH HOPMAJIbHBIX MJIM CJIErKa PacIIMPEHHBIX MPOTOKOB;
KOPOTKHE  TSDKEOOOpasHble  CTPUKTYPBI; MEIIOTYAaThle  BBINSYMBAHUE,
HallOMUHAKOIME JUBEPTUKYJIbl. Kak mpaBuwio, IOpakeHbl BHYTpU- U
BHETNIEYEHOUHbIE KET4YHblE NMPOTOKH. B 1O ke Bpemsa mpu [ICX BcTpewaercs
W30JIMPOBAHHOE MOPAXKEHUE BHYTPUIICYEHOYHBIX JKEITYHBIX IPOTOKOB (MEHEE, YEM
B 25% cnyuaeB). 3osoToit cranmapt auarHoctuku — OIPXIII, omHako 3Ta
IpoLEeaypa MOXKET OCJIOXKHUTBCA pAa3BUTHEM MaHKpeaTUTa U cerncuca. B
OTJIEIBHBIX LIEHTPaX IEPBbIM IAroM JUIsl ycTaHoBieHus quarHosa [ICX cunraercs
MPXIII'. YyBctBuTenbHocTh U cneruduunocts MPXIID nnst quarnoctuku [ICX
cocraBisier >80% u >87%, coorBerctBeHHO. MPXIII' 1ny4ymie BbISBISET
U3MEHEHUs] MPOTOKOB MPOKCHMalbHEE MeCcTa OOCTPYKLHH, a TaKKe IMO3BOJSET
OOHapy>KUTh TATOJIOTMI0 B CTEHKE J>KEIYHBIX IMPOTOKOB, OLIEHUTh COCTOSIHHE
NapeHXUMbl TIEUEHU U APYTUX OpraHoB. B To xe Bpemsi HeOOJbIINE U3MEHEHUS
OowmapHoro Ttpakra B Jae6tore IICX Moryr ObITh NpPOMYIIEHBl MNpPU 3TOM

HCCICAOBAaHUU.

IICX y Oemeu. JIuarHOCTUYECKUE KPUTEPUU aAHAJIOTHYHBI TAKOBBIM Y
B3pocibix manueHToB ¢ [ICX. B 47% caywaeB ypoens D moxer ObITh B

npeenax BO3PacTHOM HOPMBI, OOBIYHO y STUX MAIMEHTOB MOBBIIIEH YPOBEHb Y-
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I'T. Heo6ror IICX y gereit wacto xapakrepusyercs kimHukod AW, B Tom uwmcie
BbICOKHM ypoBHeM 10G, nanuunem ANA n/unmu SMA B THarHOCTUYECKOM TUTPE U

ICPHUIIOPTAJIBHBIM I'CIIATUTOM.

Huggepenyuanvnuas ouaenocmuxa: [ICX u emopuunwvlil cKieposupyiowjul
xonaneum. Jlna ycraHoBieHus nauartoza IICX HeoOXoauMo mpexzae BCEro
UCKITFOUUTh PUYHHBI BTOPUYHOTO CKJIEPO3UPYIOLIETO XOJIAHTUTA:
IPEAMIECTBYIOIIME ONEPALMH HA KEITYHBIX ITyTAX, XOJAHTUOJIUTHA3 U KapLIMTHOMY
KEMYHBIX IyTeH, XOTA CJleAyeT HUMEeTh BBHJAY, YTO XOJAHTHMOJIUTHA3 U
XOJIAHTHOKapIMHOMa  MOryT  ocinoxkHaTe  teuenne [ICX. B kpyr
muddepeHnnanbHO TUarHOCTUKU cieayeT BiItouarh 1gG4-acconmmpoBaHHbBIN
XOJIAHTUT/ayTOMMMYHHBII ~ MMAHKPEaTUT, H03MHOQWIBHBIM  xosaHrut, BHY-
XOJIAHTHOITHIO, PELUIMBUPYIONIUI THOWHBINA XOJAHTUT, HIIEMUYECKUA XOJIAHTUT
u ap. JduddepeHuunanbHas AUArHOCTUKA MEXAY IEPBUYHBIM U BTOPUYHBIM
XOJIAaHTUTOM MOKET OBITh KpaitHe TpyaHa. Creayer NpUHHMATh BO BHUMAaHUE
OCOOCHHOCTH KJIMHUYECKOTO TEYEHHs 3a00JieBaHUs, HAJIUYHME COIYTCTBYIOLIUX

B3K, u3meHeHus1, BbISBISIEMbIE HA XOJIAHTHOTPAMMAX.
Pexkomenoauuu:

1. Jlnaruo3z IICX MoxkeT OBbITh YCTAHOBIIEH y MAIlMEHTOB C OUOXMMHUYECKUMU
MapKepaMHu XoJiecTaza, TUNUYHbIMM JAaHHbIMU MPXIID' npu wuckiroyeHun
NPUYMH BTOPUYHOTO ckiieposupyromiero xoianruta (I11-2/Bl). IlpoBencHue
OMONCUM TIEYEHH ISl YCTAHOBJICHUS TMarHo3a HeoOs3aTeNbHO, B TO K€ BpeMs

JaHHBIC OMOIICHH ITOMOTalOT OLICHUTHh aKTUBHOCTH U CTAaAUIO 3a00JIeBaHUs.

2. Ilpu HOpManbHBIX XONaHrHorpammax s auarHoctuku [ICX  manbix
npoToKkoB HeoOxonuma Ouorncus nedenu (111/C2). [pu Hanuyuu 3HAYUTEITHHO
NOBBIUICHHBIX ~ TpPaHCAaMWHA3  JIaHHblE  OWONCHUM  TI€YEHU  IO3BOJISIIOT

IMarHOCTUPOBaTh nepekpectroiii cuaapom AUT/TICX (H1/C1).
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OPXIII" cnexyer nposectu (1) ecimu manapie MPXIIT meognosnaunsr (111/C2):
nuarao3 [ICX MoxxeT ObITh YCTAHOBJICH MPH HAIMYUU TUIMUYHBIX U3MEHEHH
Ha OPXIII; (2) y 6onpHoro ¢ B3K npu nanuuuu nHopmanbHod MPXIID u
nono3pernu Ha [ICX (I11/C2).

Ecmu amarno3 IICX ycTaHOBIEH mNamueHTaM, y KOTOPBIX B aHAMHE3€ HET
ykazanuii Ha B3K, uM crnenyeTr BBINONHUTH KOJOHOCKOIHIO C OHOIICHEH
(111/C1). Ipn wammuuu B3K y GompHBIX TICX KOJTOHOCKOMHIO HEOOXOIUMO

TIOBTOPSATH €KErOHO (B OTACIBHBIX ciiydasx — pa3 B 2 rona) (111/C1).

. s BeIABICHUN 00pa30BaHMM JKEIYHOTO ITY3BIpS TpeOyeTCs €XKEerogHoe

nposencaue Y3U (111/C2).

Pannss AUArdOCTHKa XOJIAHIT'HOKApIWHOMBI B  HACTOAILICC BpPEMA 110
pe3yibTaTaM HUCCICAOBAHUA OMOXMMHYECKHUX MAapKEpoOB WM JaHHBIX MCTOIOB
BU3yaJIM3allMd HCBO3MOXKHA. HpI/I HaJIMYUM KJIWHUYECKUX MOKa3aHWU CICcaycCT

BbINIOTHUTE DPXIII" ¢ merounoi nutosorueit (u/umu 6uoncueit) (111/C2).

[Tpuem YXK (15-20 mr/nens) yiaydiiaeT me4eHOUHbIE MTPOOBI U CypporaTHbIC
nporaoctuueckre Mapkepsl (I/B1), HO He o0nagaeT JOKa3aHHBIM BIIMSIHHEM Ha

BbDKHBaeMocTh O00bHBIX [ICX (111/C2).

B Hacrosiee BpeMsi HET JOCTATOYHOM JOKa3aTeIbHOW 0asbl IJI HIMPOKOTO
ucnoisib3oBanua Y JIXK B KayecTBe XE€MONPEBEHIMU KOJOPEKTAIBHOTO paKa
npu [ICX (11-2/C2). Ilpuem YAXK MoxeT ObITh pEKOMEHIOBaH B TpyIIax
BBICOKOT'O PHCKa: C HACJIEICTBEHHON OTATOIIEHHOCTBIO MO KOJIOPEKTAIBHOMY
paKy, C MPEALIECTBYIOUIEH KOJOPEKTAIBHON HEOIUIa3UEd WM JJIUTEIBHO

CyIIeCTBYIOMUM pacrocTpaneHHbIM KosuToM (111/C2).

KOpTI/IKOCTepOI/II[I)I " Jpyruc UMMYHOCYIIPCCCAHTHBI ITOKA3aHbI TOJIBKO 00JILHBIM

¢ nmepexpectHbM cuHapoMoM TICX/AUT (111/C2).
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10. Ilpn HaMMYUU BBIPAKEHHBIX CTPUKTYP JKEITYHBIX MTPOTOKOB CO 3HAYUTEIHHBIM
XOJISCTa30M IIOKa3aHO XHPYPrHUECKOE pacIIUpeHHe >KeTIHbIX mpoTokoB (I1-
2/Bl). YcraHoBKa OMJIMApHBIX CTEHTOB M JPCHUPOBAHUE JKEITYHBIX MPOTOKOB
BBITIOJTHSETCS TIPU HEYJOBJICTBOPUTEITHLHOM 3P (HEKTE OT pacuIupeHus TPOTOKOB
(111/C2). Tlpu mnpoBeAcHHUM HWHBA3UBHBIX BMEIIATEILCTB PEKOMEHIYETCS

npoduinaktudeckas antuonoruxorepanus (111/C1).

11. B tepmuHanbHbix  cragusx  [ICX ~ pekoMeHAyeTcss  BBINOJIHEHHE
tpaHciutanTanuu nedenn (11-2/A1), npu HamM4MK TUCTINIA3UU XOJIAHTHOIIUTOB
WIM  PEUUAMBUPYIOIIEM  OaKkTEpUAJIbHOM  XOJAHTUTE TakXkKe  CIIEayeT

paccMOTpPETh BO3MOKHOCTD TIpoBeieHust TpanciuianTauu neuaenu (111/C2).
6. Ilepexkpecmmuutii cunopom IICX/AUT.

JlaHHBId ~ CHHAPOM  TOpPEACTaBiIA€T COOOM  MMMYHOONOCPEJOBAHHOE
3a00JIeBaHUE U XapaKTepu3yercs rucroiornueckuMu yepraMu AU 1 THnn4HbIMU
mis  [ICX wu3menenusmu Ha xonanruorpammax — (111/C2). Ilporros mpwu
nepekpectHoM cuHapome [ICX/AUT nydiue, yem npu mzonupoanHoM [ICX, HO
xyxke, yem nipu AUI. Pexomenayercs npoBeneHne KOMOMHUPOBAHHOW Teparuu
YAXK wu wuvmmyHocynpeccantamu (I11/C2). Ha TepMUHANBHBIX —CTamMsIX

3a00JIeBaHUs TIOKa3aHa TpaHcruianTanus neueHu (111/A1).
7. Hmmynoznooynun G4-accoyuuposannutii xonanzum (MAX).

D10 3a0o0JieBaHME HEU3BECTHOM HSTHUOJIOTHH, OMUCAHHOE OTHOCUTEIHHO
HEJABHO, XapakTEepU3yeTcs OMOXMMHUYECKHUMH U  XOJaHTHOTpauUIecKUMU
npusHakamu [ICX, 4acTeIM BOBJICUEHHEM BHEIMEUYCHOUYHBIX >KETYHBIX MPOTOKOB,
OTBETOM Ha MPOTHBOBOCTIAIIMTEIBLHYIO TEPAINHUIO, COYCTAHHEM C ayTOMMMYHHBIM
MaHKPEeaTUTOM, TMOBbIIIEHHBIM ypoBHeM 10G4 wu wunbunasTpammeit 1gG4-
MO3UTHUBHBIMU TJIA3MATHYECKUMU KJIETKAMHU JKEITYHBIX MPOTOKOB U TMEUYEHOYHOUN

TkaHu. B ornuuue ot IICX 3a6oneBanue He accornuupoBano ¢ B3K.
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Pexkomenoauyuu:

. MAX — CKJIepo3UpyIOIIMiA XOJAHTWT, OTBEYAIOIIMH Ha Teparuio
koptukocrepougamu (11-2/C2). B ommume ot I[ICX 3aboneBaHueM, Kak
MpPaBWIO, CTPAjalOT MOXuible moaud. IIpu angekBaTHOM OTBETE Ha

UMMyHoOCyTpeccuBHYI0 Tepanuio MAX umeer xopormii iporuos (11-2/C2).

Huarno3 MAX moxeT ObITh YCTAHOBJICH IMPU HATWYUM TUIAYHBIX IS
CKJIEpO3UPYIOLET0 XOJIaHTMTa W3MEHEHUH Ha XonaHruorpammax u (1)
TUCTOJIOTUYECKUX MPU3HAKOB ayTOMMMYyHHOro mnaHkpeatuta/MAX wmum (2)
KJIACCUYECKUX TMPU3HAKOB ayTOMMMYHHOTO TaHKpeaTUTa IO JaHHBIM
METO/IOB BH3yaju3auk W ToBbIeHNH ypoBHS 10G4; wmm (3) nByx
JTUArHOCTUYECKUX OMOXMMHMUYECKUX, TUCTOJIOTUYECKUX, MHCTPYMEHTAIbHbIX
KpUTEpUEB U  aJEKBaTHOM OTBeTe Ha 4-X HEIENbHBIH  Kypc
KOPTUKOCTEPOUIHON Tepamnuu (4TO MOapa3yMeBaeT BO3MOXKHOCTD YJaICHUS
OMJIMapHOTO CTeHTa 0e3 peluIiBa OOCTPYKTUBHOTO XOJIECTa3a U CHIDKCHHE

YPOBHSI MIEYEHOUYHBIX MPOO HUXE JBYKPATHON BEpPXHEH TI'paHUIIBI HOPMBI)

(11/C2).

. B CIydac pcfuouauBa HWJIM HCIOJIHOIO OTBETAa MOXKET HOTp€6OBaTBCH

JUINTEIBHOE JICUCHUE KOPTUKOCTEporaamu u/uu azatuonpuaom (111/C2).

8. I'enemuueckue xonecmamuuecKkue 3a001€6aHUsA NeYeHU.
8.1. 3abonesanus nedeHu, accoyuupoedaHrsle ¢ Mykoeucuudoij.

[Topaxkenue neuenu Berpevaercs y 27% O0IbHBIX MYKOBUCLIUIO30M U
XapaKTepu3yeTcs renaroMeraiuei, MepcuCcTeHUUEeN MOBBIIIEHHOTO YPOBHS
1o KpailHe Mepe ABYX NEYCHOYHBIX MPOoO, OTKIOHEHHUSIMH TIO JaHHBIM
VY3U. Manudecramuss MoxkeT ObITh B BUJE HEOHATAJIbHOIO XOJIECTa3a,

cTearo3a MeueHu, (POKaTbHOro WM MYJIbTUIOOYIISIPHOTO LIUppo3a. bonesnu
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INCUCHNU HaxXOJATCA Ha BTOPOM MCECTC CPCAHM IIPHUYHMH CMCPTHU OOIBLHBIX

MYKOBUCIUI030M.
Pexkomenoauuu:

1. IlopaxxeHne mNEYEHU BCTPEYACTCA Yy KaXJAOro TPEThEro OOJIBHOTO
MYKOBHCIHI03M. Ero MOXHO JAMarHOCTUpOBAaTh MpU OOHAPYKEHUU
rernaToMerainuy, €XEroJHOM HCCIEIOBAHUN MEYEHOYHBIX MPOoO M Ipu

nposenenun Y3U (111/C2).

2. YIXK (20-30 wmr/kr/mens) yiydmiaer nedeHounbsie mpooObr (I/C1) u
ructonorudeckyio kaptury (I11/C1) npu nmopakeHWH TMEeYeHU B paMKax
MYKOBHCIUI03a. MEIMKaMEHTO3HON TEpanuu, JTO0Ka3aHO YJIYYIIAOIIEH
KU3HEHHBIA TporHo3, He cymectByeT (I11/C2). Taktuka BbIOOpa Ha

TEPMHHAJILHOW cTaanu 3a00iieBaHus — TpaHcIutanTanus nedenu (111/B1).

8.2.Ilpocpeccupyrowuii  cemeunvlii. — BHYMPUNEUEHOUHBIN  XO0JIeCmdas.

[Iporpeccupyromuii  ceMeWHbI  BHYTPUIIEYEHOUHBIM  XosecTtaz (B
aHrnos3pIyHON uteparype Progressive Familial Intrahepatic Cholestasis — PFIC)
IpeJCcTaBiIsieT co0OM TpyIIy ayTOCOMHO-PELIECCUBHBIX 3a00J€BaHUM, KOTOpHIE
MaHU(ECTHUPYIOT Y HOBOPOXKJIEHHBIX JHOO B paHHEM JETCKOM BO3pacTe U
OPUBOJAT K (POPMUPOBAHHUIO IIUPPO3a MEUEHHU, KaK MPABUIIO, B TEYCHHUE MEPBOTO
JeCATHIIETUS *KU3HU. BoibHBIE peaKo KUBYT OoJiee TpUALATH JeT. BriaenstoT tpu
TUTIA JTOTO 3a00JICBaHUS, CBA3AHHBIE C MYTAI[USIMH T€HOB, KOHTPOJUPYIOIINX
oOpazoBanue u TpancnopT xemuu. Y OonbHBIX PFIC-1 u PFIC-2 onpenensiercs

Hu3kuit ypoBenb YI'T, a y 6onbHbIX PFIC-3 — yposens yI'T BbICOKHIA.

PFIC-1 nazpiBatoT Takke Oosie3Hblo baiinmepa. OObIYHO 3yd W IKENTyxa
pa3BUBAIOTCS B TEUCHUE TEPBBIX HENEIb IMOCie poxacHUs pedeHka. CHavana

X0JISCTa3 MOXKET OBITh OIN30AUYCCKUM, 3aTCM CTAHOBUTCA IECPMAHCHTHBIM. I[eTI/I
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OTCTAlOT B Pa3BUTUH, MOJABJIONICe OOJBIIMHCTBO OOJIBHBIX TaKXKe CTPagaroT
MoTepel Ciryxa, BOAHOW AWAped W IMAHKPEAaTHTOM. B OMOXMMHUYECKHUX TecTax
($uKCHPYIOT HOPMAIbHBI U Jaxke CyOHOpManbHbINH ypoBeHb yI'T, HOpMambHBIN
YPOBEHb XOJIECTEPUHA, YMEPEHHOE IOBBIIICHUE YPOBHEH OWIUpyOMHA, B TOM
YUCJIE KOHBIOTMPOBAHHOIO, M TPAHCAMHHA3, HAPYIICHUE CBEPTHIBAHUSA KPOBU
BciencTtBue neduuura BUTamMuHa K, 3HAYMTENbHOE MOBBIIICHHE COJEPKAHUS
XeHoae30KkcuxoneBo u xoneBod kuciior. Y3U, KT nmu6o MPT He BBIABIAIOT
KaKOM-IM00 MaTOJIOTHH, B TOM YHUCJIE PaCHIMPEHUsI BHYTPU- WM BHEIEUCHOYHBIX
JKETYHBIX TPOTOKOB. ['MCTONOTMYECKoe uccleoBaHUE OHONTATOB TEUYCHU
JEMOHCTPUPYET KAPTUHY  «YUCTOIO»  BHYTPUIIEUEHOYHOI'O  XOJIeCcTa3a C
HE3HAUUTEIbHBIM HEKPO30M T'€MaTOLUUTOB U 00PAa30BAHUEM T'MTAHTCKUX KIIETOK. B
TO BpeMs kak y OonbHbIX PFIC-2 oOHapyxuBaroTcst mpu3Haku 0ojiee aKTUBHOTO
BOCIIAJICHWS] W BBIPAXEHHOIO HEKpo3a remarouutoB, a npu PFIC-3 —
nposudepanusa aykryi. KpaeyroabueiM kamHeM B quarHoctuke PFIC-1 sBasiercs

onpenenieHne mytaiuu resa ATPSBS.

MyTtanuu reHa SKCIOPTHOW MOMIIBI >KeT4HbIX KucioT (BSEP/ABCBII)
npuBoaAT K pasutHio PFIC-2. KimmHudeckue mnposBieHUs 3TOro 3abojeBaHUs
cxonubl ¢ PFIC-1, ogHako BHENEUEHOUHBIE NPOSABIEHUS OTCYTCTBYIOT, IIOCKOJIBKY
BSEP »skenpeccupyercs Tonpko B nedeHd. B oriamume ot PFIC-1 3abGoneBanue
ObicTpee mporpeccupyeT 10 craauu (uOpo3a. YpOBEHb JKEIYHBIX KHUCJIOT U
TpaHCaMHHA3 B CHIBOPOTKE KPOBU TMOBbIIEH, a ypoBeHb YI'T Hu3zkuii. PFIC-2

aCCOLIMMPOBAH C Pa3BUTUEM I'eNaTOLEIUIIOJISIPHON KapLIUHOMBI Y JETEH.

PFIC-3  BobBator Mmyrtanuum reHa MDR3/ABCB4, KoaupyoOILEro
SKCHOpPTHYIO mnomny  ¢ochonaunuaoB. B orauuue OT ApYrux  THUIIOB
MPOTPECCUPYIOLIETO CEMEHHOr0 BHYTPHUIIEUEHOYHOTro XoJiectaza npu PFIC-3
XOJIeCTaTUYECKas KeNTyxa KpailHe pelKo pa3BUBAETCS B HEOHATAIbHOM IEPUOJE.
Manudecranuss 3a0o1eBaHUs TPOUCXOJIUT, KakK IMpaBUJIO, B JIETCKOM WJIU

MOAPOCTKOBOM Bo3pacte. [lepBble CUMITOMBI — 3TO JKENTyXa, CBETJIBIM Kal,
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renaTo- W CIUIGHOMETallus, WM KOXHbIA 3yn. Ha mnepBoM rony Ku3HU
KJIMHUYECKHE TMpHU3HAKW XojecTa3a OOHapyX HUBAIOT y TpPEeTU OOJBHBIX. Y
HOJIPOCTKOB  JIeOIOTOM  3a00JI€BaHUSI MOXKET OBITh  JKEIYJOYHO-KHIIEYHOE
kpoBoTeduenue. [lo mepe mporpeccupoBaHusi OO0JIE3HH MOSBISIOTCS CHMIITOMBI
NEYCHOYHONM HEJOCTaTOYHOCTH. B  OMOXMMHMYECKMX TecTax OTMEdYaercs
noBbilieHre ypoBHs YI'T, TpancamuHas, KOHBIOTHpOBaHHOTO Ommpyouna, 1D,
IIPY HOPMAJIBHOM YPOBHE XOJIECTEPHHA W IEPBUYHBIX JKEIYHBIX KUCIOT. Y3U un
XoJlaHrHorpaguss He OOHApPYKHMBAIOT KAKUX-THMOO TUNUYHBIX MPU3HAKOB
3abonieBanus. [lpu rucronornyeckom ucciaenoBaHusl OMONTaTa MEYEHH BBISBISIOT
NOpTaNbHbIN (UOPO3 U MpoIUPepalnio TyKTy, Ha MO3JHUX CTAUAX — TUITUYHYIO
KapTUHY OWimapHOro mnupposa. g NMOATBEp)KIEHUS AMarHo3a LEeIecooOpasHo

HMMYHOTHCTOXUMHUYECKOE UCCIICIOBAHUE U MOJICKYJISIpHBIN aHam3 ABCB4.
Pexomenoayuu:

1. PFIC 1, 2 u 3 Tuma mnpeacTaBisIlOT CO0OM pelKkue XpOHUUYECKHE
nporpeccupylomue 3adojieBaHus JeTed W TOAPOCTKOB. 1 W 2 THUIIBI

XapaKkTEepU3yrTCsa HU3KUM ypoBHEM YT 1 HHTEHCHBHBIM KOXKHBIM 3YZOM.

2. MenukaMeHTO3HON  Tepanmuu, YJIydllalomed OTAAJICHHBI  MOpOrHO3
nauueHToB ¢ PFIC ne cymectByet (I1I/C2). ¥ wactu 6onabubix PFIC3 npuem
YIAXK ynyumaer 6moxumuueckue tectsl (III/C2). 3yn moxker obneryatses
Ha (one mpuema pudamnuuuna (III/C2). Hersam, crpamatronmm PFIC-1 u
PFIC-2 moxeT ObITh BBIMOJHEHA XUPYpPruuecKas oreparus 4acTUYHOTO
HapyxxHoro otBoza xemuu (III/C2). B TepmuHanpHBIX CTagusx MOKa3aHa

TpaHcnantauus nedenu (I11I/B1).

8.3. JlobpoxauecmeaeHmblil peyuousUpyOWULL BHYMPUNEUEeHOYHbLL XOAeCMA3.
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JloOpoKayeCTBEHHBIN PELUANBUPYIOIINNA BHYTPUIIEUEHOUYHBIA XosiecTa3 (B
aHrjos3plyHON JuTepatype Benign Recurrent Intrahepatic Cholestasis — BRIC)
XapaKTEpU3yeTCs MEPUOAUIECKUMU SIIU30JaMU KENTYXH U 3yAa IPHU OTCYTCTBUU
nporpeccupoBanus 3aboneBanus neuern. Beigemstor Tpu noaruna BRIC. BRIC -
3a00JIeBaHUE C ayTOCOMHO-PELIECCUBHBIM TUIIOM HacienoBaHus. [lepBblil snm3o0n
KEJITYXW M 3yJa BO3HHMKAeT OOBIYHO B KOHIIE BTOPOrO, Hayajle TPEThEro
JECATUIIETHS JKU3HU, JUIUTCS OT HECKOJIBKUX HENEb 10 18 MecsieB, B CpeaHeEM —
okojo 3-x MmecsueB. OOOCTpeHus, Kak MpaBWIO, CIy4alOTCs pa3 B JBa roja.
Mexay mnpucTtynamMyd TeueHHE aOCOMIOTHO OECCUMITOMHOE. Y  KEHIIUH
Manudectranmsi BRIC MoxeT ObITh CBsi3aHAa C OEpPEMEHHOCTHIO WIIM MPUEMOM
OpaJIbHBIX KOHTpaUenTUBOB. YpoBeHb yI'T ocraercss HOpMaJIBbHBIM WJIM CIETKA
noBbllIaeTcs, a ypoBeHb [1]D noBeiieH y 60JabIIMHCTBA AMEHTOB. B oTiinuue ot
PFIC y 3Tux OOJIBHBIX OTCYTCTBYET MPOTPECCUPYIOIIEE MOPAXKEHUE IE€UEHHU,

HUKOT/Ia HE Pa3BUBACTCS ITUPPO3.
Pexomenoauyuu:

1. BRIC xapakrepusyercs 30U30JaMU X0JIECTa3a, KENTyXa U KOXKHOTO 3yJa B
TEYEHHUE HENENIb — MECALEB C MOCIEAYIOUIMM ITOJHBIM Pa3pelICHUEM BCEX

cumntomoB (III/C1).

2. D@GeKTUBHOrO JIEUECHUs [TaHHOM NATOJIOTMM HE CYLIECTBYET. B03MOXKHO

npumeHenue YJIXK, pubavmnuimaa, HA300MIMAPHOTO JIPEHUPOBAHUS

(I/C2).

8.4. Cunopom Anasicuns.

AyTOCOMHO-JIOMHUHAHTHOE  MYJIbTHOpraHHoe 3a0ojieBaHME JIeTe U
IOAPOCTKOB, XAPAKTEPU3YIOIIEECH XPOHUUYECKUM MPOrPECCUPYIOIIUM X0JIECTA30M

C HYKTOHGHHCﬁ oe3 COOTBCTCTBYIOIINX BOCHAINTCIIBHBIX W3MCHECHUIN B ICUYCHMU.
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XapakTepHO THUIMYHOE JHIO C THUIEPTEIOPU3MOM, TIIyOOKO MMOCaKEHHBIMU
IJ1a3aMy U IHUPOKOW IUIOCKOW MEPEHOCHIIEH, a TAK)KE IOPAXKEHUE CEpALa, MOYEK,

ckenera, [ITHC. ¥ 70% nanuenToB 60Jie3Hb BbI3BaHa MyTalnuei reHa JAGI.
Pexomenoayuu:

1. Cungpom Anaxkuiia XapakTepU3yeTcsl XOJECTa30M C 3yJIOM U JAYKTOTEHUU
HAa paHHHUX CTaJAMSIX B KOMOMHAIIMM C PA3JTUYHBIMU BHEMEYECHOUHBIMU

3HaKaMU U CUMIITOMaMu MyJibTuoprantoi narosnoruu (I11I/C2).

2. DddexTrBHOEC MenuKamMeHTo3HOe JieueHue HeuszpecTHo (I11/C2).

9. Jlekapcmeennwlii xonecmas.

JlexapcTBenHble nopaxeHus nedenu (JIIIII) npunsto mnoapasznensats B
3aBUCUMOCTH OT YpPOBHS TIOBBIIICHHWS OCHOBHBIX TI€UEHOYHBIX TIPOO Ha
renaToOUEIUIIOSPHBIE,  XOJIECTATUYECKWE M CMellaHHble. Eciam  ypoBeHb
anmaHnHOBOM TpaHcamuHasbl (AJIT) moBbllieH Oojee yeM B 5 pa3 OT BepxHeu
IpaHUIbl HOPMBI U MHAEKC R, ompexnensiemblii kak oTHomieHue ypoBHA AJIT k
ypoBHto [1[®D, Gosbiiie Ui paBeH S, pedb UAET O renaToLeUTIONIPHOM MOPaKEHUN
nedenu. Ecim yposens LM nossitien 6osnee yeM B 2 pasa, a uHAeKC R paBen nmmn
MEHbIIE 2, JIHATHOCTUPYIOT XOJIECTATUYECKOE IOpPAKEHHE MedeHH. B ciyuae
onHoBpemeHHOoTo noBbieHust ypoBHs AJIT u I1[® Gosiee uem B 2 paza oT BepxHel
rpaHullbl HOpMBI, a R Oompiie 2, HO MeHbIIE 5, TOBOPAT O CMEIIAHHOM
JIEKAPCTBEHHOM IMOPAXEHUHU MEYCHH. [0 X0JIEeCTaTHUECKUX NOPAKEHUN NEYEHN
Cpeay BCeX JIeKapCTBEHHBIX rematonatuii — okosno 30%. Kak mpasuio,
XOJIECTATUYECKHUE JICKAPCTBEHHBIE IOPAXKEHUs IEYEHU ITPOTEKAIOT JIErde, 4eM

renaTouc/uIroJISIpHBIC, HO  pa3peuiaroTcsA 3HAYHUTCIIBbHO MCIJICHHCEC. JITIIT
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BCcTpevaroTcss ¢ dactoto ot 1 cmywas Ha 10000 mo 1 cmywas wa 100000

NAlMeHTOB,  NPUHUMAIOIIMX  JIeKapcTBa B TEPANEBTHYECKUX  J03aX.
NunuBrayanbHas 4yBCTBUTEIBHOCTh K PA3BUTHIO XOJecTa3za MOJ JACHCTBUEM
pa3IMYHBIX JIEKAPCTBEHHBIX MPENapaToB MOXKET ObITh 00YCIOBJIEHA T€HETHUECKU
JNETEPMUHUPOBAHHON SKCIIPECCUE renaToOUITMapHbIX TPAHCIIOPTEPOB U IH3UMOB,
YYacTBYIOIIMX B peaklusx Ouorpanchopmauu.

JlexapcTBEHHBIN Xo0jecTa3 MOXET ObITh 00ycioBieH (1) MHruOmpoBaHUEM
AKCIIPECCUU W/WIM (PYHKIIUU TEMaTOOMIMAPHBIX TPAHCIOPTEPOB, MPUBOISAIINM K
HapyIICHUU CEKPEIUMU JKEJIYM Ha TenaTOlCJUIIOJISIPHOM ypoBHE Jubo (2)
WHAYKIHEW BOCTIAJICHHUS IO TUITY UIUOCUHKPA3UH WJIM TUTIEPUYYBCTBUTEIFHOCTH Ha
XOJAHTUOLICJUTIOJIIPHOM ~ YPOBHE C  Pa3BUTHEM  AYKTYJISAPHOTO/JYKTYJIHHOIO
X0JiecTa3a, 4TO TOXKE BJIMsET Ha cekpenuto kemuu (Tabnuuna 5). Peaxko moxker
Pa3BUTbCA CHUHAPOM HCYUE3AIOIIMX KEIYHBIX MPOTOKOB C UCXOAOM B OMJIMAPHBIN
uuppo3. Ha puck passutus JIIII oxa3siBaroT BiIMsHUE BO3pacT, IOJ, 1034
npernapara, COBMECTHOE IPUMEHEHHE JIGKAPCTBEHHBIX CPEJICTB.

Tabmnura 5.

JlekapcTBeHHbIe penapaThbl, KOTOPbIE Yallle BCero BbI3bIBAIOT
renaToue/JUIIJIsIPHbIA WM IYKTYJISIPHBIA/TYKTYJIbHBIN X0J1ecTa3

I'emaroue/UII0JIAPHBIN X0J1eCTa3

JYKTYJISIpHBII/IYKTYJIbHBIN X0J1€CTa3

ITooBBIE TOPMOHBI

A0y pHHOI

KapOamaszenun AMOKCUIIMJIMH-KJIaBYJIOHOBasl KUCJI0Ta
XJI0prpoMasuH A3zaTuonpuH
AMOKCHIIMJTMH-KJIABYJIOHOBasI Kucaota | bapOutypatsl
Tpumeronpum-cyiabhameToKkcazon Kanronpun

OpUTPOMUIIMH, KIAPUTPOMULIMH KapOawmazenun

Hutpodypansl XiopnponaMug

XJoprponaMu Knungamunyx

A3zatuonpuH DeHuTONH

[{uknocniopuH Cynenupug

[Tponadenon TpumeronpuM-cynbdameTokcaszon
Hudenunun JlexapcTBeHHBIE TpaBbI

JlexapcTBeHHBIE TpaBbI

HCIIBC, numecynun
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CrnenmmpuvHBIX TUAarHOCTHYECKUX TecToB st BeisiBiaeHus JIIIIT wHe
cymecTByeT. HeoOXoammo TIaTebHO MPOaHAIM3UPOBATh UCTOPHIO 3a00JICBaHUS,
UMETh B BUJIy BO3MOXKHOCTh CBSI3U MEXKIy IPUEMOM JIEKQpCTBEHHOIO IIpernapara u
pa3BuTHEM 3a00J€BaHMsSI TIEUEHHU, a TaKKE€ WCKIIOUUTh JPYrue MPUYHHBI
3abosyieBaHus meueHu. s aToi 1enu mosnesHo nposenenue Y3U. BrimonaHeHue
OMOTICUY TEUCHH IIPU YCTAHOBJIEHHOM JIMArHO3€ JIEKApCTBEHHOI'O XO0JIecTas3a, Kak
npaBuwio, He TpeOyerca. B OONbIIMHCTBE CiIydaeB MHpU MPEKPALIEHUU IpUEMa
npernapara, BbI3BABIIETO XOJIECTa3, OH pa3pellacTcss B T€UEHUE 3-X MecsueB. B
CIIy4asx TSKEJOTO MPOTrpeCcCUPYIONIECTO WM 3aTSHYBILETOCS XoJjiecTaza OMoncus
MOXET MOHAT00UTHCA JJISI YTOUYHEHUS] COCTOSIHUSI TIEYEHU U UCKIIIOUEHUS IPYTUX
MIPUYMH X0JIECTA3a.

Pexomenoayuu:

1. Huarnos xonectarudeckoro JITIIT MoxkeT ObITh YCTAHOBIICH O MOBBIIICHUIO
ypoBHs IIDP>2N wmm AJIT/IN® <2 u HaMMUYUI0 BPEMEHHOW CBSI3W MEXIY
MPUEMOM TIperapara U MOSIBJICHUEM KIMHUYECKON CUMIITOMATHUKH, a TaKXe MpU
uckimoueHun apyrux npuanH xosecraza (I11/C1). [Ipoenenne Ouomncuu mneueHu
HeoOs3arensHO (H11/C2).

2. PexoMeHnyeTcss mpekpalleHWe Mpuema mpenapara M TIIATEIbHOE
HaOJII0ICHHE 32 KIIMHUYECKON CUMIITOMATHKON U OMOXUMUYECKUMHU MTOKA3aTEISIMU
(111/C2). Tlpumenenne YIAXK u xoptuxoctepounoB misi tepanuu JIIIIT moxer
OBITH YCIIENITHO, HO OTCYTCTBYET JOKa3areibHas 0a3a B BUAEC KOHTPOJIUPYEMBIX

uccinenoanuii (111/C2).

10.Xonecmas 60 epems depemennocmu.

10.1. Buympuneuenounwiii xonecmas bepemennuolx (BXB).

BXb mpencraBasier coboii oOpatumyro  gopMy  XoJjectaza |
xapaktepusyercsi (1) HWHTEHCHUBHBIM KOXHBIM 3YyJIOM, BO3HHUKAIOIUM B
OOJIBIIIMHCTBE CIy4aeB BO BTOPOM WJIM TPEThEM TpUMECTpax OepeMeHHOCTH; (2)

noBeilieHHeM YpoBHS AJIT M KeIYHBIX KUCIOT HATOW@AK M (3) CIOHTaHHBIM
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pa3pernieHueM BCEX CUMIITOMOB B TeueHue 4-6 Henenp nocie poaos. Kimmanueckoe
3HaueHue BXDbB 3akitoyaercs B MOTEHIMAIBLHOM PHUCKE JUIsSl TUI0Ja (CIIOHTAHHbIC
WIN SATPOTEHHBIE TMPEXKACBPEMEHHbIE pOAbI, acpUKCHUs BO BpeMsl POJIOB,
BHYTPHUYTPOOHast CMEpPTHOCTh) XOTSI MO JAaHHBIM TOCIEIHUX HCCIECIOBAaHUMI
ypoBeHb mepuHaTaabHON cMmepTHOCTH (9/1000) comocTaBUM C TaKOBBIM CpPEIH
oOmiedt monynsiuuu. 3yl, OCOOCHHO CUJIBHBIM O HOYaM, BIMAET HA KayeCTBO
*Kn3Hu Marepu. JloBompHO penxko mnpu BXDb Bo3HukarT crearopes u
HIOCJIEPOJOBBIE KPOBOTEUEHUS BCIeACTBUE AeuinTa BuTaMuHa K.

[TaTtorenes BXb MHOTO(paKTOPHBIH, BKJIIOYACT  TE€HETUYECKHUE,
TOPMOHAJIbHBIE (PAKTOPHI , @ TAKKE BO3ICUCTBHE (PAKTOPOB OKPYKAIOIIEH CPEIbI.

Jlns ycranoBieHus auarfoza BXb HeoOXoauMo Haaudue KOXHOTO 3yja
(KOTOpBI HE MOXKET OBITh OOBSICHEH IPYTUMU MPUYUHAMU) U MOBBILIEHUE YPOBHS
KEJIYHBIX KUCJIOT B CHIBOPOTKE KpoBU >11MKkMoOib/n. Peako moxer Habmonarbes
M30JINPOBAHHOE TIOBBIIIEHUE CBHIBOPOTOYHOIO YPOBHS JKEIYHBIX KHUCIOT, Y
OOJBIIMHCTBA MALMEHTOK Takke noBslaeTcs ypoBeHb AJIT. YpoBeHb keTuHbIX
KHUCJIOT — CaMblii 4yBCTBUTEJBbHBIA MapKep XoJjiecTa3a OEpeMEHHBIX, OH MOKET
NOBBIIIATECS 10 M3MEHEHHMs JPYTHX [EYEHOUHbIX Mpod. BeposTHOCTh
OCJIOKHEHHM U1 TUI0Ja CYUIECTBEHHO MOBbIAeTcs Mpu panHeMm Haudane BXb (o
33 wHemenu OEpPEMEHHOCTH) U TIOBBIIICHUH YPOBHS IKEITYHBIX KUCIOT >40
MKMOJIb/T. YpoBeHb yI'T MoxkeTr ObITh MOBBIIEH MpU MyTaiusax rena ABCB4. B
10-15% cny4yaeB HaOJrOmaeTcs JieTKas JKEATyXa 3a CYET KOHBIOTHMPOBAHHOTO
ownnpyOuHa. [IpoBeenre OMoncuu Ne4eHu He TpedyeTcs.
B cnyuasx pannero wim arunmuHoro ae6rota BXB HeoOxommMo mpoBOIUTH
mudpepeHInanbHy0 JUarHOCTUKY € IPEAKIAMIICUEN U OCTPOIl JKUPOBOI MEUEHbIO

o6epemennbix (Tabnwuma 6).

Tabmura 6
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XapakTepucTHKAa BHYTPUIIEYEHOYHOTI'0 X0JiecTa3a OepeMeHHbIX, cunapoma HELLP
U OCTPO¥i KUPOBOIi MeUYeHU GepeMeHHbIX

BryTpunedeHouHbII HELLP Ocrtpas xupoBas
X0JIecTas CUHAPOM NeYEHb
OepeMEHHBIX OepeMeHHBIX
% 0.1-1,0 0,2-0,6 0,005-0,01
Tpumectp (2 nmm) 3 3 ¥ mocJe poJoB 3 wim nocie
poJI0B
HacnencrBennas Yacto Her Penxo
OTSITOIIEHHOCTH
Hanuuue npesxirammncumn Her Ha 50%
TUNUYHbBIC KIIMHIYECKUE 3yn, yBeI4eHUE I'emonms, [Teyenounas
pU3HAKU AJIT/ACT, ypoBHs yBEJIMUYEHUE HEJI0CTaTOYHOCTh
JKEITYHBIX KACIIOT YPOBHS C YMEpCHHOMH
HATOIIAK MEYEHOYHBIX POO, KENTYXOH,
TPOMOOILIUTOTICHHSI | KOAryJIomaTHs,
(9acto<50000/mxi1) | SHIIEdaNONATHS,
THITOTJINKCMHUS
[ToBbrienne ypous AJIT Ywmepennoe a0 10- | YMepennoe o 10- 5-15N

20 N 20 N
bunupyoun <5 mr/mn (<85 B OonpinHCcTBE Yacrto <5 M/
MKMOJIb/JT) ciyqaeB <5 mr/mn | (<85 MKMOJIIB/T)
(<85 MKxMoIB/T)
HNHucTpyMeHTaNbHBIE Hopwma WudapkTel neyenu, Kuposas
METO/IbI HCCACTOBAHMS reMaTOMBI WHOUIBTpAIUS
MatepuHckas CcMEPTHOCTh 0 1-25 7-18
(%)
®deTtanpHas/mepuHaTATIbHASL 0,4-1,4 11 9-23
CMepTHOCTH (%)
Peunnus npu 45-70 4-19 20-70 (mmpu
TIOCIIETYOITIX HaJIMYUH
O6epemenHOCTAX (%) MyTaIuii 3-
THJIPOKCHAIIHII-
KOH3UM A
JIETHJIPOTCHA3BI

Ecnu mocne ponoB cUMITOMAartvKa HE pas3pellaeTcs, cleayeT AyMaTh O

npyrux xponudeckux Oonesnsx mneuyenu: IIBL], TICX, nepumure ABCB4 wunu

XPOHHUYCCKOM TICIIaTUTC C, IIpU KOTOPBIX KO>KHBIM 3yA MOXKCT IIOSABUTHCA HaA

MOCJICAHUX HEACNISIX OEPEMEHHOCTH.

B 10% cmy4aeB BO Bpemsi OEpEeMEHHOCTH MOTYT TIOSIBUTHCS KaMHU B

KEITYHOM Iy3bIpe WM OWIMApHBIA CIaIK, SpKas CUMIITOMAaTHKa HaOmogaeTcs y

1,2% N3 OTHUX IAIIMCHTOK. ]_—[I/IaFHOS OCHOBBIBACTCSI Ha aHAJIM3€ KIMHUYECKOU
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KAPTUHBI, TIOBBIIIEHWM YPOBHS IME€YEHOUHbIX Npo0, panHbix Y3U. Ilpu
BO3HUKHOBEHUU OOCTPYKTHBHOTO XOJecTa3a B pe3yjibTare 3aKylNOpKH KaMHEM
O0IIero >KeTYHOrO MPOTOKA WM YXYIUIEHMH TEUEHUs NaHKpeaTuTa CIeayeT
BbINOJIHUTh DPXIID, COUHKTEPOTOMUIO U IKCTPAKIMIO KaMHsS TOJ MPUKPBITHEM
aHTUOMOTUKOB (aMmUIWIUIMH). [l Hapko3a B HEOOJBIIMX 033X MOTYT
UCIIOJIb30BAThCS MENEPUINH, POo1to¢oil, PEHTAaHUI U MHUI030JIaM.

10.2.  Ilpumenenue  neKapcmeeHHvLIX  Npenapamoe  npu  JeyeHuu
xXonecmamuieckux 3a601e6aHULl neyeHu 80 8pems bepeMeHHOCHU.

B ciydae HEAKTUBHOIO WM  MAJOAKTHBHOIO  XOJECTaTHYECKOTO
3a00eBaHUsl TEYEHW y OKCHIIMH JIETOPOJHOrO  BO3pacTa  BO3MOXHA
HEOCJIOKHEHHasi 0epeMeHHOCTh 0e3 000CTpeHuUsI 3a00JIeBaHus TIeYeHU. Y OOJIbHBIX
AU wnmm mnepekpectHbiM cuHapomoMm [IBLI/AUIT Bo3MoOxHO o0OOCTpeHHE
3a00JIeBaHuUs BO BpeMs OEpEMEHHOCTH WJIH TOCJIE POJIOB.

V/IXK. 1lpu xojiecTaTUYECKUX 3a00JIEBAHMSIX pa3peliaeTcsi MpUMEHEHUE
YJIXK BO BTOpOM U TpeTbeM TpuMecTpax OepemeHHocTH. Hu y mMarepeit, HU y
HOBOPOXXJICHHBIX HE 3a(UKCUpOBaHO MOOOYHBIX 3 dexkToB npumenenus Y XK.
Jlns npumenenust Bo Bpems rpyaHoro BckapminBanus Y JIXK He ogoOpena, B TO
&Ke BpeMmsl clielyeT OTMETUTh, UTO Mpernapar MpakTUYecku Oe3omnaceH ais peOeHKa,
NOCKOJIBKY B TPYIHOM MOJIOKE HE OOHapy»KEHO 3HAUUTENbHOE COJCp)KaHUE
YIAXK.

Kopmuxocmepouow. Vcnionb3oBanue npeaHU30JI0Ha O0€30MacHO BO BpeMs
OEpEeMEHHOCTH W JIAKTalluM, OJHAKO MpU NPUMEHEHUU B IEPBOM TPUMECTpE
OEpEMEHHOCTH YBEJIMYMUBACTCS PUCK Pa3BUTHSI paclleIrHbl HeOa (Boubs ry0da) y
JEeTen.

Azatnonpun. IlpumeHenue  azarvonpuHa  Oe30mMacHO BO  BpeMs
OepeMEeHHOCTH, B TO JK€ BpeMs B HCCIEIOBAaHUSX Ha >KUBOTHBIX OINMCaH
TEepaToreHHbll 3QexT npemnaparta. Pucku u BbIroga Tepanuu a3aTHONPUHOM

JOJIZKHBI B ACTAJIAX O6Cy}K,Z[aTI>C}I C H&HHCHTKOﬁ. B rpyanoc MOJIOKO a3aTHOIIPUH
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MPOHUKAET B OYEHb HEOOJIBIIMX KOJUYECTBAX, OJIHAKO BO3MOXHOCTb TPYIHOTO
BCKapMJIMBAHUS TAKXKE JI0JDKHA PEIIaThCsl MHIAUBUAYAIBHO.
Pexomenoayuu:

1. Junarno3 BXb ycranaBimMBaeTcss HA OCHOBAHUM MOSIBIICHUS 3YyJla BO BpEMs
O0epeMeHHOCTH, MOBbIIEHUST YpOoBHS AJIT M KeTuHBIX KUCIOT HATOILIAK B
CBIBOPOTKE KPOBH M HCKIIOYEHUS [PYTHX MPUYMAH 3yJa U HapylLICHUs
byaknun nedenn (LHII-2/C2). JlmarHo3 cumTaeTrcs MOATBEPKICHHBIM
MOCJIE HOpMAJIU3AI[UU TIEYCHOYHBIX TIPOO TOCIIe POJIOB.

2. Xenuun ¢ BXb cnemyer uHopMupoBath O  BO3MOXHOCTH
npexeBpeMeHHbIX posioB (1I-2/B1). CneunansHoe HaOMIOAEHUE 3a MJI0JI0M
He pexomenayetrcs (III/C2). ITpuem YV IXK ymeHbIIaeT BEIPAXKEHHOCTH 3y/1a
U yiydmaer nedeHouHble mpoObl (I/Bl), HET gocTaTOUHBIX JAaHHBIX O
3alIUTHOM JEHCTBHM TMpernapara B OTHOIICHUU Pa3BUTHUS OCJIOKHEHUH Yy
mwiona (II-1/C2). Ilpu yaiuHEeHWH NPOTPOMOMHOBOTO BPEMEHU CIEIYET
HazHayate BuTtamuH K (III/C2). Bpems ponopaspeiieHust cleayeT
o0CyXJ1aTh B KaxkJ0M KOHKpeTHOM ciyyae (I11-2/C2).

3. Jlna nedeHus] KIMHUYECKHM MaHU(PECTHBIX XOJECTaTUUYECKUX 3a00JIeBaHUMN
neueHu y 0epeMEeHHBIX MOXKHO MCIoJib30BaTh Y JIXK BO BTOpOM U TpeTheM
tpumectpax (I/B1). Ins nedenne AW Bo BpeMs GepeMEHHOCTH CIETyeT
MCIIOJIB30BaTh MPEIHU30JI0H (BO3MOKHA KOMOWHAIUS C a3aTUOIIPUHOM) JIJIst
MpenoTBpaIeHus 000CTpeHusT 3a00JeBaHUsA, UYTO MOXKET HMETh OoJiee
3HAYMMBbIE HETaTUBHBIC TOCJIEICTBUS [JII HCXOJa OEpPEMEHHOCTH, YeM
MOTEHIIUAJIBHBINA pucK puMeHenus iekapcTs (I11/C2).

4. Ilpn mosBIIEHWM KIVMHUKUA XOJIEIMTAA3a TIPU OCEPEeMEHHOCTHU CJIEIyeT
BBITIOJTHUTh YHAOCKOMUYECKYIO CPUHKTEPOTOMHIO M yaaneHue kamus (I1-
3/Bl). Jlaxke B TiepBOM TpHUMECTpe OEPEMEHHOCTH PEHTIC€HOBCKOE
WCCJICIOBAHUE HENB3s CUUTaTh abCcomoTHO TpoTuBornokazaHHeiM (I11/C2).
[Ipu OecCUMITOMHOE TEYECHUU KETYHOKAMEHHOM 007e3Hu

XOJICIUCTIKTOMUIO CIIEYET BBITTOHUTH mocie poaos (III/C2).
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10. Bneneuenounsie nposasienHus xonecmasa.

11.1. 3yo.

KoxHbIit 3y MOXET OBITh CHMITOMOM XOJecTa3a 000N 3THOJIOTHU.
[TaToreHes 3yna 10 HacTOSALIEr0 BpeMEHM He paciiu@poBaH. B TepMHHAIBHBIX
cTanusx 3a0o0jieBaHUMM II€YeHM 3y MOXeT ocnabeBatb. Her nocrarounoi
nokaszatenbHON 0aspl, uro YJIXK ymensmaer 3ym mnpu  xosecraze, 3a
uckiroueHneM ciaydaes BXDbB. Kak mpemapar nepBo JMHUM Uil KyIUPOBaHUS
3yJa IIMPOKO MCHOJB3YIOT XOJECTHpaMHUH. B psae ciayyaeB mpoOsieMOld MOXKET
CTaTh IUIOXasl MEPEHOCHUMOCTh MperapaTa M3-3a €ro BKyCa, YTO MOXHO PEUIUTh
nobasneHueM (¢pykroBoro coka. Crneayer umerb BBuAy, uto Y/IXK cnenyer
IPUHUMATh HE paHbllle, 4YeM uepe3 4 Jaca mocie npueMa XoJecTUpamMuHa, 4TOObI
IPEIOTBPATUTh €€ CBSI3bIBAHUE U CHIDKEHUE Y(PPEKTUBHOCTH.

[IpenapatoM BTOpPOWM JWMHUM ISl KYOUPOBAHUS 3yAa CIY>KUT aroHUCT
nperHaHoBoro X peuenrtopa pudamnuivH. EcTh NaHHbIE O €ro ABYXJETHEM
s pextnBHOM TpuMeHeHHH. Y 12% OONBHBIX C XojecTa3oM Ha (oHE mpuema
pudaMIuIMHa OMKMCAHO PAa3BUTHE JIEKAPCTBEHHOrO remaTtuta vepe3 2-3 Mmecsua
npuema. Iloaromy BaXHO HAauMWHATH JIEYEHUE C MaJIbIX J103, TUIATEIBHO
MOHHUTOPUPYS MTEYCHOYHBIE IPOOBI MEpe]] YBEIUUECHUEM JI03bI.

K mpenmaparam TpeThell JIMHMM OTHOCAT AHTAarOHUCTHI OnMouAoB. Mx
IPUMEHEHUE OTPAaHUYMBAIOT PEAKLIUY, HATOMUHAIOIUE CUHAPOM OTMEHBI.

Ecte nannbie 00 3(Q¢eKTMBHOM MPUMEHEHUU CepTpalivHa (MEXaHU3M
NehcTBUS He sceH). He pexkomeHayeTcs HCHONb30BaHWE AHTUTHMCTAMUHHBIX
cpenctB (oTcytcTBue A dexTa), oHmanceTpona (orpannueHHas 3QpGEeKTUBHOCTD) U
dhenobapOuTana (BeIpakeHHbIC MOOOYHBIE YPGHEKTHI).

[Ipu pe3ncTeHTHOM K Tepamnuu 3yJ€ OMUCaHbI CIydau MO3UTUBHOTO 3 dekTa
OT MPUMEHEHHSI IKCTPAKOPIOPAIBHOTO ajJbOyYMUHOBOIO Main3a, Iasmadepesa u
JPEHUPOBAHUE XKEITUHBIX ITPOTOKOB. IlocieHuM cpencTBOM JiedueHns 3yJa MOKET

BBICTYIIATh TPAHCILIAHTAIWA IICHCHU.
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Pexomenoayuu (Puc.2):
l. Tepamnust nepBoit nuHun — xonectupamud 4 r 10 4 pa3 B aeupb (II-2/BI1).
Crnenyer pa3HecTd IpHEM XOJIECTUPAMUHA U JAPYTHUX JICKAPCTB MO MEHbIIEH Mepe
Ha 4 gaca (1I-3/B1).
2. Tepanus BTOpo¥ JNUHMM — pudaMIMIMH B cTapToBOoM m03¢ 150 wmr, mpu
THIATEJIPHOM HAOJIOACHUM 3a MEYCHOYHBIMU MPOOAMU MOKHO YBEIUYUTH J103Y
MakcuMatbHO 110 600 mr/aens (I/A1).
3. Tepamnus TpeTbeil TUHUM — HAITPEKCOH per os B o3¢ 50 Mr/meHs (crapToBas
no3a 25 mr) (I/B1). Caegyer paccMarpuBaTh BO3MOXHOCTh HMPUMEHEHHS] 3TOTO
npenapara ToiabKo Mpu HeA((HEKTUBHOCTH MM HENEPEHOCUMOCTH XO0JIECTUpaMUHA
(unu gpyrux noHOOOMeHHbIX cMmoi) U pudamnununa (III/C1).
4. Tepanust dYeTBEpTOM JUHUM — CEPTPAIMH NOpU HEIPPEKTUBHOCTH
BbIlIeyKa3aHHbIX npenapatos (1I-2/C2).
5. IIpu Hes(pPeKTUBHOCTH BCEX MEPEUUCIEHHBIX MPENnapaToB BO3MOMXKHO
HalpaBJICHUE TMAIMEHTOB B CHCIUMAIU3UPOBAHHBIE IEHTPHI [JIsi TMPOBEICHUS
HKCTPAKOPHOpAIBLHOTO  adbOYMHHOBOTO  Juanu3a,  mia3madepesa WU
JIpeHUpPOBaHUs keTuHbIX poTokoB (11I/C2).
6. Ecnu Bce BblllIEIEpEUUCIICHHBIE JIEKAPCTBA W METOAbl  OKa3bIBAKOTCS

Her((PEKTUBHBIMU, BO3MOKHO BbITIOJIHEHHE TpaHcTuianTauu neuenu (I1II/C1).

11.2. Cnabocmp.

Cnabocte — xapaktepHbii cumnTom [IBIl, BbeIpakeHHOCTH €€ He
KOppEeNUpyeT ¢ TSKECThIO 3a0oJieBaHus meueHu. [Ipexae yem OTHeCTH JTaHHbBIN
cumnToM K mnposieieHusiM [IBL] cinexyer uWCKIOUUTE JOpyrue BO3MOXKHBIC
MPUYUHBI, B TOM unciie AUT.

Pexkomenoauuu:

1. HeoO6XxomMMO UCKIIOYNUTh THUIOTHUPEO3, aHEMHUIo, AualbeT, IEmpecCuro,

nobouHoe aerctBue ekapcts u np. (II1/C2).
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2. CaenyeT MUHUMHU3UPOBATH MPOBOLUPYIOLIUE CIa00CTh (aKTOPbl (M30BITOK
AHTUTUNIEPTEH3UBHBIX TMPENapaToB, HApyIICHWE CHA BCJEACTBUE YMOTPEOICHHUS
ko(de B BeuepHue yachl) (I11I/C2). Baxna ncuxosorudeckas moiepkka.

3. JIns xynupoBaHusi ciaabOCTH HE TOKa3aHO MPOBEACHHE TPaHCIUIAHTAIUH

ne4yeHu (ecnu K 3Tomy HeT Apyrux nokazanuii) (III/C1).

11.3. Ocmeonopos.
Pexkomenoauuu:

1.Y Bcex OOJBHBIX C XOJECTa30M CIIEAyeT OLEHUTh PHUCK pPa3BUTHUS
OCTE0Iopo3a, obpaias 0co00e BHUMaHHWE HA YCTPaHUMbIE (PAKTOPBI PUCKA U
COBeTHI 10 Mo pukauu odpaza xkuzau (I11I/C2).
2.1lpy  yCTaHOBIEHMHM  JWAar€Ho3a XpPOHUYECKOTO  XOJIECTATUYECKOIO
3a00J1€BaHUsl TICYEHH HEOOXOAMMO BBINOJHUTE jAeHcutoMerputo (III/C2).
[loBTOpHOE WHCCIEIOBAaHME TPOBOJSAT €XKETrOJAHO B  3aBHCUMOCTH  OT
BBIPQKEHHOCTH XOJIECTa3a U MHAMBUAYAbHBIX PakTopoB pucka (III/C2).
3. Pexomennyercs nmpumenenue kanbius (1000-1200 mr/nens) u BuramuHa D
(400-800 ME/nenn) y Bcex OOJBHBIX XOJECTAaTUUECKUMU 3a00JE€BaHUSIMU
NEYEHU, XOTS 3TO MOJOXKEHHE HE MMEET JOCTAaTOYHOM J0Ka3aTeabHOU 0a3bl
AI/C2).
4. Ecnu npu nedHcutoMeTpun T<-2,5 WM uMell MeCTO NaTOJOTHYECKUU
nepeniom  (I/B1) HeoOxomgumMo Ha3HAUWTh  AJICHAPOHAT WM  JPYTHE
oudochonarel, npu T<-1,5 Ha3zHaueHHWE OTUX IMPENaAPaTOB XKEJIATCIHHO

(I/C2).

11.4. Kupopacmeopumble sumamunbl.
Pexkomenoauuu:
1. Bcem GOJBHBIM € XOJIECTa30M CIENYyEeT Ha3HA4aTh MPEMapaThl KajbIUs H
BUTaMMH D mepopanbHO B KauyecTBE COCTaBHOM YacTH MPOrpaMMbl IO

npenynpexaenuto ocreonoposa (I11I/C2).
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2.B ciydasx BBIpaXEHHOIO XOJIeCTa3a NpPU HAIWYUM CTEATOPEH WIH
JIOKa3aHHOM HH3KOM YPOBHE >KHUPOPACTBOPHUMBIX BUTAMUHOB CJEIYET
Ha3HauuTh BUTaMuHbl A, E 1 K per os (I1I/C2).

3. [lapentepanbHoe Ha3HaueHue BuTamMuHa K mokazaHo mnpoduiakTUdecKu
nepes IMPOBEIECHUEM HHBA3UBHBIX IPOLEAYpP B CIIy4asX BBIPAXKEHHOTO
XoJiecTas3a U Ipu BO3HUKHOBeHUHU KpoBoTeueHus (1I-2/C1).

11.5 Bapukosno pacuiupennbvle 6eHbl Nuwesooa U 2enamoyenntonapHast

KapyuHoma.

Kak v npu apyrux XpoHUYECKUX OOJE3HSAX MEYEHU, NP XOJECTATHUYECKUX
3a00JIeBaHUSAX PAa3BUBAIOTCS BAapUKO3HO PACHIMPEHHBIE BEHbI MHIIEBOJA U
renarone/uIoisipHas KapuuHoma. IIporpaMMbl CKpUHUHTA, NPOQPMIAKTUKH U
JICYEHMS] aHAJIOTUYHBI TAKOBBIM MU APYruX 3a0oJieBaHusX nedyeHu. HezaBucumbie
(dakTopbl pHCKa pa3BUTHS BapUKO3HO pacUIMpEeHHBIX BeH y OoibHbIX [IBLI:
ypoBeHb TpoMOouuToB <200000/MM , ypOBEHb CBIBOPOTOUYHOrO anbOymuHa <40

r/n u CBIBOPOTOYHOTO omnnpyouHa >20 MKMOJIb/JI.
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P HUCYHOK 1. AJ'H"OpI/ITM JUArHOCTHUKHU XOJICCTaTHYCCKHUX 3a00JIeBaHUI [TEYECHH Y B3pOCJbIX MAITUCHTOB.
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P HUCYHOK 2. HOZLXO,Z[LI K TCpaIinn KOKHOI'O 3yJa IpH XO0JICCTAa3e.
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