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Hluppun

1.Memooonozcus.

JlokazaTenpbHOM 0a30i AJ1s1 pEKOMEHAIUHN CITyXKaT MyOJIMKAI|H, BOLIEIITNE
B 0a3pl manHbiX PubMed wm Cochrane. [l oOIeHKH KadecTBa M CHJIBI

JI0Ka3aTeIbCTB UCTIOIb30BATUCH PeHTUHTOBBIE cxeMbl (Tabmuubl 1a u 1b).

Tabnuua la. PeiftuHroBas cxema JJis OUEHKHU YPOBHSI I0Ka3aTEIbHOCTH.

YpoBens | JlokazareanbHas 0a3a

I Pangomu3upoBaHHbIE KOHTPOJIUPYEMBIE UCCIIEIOBAHUS

II-1 Kontponupyemsie uccienoBanue 6€3 paHIoMu3aIuu

II-2 AHQJIMTUYECKHE UCCIIEOBAHUS CIIYy4ali-KOHTPOJIb UM KOTOPTHBIE
I1-3 Omnucanue cepuil  ciaydaeB, OTIEIbHBIE HEKOHTPOJIUPYEMBIC

OKCIICPUMCHTAJIbHBIC pa60T51

11 MHeHne aBTOPUTETHBIX SKCIIEPTOB, OMUCATEIbHAS SUIEMHUOIIOT U

Tabauma 1b. PelituHrosasgs cxema A OIEHKA CTEIEHH HAAEKHOCTHU

PEKOMEHTAIUNA.
YpoBeHb HAIEKHOCTH IHosicHeHus Ob6o3HaueHust
PeKOMeHaLMH

Bricokuii ManoBeposTHO, YTO A
JaJIbHEUIIINE
WCCJIEIOBAHUS U3MEHSAT
CyILLECTBYIOLIEE
TIOJIOKECHUE

Cpennuit JlanbHelimmue B
HCCJIEIOBAHUS MOTYT




IIOBJIMATH Ha Y6C)KIICHI/IC
B BCPHOCTH
CymeCTBYIOUICTO
TIIOJIOKCHMUA

Huzkuit JlanbHeime C
HCCIIeIOBAHUSI MOTYT
M3MEHHUTh MHEHHE O
CYILIECTBYIOIIEM
MTOJI0KCHUH

Pexomenganun IosicHeHunA

Bricokoii cuiibl OcHoBaHBI Ha 1
MPOBEICHUU
BBICOKOKQUE€CTBCHHBIX
HUCCIIeI0BaHUMN

Cnaboii cuiabl OcHoOBaHBI HA 2
HCCIIEI0OBAHUSIX,
OTpaKarolIuX pa3InIHbIC
MHEHHSL.
COOTBETCTBEHHO,
PEKOMEHIAITUHU BBITIISIAT
KaK MEHee YETKHUE U
OTIpe/ICIICHHBIC

2. /luaznocmuka xonecmasa.

XomnecTta3 MpeAcTaBiIseT cOOON HAapyLIEHHWE CHHTE3a, CEKPELHMH M OTTOKa
xemun. KimHuueckue mpusHaku Xxonecra3a — ci1aboCTh, KOXKHBIM 3yd U B psae
ciydyaeB kentyxa. [lpy  OeccUMNTOMHOM  TEYEHUMM  XOJiecTa3a paHHHE
OMOXMMHUYECKHUE MapKephbl — MOBBIIMICHUE YPOBHS LIenoyHo ¢ocdaTassl (ILD) u
y-rmotamunTpancnenTtuaassl (Y-1'T), B qanbHelieM npucoeANHsIETCS MOBBIILICHNE
YPOBHSI KOHBIOTUPOBAHHOTO OwminpyOuHa. XojecTa3 NPUHATO pa3ienarTh Ha
BHYTpPU- U BHENEUYECHOYHbIH. BHYyTpuIneueHOUHBI XojecTa3 MOXKeT ObITh
CeCTBUEM (PYHKIMOHANBHBIX JAe(PEKTOB O00pa3oBaHUS KEJIUYM Ha YPOBHE
renaTouuTa Wik OOCTPYKIIMH Ha YPOBHE BHYTPUIIEUEHOUYHBIX KEITUHBIX TPOTOKOB.
B pa3BuTum xonecraza MOryT IPUHUMATh y4acTHe 00a MeXaHU3Ma, HallpuUMep Mpu

JII/IM(l)OMaX. XoJiecTasz CUuTaeTCs XPOHHUYCCKHUM, CCIIN OH IJIUTCA 0oxee 6 MCCILICB.




B ocHOBe MHOrux XojecTaTHU4eCKUX 3a007eBaHUM JIEKUT BHYTPUIICUECHOUHBIN
X0JIECTa3, OAHAKO B CJIy4ae CKIEPO3UPYIOMIETO XOJAHTMTa MOTYT MOPAXKATHCS
MEJIKHE W KpYIHble BHYTPH- W/UIU BHEINEUYEHOUHBbIE >XET4Hble NpOTOKHU. llpu
0ECCUMINTOMHOM TEYEHUM XOJECTa3 MOXET ObITh BBISBIEH CJIy4alHO TIO
nopbilieHU0  ypoBHen I® wu vy-I'T 1npu npoBeaeHUM AUCIIAHCEPHOIO
oOcne0BaHMs WM MCCIEOBaHUS OMOXMMHUYECKUX TECTOB MO MOBOIY JIPYroro
3a0oneBanus. s xonecrasa Majio CeU(PUYHO MU30JIMPOBAHHOE TOBBIIICHUE Y-
I'T, uro MoxeT ObITh pPE3yJbTaTOM HHAYKIMH (PepMEHTa B OTBET Ha MPHUEM
AJIKOTOJIsI WM JIEKapCTBEHHOTO Mpemnapara. M30J1UpoBaHHOE MOBBIIEHUE YPOBHS
I® wmoxer ObITh OOHAPYKEHO NPHU MPOTPECCUPYIONIEM BHYTPUIIECUEHOYHOM
CEMEMHOM XosecTaze | u 2 Tuma, HapylIeHUsIX CUHTE3a JKETYHBIX KUCIIOT, a TAKKE
B ciydae OBICTpPOTO pOCTa KOCTHOM TKaHu (y JAeTeil), 3aboieBaHUsAX KOCTEH
(Oonesnp Ilemxera) mam Bo Bpemsi OepeMEHHOCTH. J[MarHOCTHYECKUM YPOBHEM
MOBBIIIEHUSI MAapKEpOB XOJiecTa3a MPUHATO cuuTaTh noBbimieHue [P B 1,5 or
BepxHeil rpanunsl HopMmbl (BI'H) u mnoeeimenwe y-I'T B 3 pasa or BI'H.
HuddepenumanbHas AMarHOCTUKA MPU XOJIECTa3e BKIIOYAET JOCTATOYHO OOJbIION
Kpyr pasznuuHbix 3aboneBanuit (Tabmn.2a, 2b). Tem He MeHee, MEpPBBIA Ba)KHBIN
ATaIl JUarHOCTUYECKOTO NMOMCKA — 3TO pa3srpaAHUUYECHUE BHYTPU- U BHEIIEUEHOYHOTO

XO0Jiecrasia.

HeoOxonuMm TmiaTenbHBIA aHaIM3 aHaMHE3a U MOJIPOOHOE (PU3MKAIBHOE
UCCJeIOBaHME. YK€ Ha ATOM 3Tare ONBITHBIM KIMHUIHUCT MOXET COCTaBUTh
BEpHOE TMPEJCTaBICHUE O TMPHUPOJIE XoJiecTa3a. BaXHO BBIICHUTH HAJMYUE
npoecCHOHaNbHbIX BPEIHOCTEH M YTOYHUTH JIEKAPCTBEHHBbIH aHamHe3. JIroOoi
npenapar, NpUHUMaeMblil B TeyeHue 6 Heaenb 10 MaHudecTtanuu xosecrasza (B
TOM 4YHCIIe, TpaBbl, BUTAMUHBI M TMp.), MOKHO paccMaTpUBaTh KaK MPUUYHHY
X0JIecTa3a U CJleyeT ero OTMEHHUTh. Y Ka3aHHe Ha JTUXOPaAKy ¢ 03HOOamMu U 060Jb B
npaBoM nojapedepbe ¢ O0NBIION A0JEH BEPOSITHOCTA TOBOPUT 00 OOCTPYKTUBHOM

XOJIaHTUTe (B YAaCTHOCTU, Ha (OHE XOJIEJO0XOJINTHA3a), OAHAKO, TaKas KapTHHA



MOXXET OBITb W TPHU AJIKOTOJIBHOM T€MaTHTe, U pPEeXe MpPU BUPYCHOM TeNaTuTe.
JIOCTOBEpPHOCTh MPETONIOKEHUS 0 HAIMYUUA OUIIMApHON OOCTPYKLMHU MOBBIIIAIOT

JaHHBIC O HepeHeCCHHOﬁ OIIcpalvu Ha KCIIYHbBIX IIYTAX. Ha HaCJICACTBCHHOC

Tabmuma 2a

IIpu4nHBI BHYTPHIIEYEHOYHOI0 X0JIeCTa3a Y B3POCJIbIX

I'enamouennionapuulii xonecmas

Cercuc, SJHIOTOKCEMHUS

BupycHeie renatutsl

AJKOTOJIBHBIN U HEAJIKOTOJIbHBIN CTEAaTOrenaTuT

JlexapcTBeHHBIN X0J€cTa3, XojaecTa3 Ha (poHe MapeHTepaIbHOrO MUTAHUS

['enernueckue HapyleHus: JOOPOKAYECTBEHHBIN PELUIUBUPYIOLIUN BHYTPUIIEUEHOUYHBII
X0JIeCTa3, MPOTPECCUPYIOIINI CEMEHHBIN BHYTPUIIEUYCHOYHBIN X0JiecTas, nedpuuut ABCB4,
BHYTPUIICUEHOYHBIN X0JecTa3 0EpEMEHHBIX, IPUTPONIOITUYECKASE TPOTONOPPUPHUS

3okavyecTBeHHbIE HHPUIBTPATUBHBIC 3a00JIEBAHMS: TEMATOJOTUYECKHIE 3a00JICBAHMS,
METAacTa3bl OMyXOJIH

JlobpokauecTBeHHBIC MHDUIBTPATUBHBIC 3a00JICBAaHUS: aMUJIOUI03, CAPKOUTHBIN TeMaTUT 1
Jpyrue rpanyieMaTo3bl, 00J€3HN HAKOTIEHUS

[TapaneoracTuyeckue CUHAPOMBI: JIMM(OrpanyaemMaTo3, pak HOUKH
[Topok pa3BuUTHS )KETYHBIX IPOTOKOB: BPOXKIACHHBII MeUueHOUHbIH GpuoOpo3
VY3110Bast pereHepaTuBHas TUIEPILIA3US

Cocymuctelie 3a00neBanus: cuHapoM banna-Kuapu, BeHO-OKKITI03HOHHAs 00J1€3Hb, 3aCTOMHAS
IICYCHb

Huppo3 1060 3THOIOTHI

Xonanzuoyennionapuulii xonecmas
[lepBuunblit Ounuapubiil nuppo3 (AMA+ AMA-)
[lepBHUYHBIN CKIEPO3UPYIOMIANA XOIAHTUT

[Tepexpectubie cunapombr AUT/IIBL u AUT/TICX



IgG4-acconmupoBaHHBIN XOJTAHTUT

WNnnonatnyeckas TyKTOTIEHUS B3POCIBIX

[Topok pa3BuTHS KETYHBIX IPOTOKOB: OMIIMapHasi ramapToma, cuaapom Kapomau
MyxkoBucuaos

JlekapcTBeHHas1 XOJIaHTUOTIATHUSA

bone3np TpaHcIuiaHTaT IPOTUB XO3IMHA

BropuuHblii ckiiepo3UpyOMUN X0JaHTUT: HalIpUMeEp, Ha (POHE XOJIAHTHMOJIUTHA3a, UIIIEMUYECKast
XOJIaHTUONaTHs (HacIeICTBEHHAs TeMOpparuyeckas TelIeaHru03KTa3usl, y3eIKOBBIH
MOJINAPTEPUUT U JIPYTUE BACKYJIMUTHI), MHPEKIIUOHHBIHN X0saHruT ripu BUY-undexnuu u npyrux
(dbopMax UMMYHOCYIIPECCUU U T.JI.

Tabnuma 2b

HpI/I‘II/IHbI BHYTPHIICICHOTHOI'0 X0J1€CTa3a Y HOBOPOKACHHBIX U aeTen

Merabonndeckue 3a001eBaHUS

- C BOBJICUEHHEM OMJIMAPHOTO TPAKTA: HEJOCTATOYHOCTD 0.1 -aHTUTPUIICHHA,
MYKOBUCII/I03

- 06€3 BOBJICUCHHS OMIIMAPHOTO TPAKTA: TAIIAKTO3EMUS, TUPOIUHEMUS, NEHEKTHI
OKHCJICHUS )KUPHBIX KUCJIOT, 00J1€3HU HAKOIIJICHHUS JIMIIUIO0B U TJIMKOI€HA, IEPOKCHCOMAJIbHBIC
paccTpoicTBa

- crieuuduueckre HapyleHus ounapHoi GyHKIMU: HapyllIeHus: OMOCHHTE3a U
KOHBIOTAIIMH KEITYHBIX KUCIOT, HApYHUICHHUS] KaHAIbLIEBOU CEKpEeIUH (IIPOrpecCUpyIOLInil
CEeMEHBI BHYTPUIIEUEHOYHBIN X0JIECTa3)

YMeHbIIeHHE YUCIIa KEITYHBIX IPOTOKOB
- CUHJIPOMHBIE: CUHJIPOM AJIaXUIIs
- HECUHJIPOMHBIE
[Topoku pa3BUTHUS KETYHBIX TPOTOKOB
WNudpekuun: OakrepranbHble, BUPYCHBIE
Toxkcuueckue: napeHTepanbHOE UTaHUE, JICKapCTBa

WnuomaTudeckuii HEOHATANbHLINA I'eIaTUT



Huppo3 1060 3THOIOTHI

3a00JIeBaHUE MOXKET YKa3bIBaTh 3a00J1€BAEMOCTh XOJECTATUUECKUMU OOJIE3HAMHU B
cembe. HekoTopble BapuaHThl XOJieCTa3a MOTYT OBbITh BBISBICHBI TOJBKO MPH
OTpPEJICTICHHBIX O00CTOSTENbCTBAX (OEPEMEHHOCTh, JIE€TCTBO, TpPAHCIUIAHTALIMS
neyeHn, BUY-undexuus), yto TpedyeT npoBeeHus CIeMATIbHBIX UCCIIEIOBAaHUH,

HE00s3aTeJIbHBIX JJIs1 BCEX ITAalIMCHTOB.

IlepBpIM 1mIaroM Ha NyTH HCKIIOUEHHUS pPACUIMPEHUsT BHYTPU- U
BHETIEYEHOYHBIX KEITYHBIX MPOTOKOB U HAIMYUS O0BEMHBIX 00pa30BaHUMN JTOJKHO
ObITh ynbTpa3ByKoBoe uccienoBanue (Y3U) opranos OpromHo# mosoctu. Y3U
o0nagaeT  JOCTAaTOYHOW  YYBCTBUTEIBHOCTHIO M  CHEHM(PUYHOCTHIO,  3TO
HEHWHBA3UBHBIH, JOBOJBHO PACIIPOCTPAHEHHBIA U OTHOCUTENBHO HEAOPOTOM METO/I.
K ero Hegoctratkam cieayeT OTHECTH CYOBEKTHBHOCTb OLICHKH pE3YyJbTaTOB
UCCIICIOBAHUSI, a TaKXE€ BO3MOXHOCTb NPOMYCTUTh HM3MEHEHUS IKEITYHBIX
IIPOTOKOB, CBOMCTBEHHBIX CKJIEpPO3UPYIOLIEMY XOJaHruty. Kpome Ttoro, kak
MpaBWJIO, HEJAOCTATOYHO XOPOUIO BHU3YAIM3UPYIOTCS HIDKHAS 4YacTh OOLIEro
KEITYHOT'O IIPOTOKAa M IOJKEIIyJI04YHas keye3a. Pe3ynpTarbl KOMIBIOTEPHOU
ToMorpaduu MOKHO CcUUTaTh Oojiee OOBEKTHMBHBIMH, OJIHAKO HCCIIEIOBAaHUE
CBA3aHO C ONPEACIICHHOW Jy4yeBOW Harpy3kod M MoxeT ycrynatb Y3U B
M300pakeHuu OmnrapHoro Tpakra. Jlig BU3yain3anus KeITUHbIX IPOTOKOB MOYKHO
MCIIOJIb30BaTh MAarHUTHO-PE30HAHCHYIO XoJsiaHruomnankpeatorpaduio (MPXIID).
Bo3MoOXHOCTM MeToJa B  BBISBICHUM OOCTPYKIMM JKETYHBIX TMPOTOKOB
CONOCTABUMBI C TaKOBBIMU NPHU MPOBEICHUH SHIOCKOIMHMYECKON peTporpagHoin
xonanruonankpeatorpadun (DPXIIT). Duagockonudeckoe ¥Y3U MokeT cuuTaThes
anekBatHoM 3ameHor MPXIID' ns BbIABICHHS KaMHEW XKETYHBIX IIPOTOKOB U

ApYTUX NPUYUH BHETICUEHOYHOM OMIMapHON 00CTPYKIIUU.



BHeneueHouHast oOCTpyKLHMS JKEMTYHBIX IyT€Hd MOXKET OBITb BbI3BaHA
KaMHSIMH, OMYyXOJIAMH, KucTaMu wiu ctpukrypamu. DPXIIIT octaercst 3010ThIM
CTaHJApTOM IS BU3yalIH3aluMKd OWIMApPHOrO TpakTa M YCTPaHEHUS MPUUYUH
BHEMEUECHOYHOM OWiIuMapHOW OOCTPYKIIMH, OJHAKO Jake TMpU TMPOBEICHUU
UCCJIEIOBAHUS OMNBITHBIM CIEHMAIMCTOM BO3MOXKHO PpPa3BUTUE OCIIONKHEHUMN
(mankpearuta B 3-5% ciyyaeB; TMpU TPOBEACHUM CPUHKTEPOTOMUU —
KpoBoTeueHus — 2%, xonanruta — 1%, neranbHocth — B 0,4% ciyuaeB). Takum
o0pa3oM, IpH MOAO3PEHUHM HAa BHEMEUECHOUYHYIO OOCTPYKIIMIO KEIUHBIX MyTeH U
OTCYTCTBUU OJHO3HAYHBIX TIOKA3aHWM I TPOBEACHUS HHAOCKOIMHYECKOTrO

BMeIIAaTeNIbCTBA, cieayeT BenoaHaTh MPXIIT nu6o snm0 Y3U, a ne DPXIIT.

Ecmu MCTOAbI BHU3YyaJIM3dalIlUU HC BBIABIIAIOT MEXaHUYECKOM O6Cpr1(]_II/II/I
JKCIIYHBIX ITPOTOKOB, CJICAYCT COCPCHAOTOYUTHCA HA AHAJIN3C BHYTPHUIICUCHOYHBIX

npuyduH xoJectasa (Tabnuua 2).

VY B3pochbpiX OONBHBIX C XPOHUYECKUM BHYTPUIIEYEHOUHBIM XOJIECTAa30M
CIEIYIONINN JMArHOCTUYECKUM Iar — HCCIEAOBAHHE AHTUMHMTOXOHJPHAIBHBIX
antuten (AMA), mockonbKy mnepBUYHBIM Owiuapubiid muppo3 (I1BL) — camas
yacTas NpUYMHA TOPAKEHUS MENKHUX KETYHBIX MPOTOKOB. J[MarHo3 gocTtoBepeH
npu Hamnuuu AMA B aumarHoctuueckoMm Ttutpe >1:40 m XojmecTaTmdeckoro
npodusis neYeHOYHbIX (EepMEHTOB (NMpPU OTCYTCTBUU JApPYrHX MpuuuH). B
OTIpEJICICHHBIX Cy4asx Hy)xHa Ouorcus neuyeHu. [Ipu orcyrcrBuu AMA cnenyet

BbINOJIHUTE MPXIII' B crieninanu3upoBaHHBIX LIEHTPAX.

Ecnu nmarnos ocraeTcs HESACHBIM, HE0OXoauMa onorncusa neueHu. OcoOeHHO
BaKHO KAa4eCTBO MpOBeJeHUs Oworicuu nedeHu. OOpasell T0JDKeH colepkaTh He
MeHee 10 mopTadbHBIX TPAKTOB, IMOCKOJLKY MOpa)KEHUE TCYCHH OBIBACT KpaiiHe
HEPAaBHOMEPHBIM  TIpH  TATOJIOTMM  MEJKHX JKCTYHBIX MpOTOKoB. [lpm
WHTEPNPETAMA JaHHBIX OWOTICHMHU CIEAyeT NPHICPKUBATHCS CIEIYIONIEH

knaccuduxanuu: (I) 3a0oneBaHus ¢ MOpakKeHUEM KETYHBIX MPOTOKOB (THUIHYHbBIE



cocrosinus mnpezactaBieHbl B Tabn.3): AMA-uneratusnbiii [1BL], u3onupoBaHHbIi
[ICX wMenkux mnpotokoB, nedpunur ABCB4, capkounos3, uauomnaruueckas
IOYKTONIEHUS WA JieKapcTBeHHbIH xoJectas; (II) Oone3nu, He CBs3aHHBIE C
MOPaYKEHUEM >KETYHBIX MPOTOKOB — OOJE3HM HAKOIUIEHHS U UH(DUIBTPATUBHbBIE
3a00/IeBaHUsl  TIEUYEHU: TIpaHyJemMbl IedyeHH (0€3  XOJIaHTHTa), Y3JIoBas
pereHepaTtuBHas Turnepruiasus, 1neano3, pacumpenue cunyconaos u muppo3s; (III)
renaTolEIUIIOJISPHBIM ~ XO0JIECTa3 C ~ MUHUMAJIBHBIMM  THUCTOJIOTUYECKUMU
W3MEHEHUSIMU: JO0OPOKAYECTBEHHBIM PEUUIUBUPYIONINI  BHYTpPUIIEUEHOUYHbBIN
XoJlecTa3, Tepamus OCTPOreHaMM WM aHa0OJMKaMHU, CEINCUC, TIOJIHOE
napeHTepajbHOe MUTAHWE WIM TapaHEOoIJIACTUYECKUN (EeHOMEH. AJTOPUTM

O6CJICI[OBaHI/ISI B3pPOCJIOTO MalrueHTa € XO0JCCTAa30M IMPCACTABJICH HA PUC. 1.

Ta0muna 3

TUNHYHBIE MOBPECKACHUSA 6mmapﬂoro TPaKTa H UX OCHOBHBIC¢ IPUYHUHBI

1. HerHo#HBI 1eCTPYKTUBHBINA XOJIAHTUT

[lepBuuHbIi OUIMAPHBII LIUPPO3
[lepBHUYHBIN CKIEPO3UPYIOIIUNA XOJIAHTUT
AyTOMMMYHHBIN I€IIaTUT
JlekapcTBEHHBIN XOJIAHTUAT

Capkonnos

Hepunur ABCB4

I'ematuter C, B, E

2. ©Oubpo3upyrouuii 00IUTEPUPUPYIOLTUN XOTAHTUT

[lepBHUYHBIN CKIEPO3UPYIOIIUNA XOJIAHTUT
BTopruHbIii CKIEPO3UPYIOIIUN XOJAHTUT
[gG4-accounnpoBaHHbI XOJAHTUT

Capkonos



Jlpyrue XonaHruTel (penkue)

3J10KaYeCTBEHHBIN XOJIaHTUT

Jlumdpombl (X0KKUHCKAs U HEXOPKKMHCKHE)
CucTeMHBIM MacTOLIMTO3

I'uctnonuros

HeilitpodunpHblil X0IaHTUT: HEUTPOPUIIBHBIN 1€pMaTO3

[Topoku pa3BUTHUS KETYHBIX POTOKOB

bunnapabie ramapTOMBI
Cungpom Kaponu

Bpoxnenusiii meueHouHbIN Grodpo3

Pexomenoauuu:

. H606XOIII/IMBI I[eTaJIBHBIﬁ aHaJIn3 HUCTOPHUU 3a00JIEBaHUS U (bHBHKaHBHOC

oocnenosanue (III/C1).

. IlepBpiii »Tan B  nuddepeHIUaIbHON  AMArHOCTUKE  BHTYpHU- U
BHEIIEYEHOYHOI'0 XoJiecTaza — 3To mnpoBeneHue Y3U opranHoB OproimrHoi

nonoctu (III/C1).

. I[JISI B3POCJIBbIX OOJBHBIX C XPOHHUYCCKHUM XOJICCTA30M 0053aTeJILHO

HUCCIICAOBAHNUC AHTHMUTOXOHAPHUAJIBHBIX AHTHTCII (AMA) B CBIBOPOTKC

kposu (III/C1).

. Ilpy HesCHOM TNpHUYMHE XOJIeCTa3a CICAYIOIIMKA JTUArHOCTUYECKHM Inar —

nposeaenne MPXIIT™ (ITI/C1).

. AnbrepHatuBoi MPXII' myis  BbIsBIACHUS JUCTaIbHOM OOCTpyKUUHU

KEIYHBIX MyTel MOXKeT cnykuTh 3Ha0-Y3U (11-2/B1).

. Muarnoctuueckass DPXII" noyikHA BBIMOJHATHCS MO CTPOTUM IMOKA3aHUSIM

(II-2/A1). Ecnu npenmnonaraercsi TepaneBTUUECKOE JeUeHUe, MPeanoYTeHne
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cinenyet otaaBatb MPXIII nnu suno-Y3U, nockonsky nposeaenne IPXIIT

COTIPSKEHO C pa3BUTHEM OCIOKHEHM B psane ciayyaes (I1-2/A1).

7. Ecim IIpUYHHa XOJICCTa3a HC YCTAHOBJICHA Ha MIPCABIAYIINX JSTalldX
JAUArHOCTHYCCKOI'O IIOMCKa M TCCT HA AMA OTpHHaTCHBHBIﬁ, CIcayer

BBINTOJHHTE Onorcuro reueHu (I11/C1).

8. B cnyuae otpunarenbHoro AMA Tecta W JaHHBIX OWOICHM TICUYCHH,
conoctraBuMbiMu ¢ IIBI[ wunu [ICX, uenecooOpa3Ho, €ciii BO3MOXKHO,
BBITIOJIHUTh TEHETHYECKUM aHanmu3 i uccienoBanuss ABCB4 (reHa,

KOJIUPYIOIIEr0 KaHATUKYJISAPHYIO SKCIIOPTHYIO MoMIty (hochoaumnuios).

3. Ilepsuunulit 6Gunuapuvlii yuppos.

3aboneBaHue MOXET MaHU(pECTUpPOBaTh CIa0OCThIO, 3YJOM  W/WIH
KEJNTYXOH, HO, KaK MPaBUJIO, Y OOJBIIMHCTBA MAlIUEHTOB IMarHO3 YCTaHABIIMBAIOT
Ha OeccumnromHol cranuu. B penkux ciyuasx [1BL] nuarnoctupyror Ha craguu
pa3BUTHS  OCJIIO)KHEHU  MOpPTaJbHOW TUNEPTEH3UWH  (aCUUT, MEYEHOYHas
sHIe(aNIONaTusi, KPOBOTEUEHHE W3 BAPUKO3HO PACIIMPEHHBIX BEH MUIIEBOJA).
OOBIYHO TMAarHO3 MOKET OBITh JOCTOBEPHO YCTAHOBJIEH MPU MOBBIIMICHUH YPOBHS
P (e4eHoYHOro NPOUCXOXKIACHUS ) Ha TPOTSHKEHUU 6 MecsleB U Hanmuuun AMA
B JINarHOCTHUYECKOM THUTpe. J(MarHo3 moAaTBEpKIai0T AaHHble OMOICHUU TIEUYEHU C
KapTUHOW HETHOMHOTO JecTpyKTHUBHOTrO XonaHruta. [Ipu I1B1] oGbr4HO moBbIiieH
ypoBeHb III®d u y-I'T. Takke MOryr IOBBIIATBCA YPOBHU TpaHCAMUHA3 H
KOHBIOTUPOBAHHOTO OWIMpPYOMHA, OJHAKO JTH W3MEHEHUS HE SBIAIOTCS
JUArHOCTUYECKH 3HAYUMBIMU. TUMUYHO MOBBIIICHHWE YPOBHS MMMYHOIIIOOYJIMHA
M u ypoBHs XonectepuHa. B pa3BepHyTHIX cTaausx 3a00J€BaHUS OTMEUAIOTCS
CHI)KEHHE YPOBHS CHIBOPOTOYHOI'O adbOyMHHA, YBEIMYECHHE MPOTPOMOMHOBOIO
BpeMeHH U ypoBHs OwmmpyouHa. Y 90% Oonbnbix IIBI BeiaBisitorcss AMA B

JIUArHOCTUYECKOM TUTpe > 1:40, ux cnenuPuyHocTh cocTaniseT 6onee 95%. Ecnu
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BO3MOXHO, omnpenensitor AMA-M2 (anturena k E2 cyObeaumnune mnupyBaT
neruaporeHasHoro komruiekca). Y 30% OoneHbix IIBL] oOnapyxuBarot
Hecrieuuduueckre antuHykieapHele antutena (ANA). Anturena anti-Spl00 u
anti-gp210 obnamaroT cnerudpuuHocThio 6omee 95% mms TIBIl, >t anTuTena
MOTYT MCNOJb30BaThcs B kKauectBe MapkepoB [IBIl B ciayuae orcyrctBust AMA.
UyBCTBUTENBHOCTh 3THX aHTUTEN HUXE HX crnenupuyHocTH. ['HcTonormyecku
Boifiensitor 4 craguu  [IBI] mo Ludwig B COOTBETCTBUM €O CTENEHBIO
BBIPA)KEHHOCTH TOBPEXKJICHUS SKETYHBIX TPOTOKOB, BocmaneHus u (udpo3sa.
[laTorHOMOHUYHBIM B A€0r0Te 3a00J€BAHMS CUUTAETCS OOHAPYKEHHE IPAHYJIEM B
coueTaHuu ¢ (pokarbHON 00JIMTEpaIIUel KETUHBIX POTOKOB. [leueHb MOKET OBbITH
MOpa)keHa HEPaBHOMEPHO, B OJHOM THUCTOJIOTMYECKOM TIpernapaTre MOTYT
MPUCYTCTBOBAaTh Bce 4 cTaauu OO0Ne3HW, JUIsl 3aKIIOUEHHsS] OPUEHTUPYIOTCS Ha

HauOoJsee BoipaxkeHHble n3MeHeHus. Crneunduunsix s [IBL Y3U-npusnakoB He

CYILIECTBYET.
Pexomenoauuu:
1. Hns quarnoctuku I1BL Heo6xoqumo noBbienue ypoBHs 11D u Hamuume

AMA B pgumarHoctudueckoM Ttutpe >1:40 uwnum AMA-M2. B »stoM ciydae
MPOBEJICHNE OMOTICUH TIEUEHH HE SIBISETCS 0053aTeNIbHBIM, HO TTO3BOJISIET OIICHUTD

aKTUBHOCTH U ctaauio 3aboneBanus (I1II/A1).

2. [Ipu oTcyTcTBUU crienU(DUYHBIX AHTUTEN OUOTICHS TIEYeHH HE00X0uMa st
ycraHoBiieHus auarHosa IIBLI. 1Ipu nucnponopuroHaibHOM NOBBIIEHUN YPOBHS
TpaHcamuHas w/wiu [gG Ouorcus Hy>KHa JJi BBISIBICHHS] COMYTCTBYIOIIMUX JTUOO

anbrepHaTuBHBIX nporeccoB (III/C1).

3. AMA-11o3uTHBHbIE OOJIbHBIE C HOPMAJIBHBIM YPOBHEM MEUEHOUHBIX MPOO
JOJIKHBI HAOJIOAATHCS €KErOoJIHO C HCCIEAOBAHHEM OMOXMMHUYECKHX MapKepoB

xonectaza (I1I/C2).

Jleuenue. Pexomenoayuu:
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[TarmuenTs! ¢ T1BLI, BkIroyass OOJBHBIX ¢ OECCHMITOMHBIM TCUCHHEM
3a007€BaHus, JOJDKHBI TIOJIy4aTh TEpamuio ypPCOAE30KCHUXOJEBOU
kucinoror (YAXK) uz pacuera 13-15 mr/kr/nens (I/Al) mnnurenbHO

(II-2/B1).

Xopomuit gmuTenbHbIN dddekt Tepanuu YIXK nabmomaeTrcs y
0o0nbpHBIX Ha paHHuX ctagusax [1BL], a Takke y malueHToOB ¢ XOPOITUM
ouoxumuyeckuM otBeroMm (II-2/B1), koTopblil cienyeT OlIEHUBAaTh
yepe3 1 rox tepanuu. XopomnM OMOXMMHYECKMM OTBETOM yepe3 |
roa tepanuu Y JIXK cuurtaeTcss ypoBeHb CHIBOPOTOYHOTO OUIMpYyOrHa
<1 mr/mn (17 mxmonw/n), yposenb III® <3 BI'H u ypoenbp ACT <2
BI'H («Ilapumxckue xputepuu») unu cHwkenue Ha 40% aubo

Hopmanuzauus yposHs LL® («bapcenonckue kpurepun») (I1I-2/B1).

B Hacrosimiee BpeMsi HE CYIIECTBYET €AMHOTO MHEHHS, KaK JICUUTh
OONBHBIX C CYOONTHMATbHBIM OMOXUMUYECKUM OTBETOM Ha TEPAIHIO
YIAXK. [Ilpennaraercs wucnoib3oBaTh komOuHanuio VYJIXK wu
Oyneconuna (6-9 Mr/neHp) y O0JbHBIX Ha JOUMPPOTUUYECKUX CTATUAX

3aboneBanus (ctaguu [-11I).

TpancrutanTanus TMeYeHu JOJDKHA 00s3aTeIbHO paccMaTpUBATHCS B
TepPMUHAJIBHOW CTaauu 3a00JeBaHUs, KOTJa YpOBEHb OWIupyOuHa
npeBbimaer 6 wmr/mn (103 MKMONIB/A) WIM  HUMEET MeCTO
JEKOMIICHCUPOBAHHBIN IIUPPO3 MEUYCHU C HEMPUEMIIEMBIM KauyeCTBOM
KU3HU WJIM BO3MOXXHOM CMEPThIO B TEUEHHME TI0Jia BCJICICTBUE
PE3UCTEHTHOTO aCllUTa U CIIOHTAHHOTO OAKTEepUaIbHOTO MEPUTOHUTA,
PELUIUBUPYIOMINX KPOBOTECYCHUN M3 BAPUKO3HO PACIIMPEHHBIX BEH
NUIIeBOIa, HHIEATONAaTUU MO0 TEeNaTOUEUTIONIAPHON KapIMHOMBI

(II-2/A1).
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4.11epexpecmuwtii cunopom IIBI/AUT.

[lepBuuHBI OMIMAPHBIN LUPPO3 U AyTOMMMYHHBIN TeNaTUT TPATUIUOHHO
CUMTAIOTCS JBYMSl pa3HbIMU 3a0o0JjieBaHMSIMHU TeyeHUu. B To ke Bpems, ecTh
OOJbHBIE C KIMHUYECKUMH, OHOXMMHUYECKUMHU, CEPOJIOTHYECKUMU /WM
TUCTOJIOTHYECKUMH  4YepTamMu  o0OMX  3a00JieBaHM,  KOTOpbIE  MOTYT
OOHapy’>KUBAaThCsl OJHOBPEMEHHO WJIM MOCIeAoBaTeNbHO. JIIsi 3TUX MNalleHTOB
MIPUHAT TEPMUH MEPEKPECTHBIA CUHAPOM. DTHOJOTHS U MATOT€HE3 MEPEKPECTHOTO
CMHIpPOMa HE  BIOJHE  sCHbl. EcTh  gaHHblE O  HACJEACTBEHHOMN
MPEeAPaACIIONIORKEHHOCTH K ayTOMMMYHHBIM 3a0osieBaHUsAM mnedeHu. Kaxnoe wu3
IByX 3a00jeBaHUN WHIYLHMPYETCS OJHMM WM HECKOJbKUMHU TPUITEPHBIMU
dakTopamu,  3alyCKalOIIMMH  BHYTPEHHHME  MEXaHHU3MBl  IOCJIEAYIOIIETO
nporpeccupoBanus. [Ipyu mepekpecTHOM CHHAPOME OJWH WIIM J1Ba HEU3BECTHBIX
MaTOT€HHbIX (hakTopa CMOCOOHBI BBI3BATH JIBA PAa3IUYHBIX AayTOMMMYHHBIX
3a00sieBaHUs MEYEHHU, KOTOPbIE MPOTEKAIOT OAHOBpEMEHHO. JINOO enTnHCTBEHHbIN
TPUTTEPHBIA (PAKTOp CHOCOOEH MPUBECTH K COBEPIIEHHO HOBOMY HUMMYHHOMY
OTBETY M B PE3yJbTaT€ MOXKET BO3HUKHYTh CMEIIAHHAs KAapTUHA [BYX

AYTOUMMYHHBIX 3a00JIEBaHHUII C OIPCACICHHBIMU ayTOAHTUTCIIAMU.

Pexomenoauuu:

l. He cymectByer CcTaHmapTU30BaHHBIX  JIUArHOCTUYECKUX
kputepueB nepekpectHoro cuniapoma IIBLI/AUI. Cneagyer monb3oBaThecs

KpUTEpUsIMU, puBeAeHHbIMU B Tabnuie 4 (I11/C2).

2. O nepexpectnoMm cunapome [IBLI/AUI cnenayer nymars Bceraa,
Korja ycraHoBieH auarno3 [IBLl, mockonbKy Npu yCTaHOBIECHUHU AMArHO3a

MEePEKPECTHOrO CUHAPOMA U3MEHUTCS TeparneBTrudeckas Taktuka (I11/C2).
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3. Pekomennyercss komOuHupoBanHas Tepanus YAXK wu
koptukoctepougamu  (III/C2). AnbTepHaTHBHBIM MOAXO0J — Haydajo
neyenuss ¢ YAXK M mpu OTCYTCTBUU aJIeKBaTHOTO OHOXMMHUYECKOTO
OTBETa B TEYEHUE 3-X MECSIEB - MPUCOCAMHEHHE KOPTHKOCTEPOUIOB
(III/C2). Tlpu pnuTenpbHOM Kypce WMMYHOCYIIPECCUBHOM Tepanuu g03a
CTEpOUIOB MOKET ObITh YMEHBIIEHa 3a CYeT J00aBJICHMs a3aTUONPUHA

(I/C2).

Tabmuna 4.

JluarnocTuyeckue KpuTepum nepekpectuoro cunapoma AUIL/IIBLY

Kpurepuu I1B1{

1. I[®>2 BI'H wum yI'T>5 BI'H
2. AMA>1:40
3. buoricus nedyeHn: HETHOMHBIN 1eCTPYKTUBHBIN XOJIaHTUT

Kpurepuu AUT

1. AJIT>5 BI'H
2. 1gG>2 BI'H unu ASMA B 1narHocTu4eckoM TUTpPE

3. buoricus nedyeHnu: yMepeHHbIE WA BBIPAXKEHHBIE IEPUIIOPTAILHBIE U
nepucenTaibHble TMMQPOLUTAPHBIE CTYIIEHUAThIe HEKPO3bI

Jlnst nuarnoctuku nepexkpectaoro cunapoma AUIT/ITBL] qomkHBI MpUCYTCTBOBATH T10
KpaiiHeil Mepe 2 13 3 IpuBEICHHBIX KPUTEPUEB AJIS KaxkA0r0 3a0oneBanus. O0s3aTeNbHO
HaJIM4Me TUIMYHBIX THCTOJIOIMUECKUX JIAHHBIX, IpUBeIeHHbIE B KpuTepusax AUT.

S.1Hepeuunstit cknepo3upyrowiuii Xonanzum.

[lepBuunsbiii  ckineposupytonuii  xomanrur (IICX) -  xpoHudeckoe

XO0JIeCTaTHYEeCKoe 3aboJieBaHue MNCYCHHU, XAPaAKTCPUIYIOHICCCA BOCIIAJICHUCM U
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(¢bu6pO30M BHYTPHU- U BHENIEUEHOUYHBIX *KeTUHbIX MPOoTOKOB. [Ipu TICX oTmeuaercs
oOnuTepalusi KETYHBIX MPOTOKOB ¢ (OPMHUPOBAHUEM MYJIbTU(POKAIBHBIX
ctpuktyp. IICX — mporpeccupytomiee 3a0oneBaHUE, B KOHEYHOM HTOre
MPUBOJAIIEE K PAa3BUTHUIO IIUPPO3a U MEYEHOUYHON HEOCTATOYHOCTH. DTHOIOTHUS
3a00JIeBaHUSI HEU3BECTHA, €CTh JOKA3aTeNbCTBA YYACTHsl T€HETUYECKUX (DAKTOPOB
B pa3Butuu [ICX. CooTHollleHHEe MY>KYMH K >KeHIIHHaM cpenu OonbHbIX [ICX
cocrapinset 2:1. Kak npaBuiio, 3a0oneBanue TMarHoCTUPYIOT B Bo3pacTte okoso 40
JIET, XOTSI JUArHO3 MOXKET ObITh YCTAHOBJIEH B JE€TCKOM U CTapyeCcKOM Bo3pacte. Y
80% mnamuenTtoB ¢ IICX umerorcs BocmajauTelbHbIE 3a00JI€BaHUS KHUILIEYHUKA
(B3K), B O0abIIMHCTBE Cily4aeB — sI3BEHHBIA KOJIUT. Tunuuneiii 6onsHOM TICX —
Mosiofoil MyxkunHa ¢ B3K w/mnm KIMHUYECKUMM YepTaMH XOJECTaTHYECKOTO
3a0oeBaHUsl TEYEHU. Y TAIUEHTOB C KIMHUYECKUMH, OUOXMMHYECKUM U
ructojgornyeckumMu npusHakamu [1CX, HO HOpMaJbHBIMHU XOJAHTHOTPAMMAaMH,

YCTAaHABJINBAIOT JHAT'HO3 IICX manbpix IMPOTOKOB.

VY mnonoBuHbl OONBHBIX 3a00J€BaHUE JMATHOCTUPYIOT Ha OECCUMIITOMHOM
ctaauu. TunuuHele TpU3HAKK: 3y, 001 B paBoM noapedepne, caadbocTh, MoTeps
Beca, JMH301bl JUXOopadku. Pexe 3a0oneBaHue MaHH(pECTUPYET Ha CTaauu
IUpPpO3a U OCIIOKHEHUHN MOpTaNbHON runepreH3uu. dusukanbHoe oOcieoBaHNe
yamie BCEro  BBISABIIET Temaro- W cluieHoMeranuio. CaMblid  4acThId
ouoxumuyeckuit npuszHak [ICX — moBeimenue ypoBHs II®D. B 1o ke Bpems
HOpMaJIbHBIM ypoBeHb LIIP npu Hamuuuu XapakTepHOW KIMHUKUA HE JIOJDKEH
UCKIIIOYaTh JNaJbHEUIIMX JHUArHOCTHYECKUX MIAroB ISl YCTAHOBJIEHHS JUArHo3a
[ICX. YacTo MOrKeT OBbITH MOBBIIIEH YPOBEHb TpaHcaMmHHa3 B 2-3 pa3a or BI'H. ¥V
70% OONBHBIX TMpU YCTAHOBIEHWUM JUArHO3a YPOBEHb CBHIBOPOTOYHOIO
OwnnpyOvHa B Tpeneiax HOpMajbHBIX 3HaueHHl. Y 61% O0NbHBIX MOBBIINICH
ypoBedb IgG, kak mpaBuimo, B 1,5 pasza or BI'H. V¥V OGoaeueix I[ICX
OOHapy>KMBAIOTCSl pa3lIMyHble aHTHUTENA: MEePUHYKICapHble aHTUHEUTPO(UIbHBIE

nuroriazmMatudeckue (PANCA) (26-94%), antunykiieapubie antutena (ANA) (8-
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77%), anturiaakombiiieynble anturena (SMA) (0-83%). [ns ycraHoBieHHS

nuartosa [ICX pyTUHHBIN CKpUHUHT aHTUTEI HE TpeOyeTcs.

Janubsie Ouoncum mnedyeHu mnoaTeepxkaatoT auaro3 IICX, xora u He
ABIIAIOTCS celU(UYHBIMU U OTJIMYAIOTCS KpailHel BapuabenbHOCThIO. [IpuHsTO
BoiZenATh 4 craguu [ICX: mopTanpHyr, NEpPUIIOPTANIBHYIO, CENTAJIbHYIO U
uuppotudeckyto. ns IICX cuuraerca cnenupuyHoOd KapTHHA TEPUTYKTATIBbHOTO
KOHIEHTPUYHOIO (uOpo3a, OJHAKO OHA MOXET OBITh OOHAPYKEHO IaleKo He

BCCrJa U HC MOXCT CUHNTATBhCA MaTOrHOMOHUYHOM.

Y31 He MOXeT CIyXUTh MeToAoM BbiOOpa s auarHoctuku [ICX, HO B
psilie CIydaeB OIBITHBIC CIEIUATUCTBI MOTYT OOHApYXKUTh YTONIICHUE W/UIU
(dhoKaJIbHOE pacHIUpPEHUE KEIUYHBIX MPOTOKOB. THUMHYHBIC XOJAaHTUOTpadUYECKue
npuszHaku [ICX: nuddysHbie MynbTU(OKaTbHBIE KOJBIIEBUIHBIE CTPUKTYPHI,
YepeayIolMecss ¢ y4aCTKaMH HOPMAJIBHBIX WJIM CJIETKA PACHIMPEHHBIX MPOTOKOB;
KOpPOTKHE TSXKE000pa3HbIE CTPUKTYPBHI; MEIIOTYAThIC BBITISTYMBAHUE,
HallOMUHAIOUIMEe AUBEPTUKYJIbl. Kak mnOpaBuiio, TMOpakeHbl BHYTPU- U
BHEINCUCHOUYHbIE JKEUHble NpoToku. B To xe Bpems npu IICX BcTpedaercs
M30JIMPOBAHHOE TTOPAKCHUE BHYTPUIICUCHOUHBIX JKETYHBIX TPOTOKOB (MEHEE, YeM
B 25% cnyuaeB). 3osotoit cranmapt auarHoctuku — OPXII, omHako sta
npoueaypa MOXKET OCJIOXKHUTHCS pa3BUTUEM IaHKpeaTUTa U cencuca. B
OT/AEJIBHBIX EHTPAX MEPBBIM IIAarom Jjisi ycraHoBieHus auarnosa [ICX cuurtaercs
MPXIII'. YysctButenbHoCcTh U cneruduanocts MPXIID nns nuarnoctuku [ICX
coctaBiusier >80% wu >87%, coorBerctBeHHO. MPXIIIT nydmie BBIABISIET
W3MEHEHUsI TTPOTOKOB IPOKCHMAJIbHEE MeCTa OOCTPYKIIMH, a TakKe MO3BOJISET
OOHApYX UTh TATOJOTHIO B CTEHKE J>KETYHBIX IPOTOKOB, OILIEHUTH COCTOSIHUE
MapeHXUMBbI TICYCHU U JIPYTHX OpraHoB. B To ke Bpemsi HEOOJIbIINE U3MEHEHUS
ownmmapHoro tpakta B jaeOrore I[ICX wMoryT OBITH MNPONYIIEHBI MPU STOM

HCCIICAOBAHNU.
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IICX y Oemeu. JluarHoCTHMUYECKHE KPUTEPUH AaHAJIOTMYHBI TAKOBBIM Y
B3pocibix nanueHtoB ¢ [ICX. B 47% cnydaeB ypoBeHp LI[®D moxer ObITH B
npenesnax BO3PAacTHOM HOPMBI, OOBIYHO Y 3THUX MAIIMEHTOB IMOBBIIIEH YPOBEHb Y-
I'T. He6ror IICX y mereit wacto xapakrepusyercs kiuHuko AWIL, B Tom uducie
BbICOKUM ypoBHeM IgG, Hanuurem ANA u/uinu SMA B TUarHoCTUYECKOM TUTPE U

MCPHUITIOPTAJIBHBIM I'CIIATUTOM.

Huppepenyuanvnaa ouaecnocmuxa: IICX u emopuunvlii cxiepo3upyrowuil
xonaweum. Jlns ycraHoBineHus auarHoza IICX HeoOXoaumo TMpexae BCEro
UCKIIFOYUTh [IPUYHHBI BTOPUYHOT'O CKJIEpPO3UPYIOLLETO XOJIAHTUTA:
[IPEAIIECTBYIOIINE ONEPALIMM HA YKEIIYHBIX IIyTAX, XOJAHTMOJIUTHA3 U KapLUUHOMY
KEIYHBbIX IIyTE€H, XOTs CIeayeT HMEeTb BBHUIY, 4YTO XOJIAHTMOJIMTHA3 W
XOJJAHTMOKApUMHOMAa  MOTYT  OCIOXHATh  TeueHne [ICX. B kpyr
muddepeHnranbHON TUAarHOCTHKU cliefyeT BiItouaTh [gG4-acconmmpoBaHHbBIN
XOJaHTUT/ayTOMMMYHHBIA ~ MAHKPEATUT, HO3UHOPWIBbHBIA  xonanrut, BUY-
XOJIAHTMONTHUIO, PELUINBUPYIOIIUNA THOWHBIN XOJIAHTUT, UIIEMUYECKUN XOJIAHTUT
u ap. JduddepennunanbHas AUMArHOCTUKA MEXAY MNEPBUYHBIM M BTOPUYHBIM
XOJaHTUTOM MOXET ObITh KpaitHe TpyaHa. CieayeT NpUHUMATh BO BHUMaHUE
OCOOEHHOCTH KIIMHMYECKOTO TeyeHUsi 3a00jeBaHusl, HAJIM4YME COMYTCTBYIOLIUX

B3K, nu3smeHnenus, BeISIBIsIEMbIE HAa XOJJAaHTHOTPaMMaXx.
Pexomenoauuu:

1. Jnarno3 TICX MoxkeT OBITh YCTAaHOBJIIEH y MAIMEHTOB C OMOXMMHYECKUMH
MapkepaMH XoJiecTa3a, TUINUYHbIMH AaHHbiIMA MPXIID npu wuckiroueHun
MPUYUH BTOPUYHOTO cKieposupyromiero xonanruta (II-2/B1). Ilpoenenue
OMOTICUU TIEYEHH JUISl YCTAHOBJICHUS JUArHo3a HEeoO0s3aTeIbHO, B TO YK€ BpeMs

JaHHBIC OMOIICHH ITOMOT'al0T OLOCHHUTH aKTUBHOCTH U CTAAHNIO 3a00JIEBaHUS.

2. HpI/I HOPMAJIBHBIX XOJIaHTHOI'paMMax i1 JHAIrHOCTHUKH I[ICX mambIx

npoTokoB HeoOxoauma Ouorncus nedenu (I11/C2). [Ipu Hanmuuu 3HaYUTENBHO
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ITOBBIIICHHBIX TpaHCaAMHWHA3 JaHHBIC ouorncuun IICYCHU IIO3BOJJIAKOT

auarHoctTupoBarth nepekpectubiit cunapom AUT/TICX (III/C1).

OPXIII" cnenyet nposectu (1) ecnu manasie MPXIIT™ neonnoznaunsr (II1/C2):
muarao3 [ICX moxkeT ObITh YCTAaHOBJIEH MPU HAJTUYUM TUIWYHBIX MU3MEHEHUN
Ha OPXIIT'; (2) y 6onpHoro ¢ B3K npu nanuuuu HOopmanbHodt MPXIID u
nono3penuu Ha [ICX (III/C2).

Eciu auarnoz IICX ycTaHOBIIEH NanmueHTaM, Y KOTOPBIX B aHaMHE3€ HET
ykazanuii Ha B3K, uMm crenyer BBINOJHUTH KOJOHOCKOIHUIO € Ouorcuen
(II/C1). pu wanuuum B3K y Gonbbix [ICX KOMOHOCKONUIO HEOOXOIUMO

MOBTOPSATH €KEroHO (B OTACIBHBIX ciydasx — pa3 B 2 roga) (III/C1).

Jlnsi BbIsIBIIGHMM OOpa3oBaHUN >KETYHOTO Iy3bIps TPEOYyeTCs exXEeroHoe

nposenenue Y3U (11I/C2).

Pannss AUATHOCTHUKA  XOJIAHTHOKApPOWHOMBI B  HACTOAIICC BpEMA 110
pe3yiabTaTaM HCCIICAOBAHUA OMOXMMHUYECKHX MAapKCpoOB NN JAHHBIX MCTOIOB
BHU3yaJIn3alli1 HCBO3MO’KHA. HpI/I HaJIMYUM KJIMHUYECKUX IOKa3aHUU CICAYCT

BeIMOJIHUTE DPXIII ¢ meTouynoi nuronoruei (u/mau ouoncueit) (I11/C2).

ITpuem YAXK (15-20 Mr/nenp) ynydiiaeT Me4eHOUHbIE MPOOBI U CyppOTaTHbBIC
nporuoctuueckue mapkepsl (I/B1), Ho He obnamaeT qoKa3aHHBIM BIMSIHUEM Ha

BbIKHBaeMOCTh 00sibHBIX [ICX (II1/C2).

B nactosiee Bpemsi HET JAOCTATOYHOM JlOKa3aTeNbHOW Oas3bl AJIA MIMPOKOTO
ucnonb3oBanuss YJIXK B KauecTBe XEeMONPEBEHIIMU KOJOPEKTAJIbHOTO paka
npu [ICX (II-2/C2). [Ipuem YJIXK mMoxeT ObITb pEeKOMEHIOBAH B Ipymmax
BBICOKOI'O PHCKA: C HACJIEICTBEHHOM OTATOIIEHHOCTBIO IO KOJIOPEKTAIBHOMY
paKy, € HpEIUIECTBYIOLIEH KOJOPEKTAJIbHOW HEOIUIa3Med WM JJIUTEIbHO

CYILIECTBYIOIIUM pacrnocTpaHeHHbIM kKosmToM (I11/C2).
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9. KOpTI/IKOCTepOI/IIIBI N ApYTruc HMMYHOCYIIPCCCAHTBI ITOKA3aHbI TOJIBKO OOJIBHBIM

¢ nepekpectHbM cunapoMomM [ICX/AUT (III/C2).

10. Ilpn HanmMuUK BBIPAKEHHBIX CTPUKTYP KETUHBIX MPOTOKOB CO 3HAUYUTEIILHBIM
X0JIeCTa30M IOKa3aHO XUPYPIMUeCcKOe paciliupeHue >KeauHbIX npoTokoB (II-
2/B1). YcraHoBKa OWJIMAPHBIX CTEHTOB M JIPEHUPOBAHUE KEITYHBIX MPOTOKOB
BBITIOJIHSIETCS MPU HEYJOBJIETBOPUTEIHLHOM 3P (DHEKTE OT pacUIMpEeHHs] TPOTOKOB
(III/C2). Ilpm mnpoBeAeHUHM HWHBA3UBHBIX BMEIIATEIBCTB PEKOMEHIYETCS

npodunakrudeckas antuonorukorepanus (I1II/C1).

11. B tepmunanbHbix  ctagusax  IICX  pekoMmeHAyeTCs  BBINOJHEHHE
TpaHcruiantauuu nedenu (I1-2/Al), npu HaNMYMK AMCIUIA3UHM XOJAHTHOLIUTOB
WIM  PEelUIUBUPYIOIIEM  OakTEpUAIbHOM  XOJAHTUTE  Takke  CIeAyeT

paccMOTpETh BO3MOXKHOCTh ITpoBeieHus TpaHciuianTanuu nedenu (I11/C2).
6. Ilepexkpecmmnutit cunopom IICX/AUT.

JlauHblii  CUHApPOM  TpelcTaBisieT co0OM  MMMYHOOIIOCPEIOBaHHOE
3a00sieBaHUE U XapaKTepuszyercs rucroyiorudeckumu yepramu AU u TMmM4HbBIMU
st [ICX  wusmenenusmu Ha xomanruorpammax — (III/C2). Tlporno3 mpu
nepekpectHoM cunapome [ICX/AUI nyumie, yuem npu uzonupoanHoMm [ICX, Ho
xyxe, yeMm npu AUI. Pexomennyercs npoBeieHUE KOMOWHUPOBAHHOW Tepanuu
YIAXK wu wummynocynpeccantamu (III/C2). Ha TepMuHanmbHBIX CTagusx

3a0oneBaHus NoKa3aHa TpaHcianTanus neuenu (I11/A1).
7. Ummynoznooyaun G4-accoyuupoeannwiit xonanzum (MAX).

Oto 3aboJjieBaHME HEU3BECTHOM 9THOJIOTHUH, OIIMCAHHOC OTHOCHTCIBHO
HCAaBHO, XaPaKTCPU3YCTCA OMOXMMHYECKUMU u XOHaHFI/IOFpa(l)I/I‘ICCKI/IMI/I
IMpU3HaKaMH HCX, YaCTbIM BOBJICYHCHHUCM BHCIICUCHOYHLIX KCIYHBIX IIPOTOKOB,
OTBCTOM Ha IPOTHUBOBOCHAIUTCIBHYI TCpPAIINIO, COUYCTAHUCM C dYTOUMMYHHBIM

MAaHKPEaTUTOM, TMOBbIIIEHHbIM YypoBHeM IgG4 wu undunsrpanuenn [gG4-
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MMO3UTUBHBIMHU INIASMATUYCCKUMHU KIICTKAMH JKCIIYHBIX IMPOTOKOB H MICYCHOYHOM

TkaHu. B otimune ot [ICX 3a6oneBanue He accomuupoBaHo ¢ B3K.
Pexomenoauuu:

. AX — CKIEpO3UpYIOIIMI XOJAHTUT, OTBEYAIOUIUA HAa TEpaIuio
koptukoctepougamu (II-2/C2). B ornuume ot IICX 3aboneBanuem, Kak
MPaBUJIO, CTPAjarOT MOXWible oaud. llpum angekBaTHOM OTBETE Ha

uMMyHocyrpeccuBHyto Tepanuio MAX numeet xopomwuii nmporuos (1I-2/C2).

2. uarno3 MAX MoXeT OBITh YCTAaHOBJICH MNMPU HAJIMYUM TUIIHYHBIX JIJIs
CKJICPO3UPYIOIIET0 XOJaHTUTa W3MEHEHWM Ha xosaHnruorpammax u (1)
TUCTOJIOTHYECKUX MPU3HAKOB ayTOUMMYHHOTO TaHkpeatuta/MUAX wunu (2)
KJIACCUYECKUX TMPU3HAKOB ayTOMMMYHHOTO IaHKpeaTUTa IO JaHHBIM
METOJIOB BHU3yalu3alliid W ToBbiieHMH YypoBHA [gG4; wmu (3) aByx
JTUArHOCTUYECKUX OMOXUMHUUYECKUX, TUCTOJOTHYECKUX, HHCTPYMEHTATBHBIX
KpUTEpUEeB U  aJeKBAaTHOM OTBeTe Ha 4-X HEJEIbHBIH  KypC
KOPTUKOCTEPOUTHON Tepanuu (4TO MOJApa3zyMeBaeT BO3MOKHOCTh y/IallCHUS
OWJIMapHOro CTeHTa 06e3 peluIuBa 0OCTPYKTUBHOIO XOJECTa3a U CHIKEHHE

YPOBHSI MEYEHOYHBIX MPOO HUKE ABYKPATHOW BEPXHEW TpaHULIBI HOPMBbI)

(I/C2).

3. B cnywae peumaMBa WM HEIMOJHOIO OTBETa MOXKET NOTpeOoBaThCA

JUTUTENLHOE JIEYEHUE KOPTUKOCTepouaamMu u/unu azatuonpunom (I11/C2).

8. I'enemuueckue xonecmamuueckue 3a001€6aHUA NEYEHU.
8.1. 3abonesanus neuenu, accoyuupo8anuvie ¢ MyKOBUCYUOO30M.

[Topaxenue neuenu Bcrpedaercs y 27% O0NbHBIX MyKOBUCIUI030M U

XAPaAKTCPU3YCTCA FeHaTOMCFaHHCﬁ, HepCHCTeHHHCﬁ IOBBINICHHOI'O YPOBH:A
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Mo KpalHed Mepe JBYX NEYEHOYHBIX MP0O, OTKIOHEHUSIMU IO JIAHHBIM
V3U. Manudecranuss MOXeT ObITh B BHUJE HEOHATAJIBHOIO XOJecTasa,
CTeaTo3a MeuyeHy, (POKaIbHOro WIH MYJIbTUIO0YISIPHOrO uppo3a. bone3nu
MeYeH HaXOASATCS Ha BTOPOM MeECTE€ CpeAu NPUYUH CMEpPTH OOIbHBIX

MYKOBHCITHAIO30M.
Pexomenoauuu:

1. TlopaxkeHre TmE€YEHU BCTPEUACTCA Yy KaXAOro TPEThero OOIBHOIrO
MYKOBUCHUJ03M. Ero MOXHO JIMarHOCTUpPOBaTh MpU OOHAPYKEHUU
rernaToMerainy, €KEeroJHOM HCCIEAOBAHMM IEUYEHOYHBIX Mpo0 U Mpu

nposeaenun Y3U (III/C2).

2. YIXK (20-30 wmr/kr/nens) ynyumaer nedeHouHble npodsl (I/C1) u
ructojorndyeckyto kaptuny (III/C1) mpu nopakeHUM MEYEHU B paMKax
MYKOBHMCLIMJ103a. MeIMKAMEHTO3HOW TepanuM, JO0Ka3aHO YIyYIlIaromen
KU3HEHHbI mporHo3, He cymectByeT (III/C2). Taktuka BbeIOOpa Ha

TEpMUHAIBHON cTauu 3a00seBaHus — TpaHciuianTaus neuenu (III/B1).

8.2.Ilpoepeccupyrowuti  ceMeuHvlli  BHYMPUNEUEHOUYHbIU  XO0Jecmas.

[Iporpeccupyromuii  ceMelHbII ~ BHYTPUIIEYEHOUHBIH  XonecTtad (B
aHrnos3pIyHON uteparype Progressive Familial Intrahepatic Cholestasis — PFIC)
MpeacTaBisieT coOON TpyIy ayTOCOMHO-PEIECCUBHBIX 3a00JIeBaHUM, KOTOpbIE
MaHU(ECTUPYIOT Y HOBOPOXKIEHHBIX JIMOO B paHHEM JETCKOM BO3pacTe U
NPUBOJAT K (POPMUPOBAHUIO IIUPPO3a MEUECHH, KAaK MPAaBUIIO, B TEUCHHE MEPBOTO
JEeCATUIIEeTHS KU3HU. BosibHBIE peaKo XKUBYT OoJiee TpUaUATH JeT. Boiaensior Tpu
TUIIA 3TOr0 3a00JIeBaHMs, CBS3aHHbIE C MYTalUSIMH T€HOB, KOHTPOJIUPYIOIIHX
oOpazoBanue u TpaHcnopT xemun. Y O0onbHbIXx PFIC-1 u PFIC-2 ompenensiercs

Hu3kuit ypoBeHb YI'T, a 'y 6onbHbix PFIC-3 — ypoBenb yI'T BbIcOKUIA.
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PFIC-1 Hna3zbiBaroT Takxke OoJse3Hblo baitnepa. OObBIYHO 3y1 W JKeNTyxa
pa3BUBAIOTCA B TEUEHUE MEPBBIX HENENb IMOcie poxaeHus pedeHka. CHayana
XO0JI€CTa3 MOXET ObITh AMU30UYECKUM, 3aTE€M CTAHOBHUTCS NMEpMaHEHTHBIM. [leTn
OTCTalOT B Pa3BUTHM, IMOJABISIONIEE OOJIBIIMHCTBO OOJIBHBIX TaKXKe CTPaJaroT
noreper ciyxa, BOAHOW AWapei W MaHKpeaTUTOM. B OHMOXMMHUYECKHUX TecTax
(GUKCUpPYIOT HOPMaJbHBIA U Jaxe CcyOHOpMaibHbI ypoBeHb YI'T, HOpManbHBIN
YPOBEHb XOJECTEPUHA, YMEPEHHOE MOBBIIICHHE YpOBHEW OMINpyOMHA, B TOM
YUCJI€ KOHBIOTMPOBAHHOIO, M TPAHCAMHMHA3, HApYLUICHUE CBEPTHIBAHUS KPOBHU
BcaeAcTBUEe Jnedunmra BuTamMuHAa K, 3HAUMTENbHOE MOBBIIICHHUE COJEPKAHUS
XeHOJIe30KkcnXxojieBo U XxojeBoi kucaoT. Y3U, KT mu6o MPT He BBISBISIOT
KaKoM-11u00 MaTosorui, B TOM YHCIE PACIIMPEHUsT BHYTPU- WM BHENIEUEHOYHBIX
KEJIYHBIX TMPOTOKOB. ['HMCTONOrMYecKoe ucciaeAoBaHUEe OHONTATOB IEYEHU
JEMOHCTPUPYET KAPTHHY  «YHUCTOr0»  BHYTPUIIEUEHOYHOTO  XOJecTaza ¢
HE3HAYUTEIbHBIM HEKPO30M IelaToNUTOB U 00pa30BaHUEM T'MTAHTCKUX KJIETOK. B
TOo BpeMs Kak y O6onbHbIX PFIC-2 oOHapyxuBaroTcs nmpHu3HaKH 0oJjiee aKTUBHOI'O
BOCHAJICHUSI W BBIPAXKEHHOTO HEKpo3a remarouutoB, a npu PFIC-3 -
nponudepanus aykTya. Kpaeyronbubim kamaeMm B quarHoctuke PFIC-1 sBasiercs

onpenenieHne mytaiuu resa ATPSBS.

MyTanuu reHa SKCIOPTHOM MOMIIbI >KEeT4HbIX KUcHoT (BSEP/ABCBII)
npuBoAAT K pazutuio PFIC-2. Knuaudeckue mnposiBIeHUS 3TOTO 3a00JieBaHUs
cxonHbl ¢ PFIC-1, ogHako BHENEUYEHOYHBIE IPOSBIEHUS OTCYTCTBYIOT, IOCKOJIBKY
BSEP »skcnpeccupyercst Tonbko B nedeHu. B ortiamume ot PFIC-1 3a0oneBanue
ObicTpee mporpeccupyeT a0 craauu (uodbposa. YpOBEHb JKEIUHBIX KHCIOT U
TpaHCaMHHa3 B CBIBOPOTKE KpOBHU NOBbIIIEH, a ypoBeHb YI'T Huskmii. PFIC-2

aCCOLMUPOBAH C PAa3BUTHEM I'eNaTOLEIIIOISIPHON KapLIMHOMBI y JIETEH.

PFIC-3 Be3biBator Myrtauuun reHa MDR3/ABCB4, xoaupyrooliero
OKCIOPTHYIO mnomny  ¢ochonunuaoB. B  orauume 0T ApYrux  THUIIOB

MIPOTrPECCUPYIOLIET0 CEMENHOIO0 BHYTPUIIEUEHOYHOTO XxoJecraza npu PFIC-3
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XOJIECTAaTUYECKAs KENTYyXa KpailHE PEIKO Pa3BUBAETCA B HEOHATAIIBHOM IEPUO/IE.
Manudecrauust 3a0oneBaHUS TPOUCXOJUT, KaK MpPaBUIO, B JIETCKOM WJIU
MOAPOCTKOBOM Bo3pacTe. IlepBble CUMITOMBI — 3TO KENTyXa, CBETJIBIM Kal,
renaTto- M CIDIEHOMErainus, WiIM KOXHbIM 3yA. Ha mnepBom roay KusHu
KIIMHUYECKUE TMPU3HAKK XoJecTaza OOHapyXHBalOT y TpeTh OOJbHBIX. Y
MOJPOCTKOB  N1e0I0TOM  3a00JieBaHUS MOXET OBITh  JKENyJA0YHO-KUIIEUHOE
KpoBoTeueHue. [lo Mepe mporpeccupoBaHusi OOJE3HU MOSBISIOTCS CHUMIITOMBI
MEYEHOYHON  HEeJIOCTaTOYHOCTH. B  OMOXMMHYECKMX TecTax OTMEYaeTcs
noBeiieHne ypoBHsa yI'T, TpancamuHas, KoHbIOTMpoBaHHOTO OunupyOuna, D,
IIPU HOPMAJIBHOM YPOBHE XOJIECTEpPUHA WU IMEPBUYHBIX JKEIUHBIX KUCIOT. Y3U un
XxonaHruorpagusi He OOHapYKMBAIOT KAKUX-TMOO TUIHUYHBIX MPU3HAKOB
3a0oneBanus. [lpu ructomornueckoM McciaeqoBaHUs OMOINTATa IEYEHH BBISBIISIOT
NOpTajIbHBIN GUOPO3 U Mponudeparuio JyKTyJl, Ha MO3JHUX CTAAUIX — TUITUYHYIO
KapTUHY OuimapHoro uupposa. s moATBEpkACHHUS JAMArHo3a LEJIeco00pa3Ho

MMMYHOTUCTOXUMHYECKOE UCCIEIOBAHUE U MOJICKYJISIpHBbIN aHanu3 ABCB4.
Pexomenoauuu:

1. PFIC 1, 2 wm 3 Tuma mpeacTaBiIsiOT COO0OM peaKue XpOHUUYECKHUe
nporpeccupylonue 3abojieBaHusl JeTeH W TMOJAPOCTKOB. 1 U 2 THIIBI

XAPAKTCPUIYIOTCS HU3KHUM YPOBHCM ’YFT N MHTCHCUBHBIM KOKHBIM 3yIIOM.

2. MenukaMEeHTO3HOM  Tepamnuu, YyJAydlIalomed OTAAJICHHBI  MNpPOrHO3
nanuenToB ¢ PFIC ne cymectByet (I1I/C2). V wactu 6onbnbix PFIC3 mpuem
YAXK ynyumaer ounoxumudeckue tectsl (I1I/C2). 3yn MmoxeT obneryarbes
Ha (one mpuema pudamnuuuna (I11/C2). Hersm, crpamatommm PFIC-1 u
PFIC-2 moser ObITh BBINOJTHEHA XUPYprudeckas ornepanus 4acTUYHOTO
HapyxHoro otBoaa xemuu (III/C2). B TepMuHanbHBIX CTagusix MOKa3aHa

TpaHciantauus neuenu (111/B1).
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8.3. Jlobpoxauecmeennwiii peyudusupyowull GHympuneieHou bl Xo1ecmas.

JloOpokadyecTBEeHHBI PELUAMBUPYIOINNA BHYTPUIIEUEHOUYHBIA XosecTa3 (B
aHrnos3pIyHON nurepatype Benign Recurrent Intrahepatic Cholestasis — BRIC)
XapaKTEpPU3YyeTCs NMEPUOANUECKUMH AIU30/IaMH KENTYXU U 3yJa IPU OTCYTCTBUU
nporpeccupoBanus 3aboseBanus neueHu. Beimenstor Tpu noaruna BRIC. BRIC -
3a00JieBaHUE C ayTOCOMHO-PEIIECCUBHBIM TUIIOM HacnefoBaHus. [lepBbIil smu30[
KENTYyXH W 3yJa BO3HUKAET OOBIYHO B KOHIE BTOPOro, Hayalle TPETHEro
NECATUIIETUS )KU3HU, JJIUTCS OT HECKOJIBKUX HEAENb 10 18 MecsleB, B CpeaAHEM —
okosio 3-x mecsneB. OOOCTpeHHs, Kak MpaBWiIO, CIy4aroTcs pa3 B JiBa Toja.
Mexay npucTyniaMu Te4YeHUue aOCOJIIOTHO OecCUMNTOMHOE. Y  >KEHUIUH
manupecranmst BRIC moxer ObITh CcBA3aHAa ¢ OEPEMEHHOCTHIO WM MPUEMOM
OpaJIbHBIX KOHTpauenTuBoB. YpoBeHb YI'T ocraercss HOpMajdbHBIM WJIM CJETKA
noBsbIlaercs, a yposeHb [1ld nosblieH y O0NbIIMHCTBA MAIMEHTOB. B oTiauyne ot
PFIC y 3Tux OONBHBIX OTCYTCTBYET IMPOTPECCUPYIOIIEe MOpaKECHUE IEUYECHHU,

HUKOTJIa HE Pa3BUBACTCS IIUPPO3.
Pexomenoauuu:

1. BRIC xapaktepusyeTcs dIM304aMH XOJIECTa3a, JKEITyXa U KOXKHOIO 3yZa B
TE€YEHHUE HENEb — MECALIEB C MOCIEIYIOINUM IOJIHBIM pa3pelIeHUEM BCEX

cumnromos (III/C1).

2. DddexTuBHOrO JIeYEHUsI JAHHOM MATOJOTHM HE CyHIecTBYeT. Bo3MokHO

npumeHenue Y/IXK, pudavmnuumuna, Ha300MIHMAPHOTO JIPEHUPOBAHUS

(I/C2).

8.4. Cunopom Anasxcuns.

AyTOCOMHO-IOMMUHAHTHOE  MYJbTHOpPraHHOe 3a0o0jeBaHME JIeTe U

MMOAPOCTKOB, XaPAKTCPUIYIOHICCCA XPOHUYCCKUM IIPOTPCCCHPYIOINUM XOJICCTA30M
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C HYKTOHeHHeﬁ oe3 COOTBCTCTBYHOIINX BOCIIAJIUTCIIBHBIX W3MEHCHUN B IICUCHHU.
XapaKTepHO TUIIMYHOC JIMOO C THIICPTCIOPU3MOM, FJ'IY6OKO ITOCAXCHHBIMH
rjiadaMu U IJ.IHpOKOﬁ IJIOCKOU HCpCHOCHHCﬁ, a TAaKXKC INOPAKCHUC CCPALA, ITOYCK,

ckeneta, [IHC. ¥V 70% nauuentoB 6osie3Hb BbI3BaHa MyTarueit rena JAGI.
Pexomenoauuu:

I. CunapoM Anaxwisi XapakKTepHU3YeTCsl XOJEeCTa30M C 3yJ0M M AYKTOINECHUU
Ha paHHUX CTaAusAX B KOMOMHAIIMKM C Pa3IUYHBIMH BHENECYCHOYHBIMHU

3HaKaMU U CUMIITOMaMu MyJibTuopranHoi natonoruu (I11/C2).

2. DddexTuBHOEC MenuKameHTo3HOE JiedeHue HeuszpectHo (I11/C2).

9. JlekapcmeeHnnwlii xo1ecmas.

JlexapctBennble nopaxenus nedenu (JIIIII) npunaro noapasnensits B
3aBUCUMOCTH OT YPOBHS TIOBBIIIEHHS OCHOBHBIX II€UEHOYHBIX MpoO Ha
rernaTroleUIIoJApHbIE,  XOJIECTaTUYECKMEe W CMellaHHble. Eciau  ypoBeHb
anaHuHOBOM TpancamuHa3bl (AJIT) moBbllieH Oojiee 4eM B 5 pa3 OT BepxHei
IpaHUIBl HOPMBI U UHAEKC R, ompenenseMbiii kak oTHomeHue ypoBHA AJIT k
ypoBHio [1[®D, 6ombliie uau paBeH 5, pedb UACT O renaTole/UTIOISIPHOM MTOpaKEeHUN
neyenu. Ecnu yposens LI[® noseien 6osee yeM B 2 pasa, a uHAekc R paBen unu
MEHbILIE 2, AUArHOCTHPYIOT XOJECTaTHUYECKOE IMOpaXeHUEe INedyeHu. B ciydae
onHoBpeMmeHHOTOo ToBbIeHUs YpoBHs AJIT u II[® Gosiee uem B 2 pasza OT BepXHEl
rpaHdllbl HOpMBI, a R Oornpmie 2, HO MeHbIIE 5, TOBOPSAT O CMEIIAHHOM
JIEKapCTBEHHOM IOPAXXEHUU IMEYEeHHU. [0 X0IECTaTUUECKUX MOPAKEHUN TIEYEHU

Cpeau BceX JIeKapCTBEHHbIX rematonatuii — okoino 30%. Kak mnpasuio,
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XOJICCTATHYCCKHUC JICKAPCTBCHHBIC IIOPAXKCHUA IICUCHU IIPOTCKANOT JICTYC, YCM

renaTouesUIIoJISIpHbIE, HO  pa3pemialoTcs 3HAuYMTENIbHO  MeasieHHee. JIIIII
BCcTpeuvarorcsi ¢ 4dactorod ot 1 cimywas wHa 10000 mo 1 cimywas wa 100000
NAlMEeHTOB,  NPUHUMAIOIIUMX  JIEKapcTBa B  TEpaANeBTHUECKUX  J103aX.
NuauBuayanbHas 4YyBCTBUTEIBHOCTh K Ppa3BUTHUIO XOJecTa3da IOJ JACHUCTBUEM
Pa3IUYHbBIX JEKAPCTBEHHBIX MPEMapaTOB MOXKET ObITh 00YCIIOBJIEHA T€HETUYECKU
JETePMUHUPOBAHHOM SKCIpeccuel renatoOnInapHbIX TPAHCIOPTEPOB U IH3UMOB,
YYaCTBYIOIIMX B peaKUUsX OMoTpaHchOopMaIli.

JlexapcTBeHHBIN XonecTaz MoxkeT ObITh oOycnosiieH (1) MHruObMpoBaHuem
AKCIPECCUU W/WIH (QPYHKIMU TEeMaTOOMIMAPHBIX TPAHCHIOPTEPOB, MPUBOASAIINM K
HapyUIEHUU CEKpeLUHUHU >KETYM Ha TenaToueUIIoJISIpHOM ypoBHE 1ubo (2)
MHIYKIUMEN BOCHATICHHS 10 TUITY UAMOCUHKPA3UU WM TUIIEPUYBCTBUTEILHOCTH Ha
XOJaHTHOLUEIUTIOJISIPHOM ~ YPOBHE C  pPa3BUTUEM JAYKTYJISIPHOTO/AYKTYJIbHOTO
X0JecTa3a, 4YTo TOKe BiIMseT Ha cekpenuio xkemun (Tabmuua 5). Penko moxer
Pa3BUTHCS CUHIPOM HCYE3AIOIIMX >KETYHBIX MPOTOKOB C MCXOJOM B OMIIMApHBIN
uuppo3. Ha puck passurusa JIIIII oxaspiBaroT BiMsiHME BO3pAcT, MOJI, 1034
npenapara, COBMECTHOE MPUMEHEHHE JIEKAPCTBEHHBIX CPEJICTB.

Tabmuma 5.

JlekapcTBeHHbIE Ipenaparhbl, KOTOpPbIE Yallle BCero BbI3bIBAIOT
renaToue/UIIJISIPHbINA WIN AYKTYJIAPHBIA/IYKTY/IbHBIH X0J1ecTa3

I'emaToue/un0JIApHbINA X0J1ecTa3

JAYKTYJASIpHBIIA/AYKTYIbHBIN X0J1ecTa3

ITonoBble TOPMOHBI

ANIOTYpHUHOJI

Kapb6amazenun AMOKCUIIMJUIMH-KJIABYJIOHOBAsI KMCJIOTA
XJI0pIpoMasuH A3aTHONpUH
AMOKCUIIMIIMH-KJIaBYJIOHOBas Kucjiota | bapOutyparsl
Tpumeronpum-cynabhamMeToKcazol Kanronpun

DPUTPOMUIMH, KIIAPUTPOMULIMH Kapb6amazenun

Hutpodypanst XJtoprponamu/

Xnopnponamua Knungamunuun

A3zatnonpuH PeHnTONH

[Muknocnopun Cynbnupua

[Tponadenon Tpumeronpum-cyinbhaMeToKca3ol
Hudemunun JlekapcTBEeHHBIE TPaBbI

JlexapcTBeHHBIE TPaBbI

HCTIBC, aumecynun
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Crneun@uUHbIX JTUArHOCTUYECKUX TecToB st BeisiBiaeHus JIIIII He
cymectByeT. Heo6xoaumo TiareabHo MpoaHaIu3UpoBaTh UCTOPHUIO 3a00JI€BaHMS,
MMETh B BUAY BO3MOKHOCTh CBSI3U MEXAY IPUEMOM JIEKAPCTBEHHOIO Mpenapara u
pa3BUTHEM 3a00JIeBaHUS TICYEHH, a TaKXKe HCKIIOUUTh Jpyrue MpPUYHHBI
3a0oneBanus nedeHu. s sToil menu none3Ho nposeneHue Y3U. Beimonnenue
OMOIICHUU TEYEHU MPU YCTAHOBJICHHOM JIMAarHo3€ JIEKAPCTBEHHOI'O XOJIecTas3a, Kak
npaBuwio, He Tpebyercsa. B OONbIIMHCTBE CiaydyaeB MpU MpEKpalleHUH Mpuema
Ipernapara, BbI3BABILETO XOJIECTa3, OH pa3pellacTcs B TE€YEHUE 3-X MecsueB. B
CIIy4astX TSKEJIOro MPOTPECCUPYIONIETO WUIIM 3aTSHYBILIErocs XoJjecTaza OuoIcHs
MOXKET MOHAJO0OUThCS JJII YTOUHEHHsI COCTOSIHUS MEYEHH M UCKIIOUEHUS JIPYTUuX
MIPUYMH XOJIECTa3a.

Pexomenoauuu:

1. Huarnos xonecraruueckoro JIIIT MoxeT ObITh YCTaHOBJIEH MO MOBBIIEHUIO
ypoBHs LI®>2N wmun AJIT/IN® <2 W HaAMuMiO BPEMEHHOW CBA3M MEXIY
MIPUEMOM IIpENapaTa M MOSBICHUEM KIMHHYECKONM CUMIITOMATHKH, a TaKXKE INpHU
uckKioueHuu Apyrux npuuuH xojnectaza (III/C1). [Ipoenenue Guoncuu neveHu
HeoOs3arenpHO (I11/C2).

2. PexomeHayeTcss mpekpalleHHe IphemMa mpenapara M TIIATEIbHOE
HaOJI0ICHHE 32 KIIMHUYECKON CUMIITOMATUKON M OMOXMMUYECKUMHU MOKA3aTEISIMU
(1I/C2). pumenenne YAXK u koptukocrepounoB ans tepanuu JIIIIT moxer
OBITH YCIIEUIHO, HO OTCYTCTBYET JOKa3areibHas 0a3a B BUJAE KOHTPOJIUPYEMBIX

uccnenoBanuii (I11I/C2).

10.Xonecmas 60 epemsa bepemennocmu.

10.1. Buympuneuenounsiii xonecma3s oepemernuwvlx (BXB).

BXb npeacraBmser coboii  oOpatumyro  GopMy  Xxonectaza U
xapaktepuzyercs (1) MHTCHCHUBHBIM KOXXKHBIM ~ 3yJOM, BO3HHUKAIOIIUM B

OOJBIIMHCTBE CJIy4aeB BO BTOPOM WJIM TPEThEM TpHUMeECTpax OepeMeHHOCTH; (2)
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noBbiieHueM ypoBHS AJIT u skemuHbIX KHCJIOT HaTomak W (3) CIIOHTAaHHBIM
pa3penieHueM BCEX CUMIITOMOB B TeueHue 4-6 Heaenb nocie poaos. KinHaudyeckoe
3nauenne BXb 3axiiouaeTcss B MOTEHIIMAIBHOM PHUCKE ISl TU10Ja (CTIOHTAHHbBIE
WU SITPOTEHHBIE TMPEXKICBPEMEHHbIE POJbI, achUKCUS BO BpEeMs POJIOB,
BHYTPUYTPOOHAsi CMEPTHOCTH),XOTS MO JaHHBIM TIOCJIEAHUX HCCIEAOBaHUMN
ypoBeHb nepuHaTanbHOM cMmepTHOCcTH (9/1000) comocTtaBUM C TaKOBBIM Cpeu
oOmelt momyisiuuu. 3yA, OCOOCHHO CHUJIBHBIM MO HOYaM, BIMSET HAa KayecCTBO
xu3Hu wMarepu. JloBonbHO peako npu BXDb BO3HHMKarT creatopes U
MOCJIEPOI0OBbIE KPOBOTEUEHUS BeleAcTBUE AeduunTa BuTamuna K.

ITatorenes BXb MHOTO()aKTOPHBIH, BKJIIOYaeT TEHETUYECKUE,
ropMOHaJIbHbBIE (DAKTOPHI , & TAKXKE BO3JIEUCTBUE (DAKTOPOB OKPYIKAIOIIEH CPEbI.

Jlns ycranoBinenus: auarHoza BXbB HeoOxoaumo HaiuuWe KOXXHOTO 3yJa
(KOTOpBIN HE MOXET OBITh OOBSICHEH APYTUMH NMPUUMHAMHK) U TTOBBIIIEHUE YPOBHS
KEITYHBIX KHUCJIOT B CBIBOPOTKE KpoBU >11MKMOmb/1. Penko mMoxkeT HabmoaaThCs
M30JIMPOBAHHOE IIOBBIIIEHUE CBIBOPOTOYHOIO YPOBHSA IKEIYHBIX KHUCJIOT, Y
OOJIBIITMHCTBA TAIIMEHTOK TaKXe MoBbiaeTcs: ypoBeHb AJIT. YpoBeHb KeTUHBIX
KHCJIOT — CaMblii YyBCTBUTEJIBHBIH MapKep XoJjiecTaza OCpPEeMEHHBIX, OH MOXET
MOBBIIATBCA /10 M3MEHEHHS JIPyrMX TMEYeHOUYHBIX T1po0. BeposTHOCTH
OCJIO)KHEHM IS TUI0J]a CYIIECTBEHHO MOBBIIIaeTcs npu panHem Hauyane BXb (1o
33 Hegenu OEpPEeMEHHOCTH) W TMOBBIIICHUH YPOBHS JKEIYHBIX KHCIOT >40
MKMOJIb/1. YpoBeHb yYI'T MokeT ObITh MOBBbIIIEH MpU MyTanusix rena ABCB4. B
10-15% cny4yaeB HaOmromaeTcs JieTKas JKENTyXa 3a CYEeT KOHBIOTHUPOBAHHOTO
ownmnpyouna. [IpoBenenue Ouorcun ne4eHu He TpeOyeTcs.
B cnywasx pannero wim arunudHoro ae6rwota BXB Heo0XoauMO MNpPOBOIUTH
muddepeHInanbHy0 THAarHOCTUKY C TIPEIKIIAMIICUEH U OCTPO JKUPOBOH MEUCHBIO

o6epemennbix (Tabmuna 6).

Taobmuna 6
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XapakTepucTHKA BHYTPUIIEYEHOYHOT 0 X0J1ecTa3a OepeMeHHbIX, cuHapoma HELLP
U OCTPO¥i )KUPOBOIi MeyeHn GepeMeHHbIX

BryTrpunedeHouHbI1i HELLP Octpas xupoBas
X0JecTas CUH/IPOM ME€YEHb
OepeMEeHHBIX OepeMEHHBIX
% 0.1-1,0 0,2-0,6 0,005-0,01
Tpumectp (2 umm) 3 3 ¥ nocne poaoB 3 unu nocne
POJIOB
Hacnencrsennas Yacro Her Penko
OTSITOILIEHHOCTD
Hanuuue npeskiamncun Her Ja 50%
TunuyHble KITMHUYECKUE 3ya, yBenuueHue I'emounns, [leuenounas
MIPU3HAKU AJIT/ACT, ypoBHs YBEIIUYCHHUE HEJIOCTaTOYHOCTh
KEITYHBIX KUCIIOT YpOBHS C YMEpEHHOMI
HaTOIIAK MEYEHOYHBIX MPOO, KEJITYXOH,
TPOMOOIMTONIEHUS | KOaryiomnaTus,
(qacto<50000/mKi1) | sHIEDaTONATHS,
TUIOTJIMKEMUS
[ToBbimenue yposusa AJIT YmMmepennoe g0 10- | Ymepennoe o 10- 5-15N

20N 20N
bunupyoun <§ mr/nmn (<85 B GouspmHCTBE Yacrto <5 mr/mn
MKMOJIB/JT) ciydaeB <5 mr/mn | (<85 MKMOJIB/JT)
(<85 MKMOIIB/T)
NHcTpymeHTanbHbIE Hopma WudapkTel neyenu, Kuposas
METO/1bl HCCIIEI0BAHUS reMaTOMBI WHOWIBTpALUs
MarepuHCcKkass CMEPTHOCTD 0 1-25 7-18
(%)
®deTanpHas/IepuHaTaIbLHAS 0,4-1,4 11 9-23
CMEpTHOCTH (%)
Peunus npu 45-70 4-19 20-70 (mpm
MOCJIETYIOLTUX HATAYAH
6epemeHHoCTSIX (%) MyTauui 3-
TUAPOKCUAIIII-
KO3H3UM A
JIETUIPOreHa3bl

Eciu nocne poaoB CHUMIITOMATHKA HE pa3pemiacTtcida, CICAYCT AyMaTb O

apyrux xponunueckux Oonesnsix nedenu: I[IBLl, TICX, nepumure ABCB4 wunm

XPOHHUYCCKOM T CIATUTC C, IIpu KOTOPBIX KO>KHBIN 3y4d MOXCT IIOJABUTBCA HaA

IIOCIICAHUX HCOACIIAX 6epeMeHHOCTI/I.

B 10% cny4aeB BO BpeMsi OEpEMEHHOCTH MOTYT TMOSBUThCS KaMHU B

JKCJIIYHOM ITY3BIPC WJIN 6HHHapHBIﬁ CIaJiK, JApKasd CUMIITOMATHUKaA Ha6HIOI[aCTC$I y

1,2% w3 »TUX NalMEHTOK. J[MarHo3 OCHOBBIBAECTCI HA aHAJIN3E KIWMHUYECKOU
5
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KApTUHBI, TIOBBILIEHUM YPOBHS TMEYEHOUHbIX 1po0, paHHeix Y3U. Ilpu
BO3HUKHOBEHUU OOCTPYKTHBHOIO XOJIECTa3a B pe3ysbTaTe 3aKyHNOpPKH KaMHEM
OOIIEro >KeTYHOro NPOTOKAa WM YXYJIIIEHWW TEUEHHUs MaHKpeaTUuTa CieayeT
BbINONHUTE DPXII, cPUHKTEPOTOMUIO U IKCTPAKLUIO KaMHS IO MPUKPBITHEM
aHTUOMOTUKOB (amMmuIuIuH). g Hapko3a B HEOONBIIUX J03aX MOTYT
MCIIOJIb30BaThCSl MENEPUANH, MPOnodo, (eHTAaHWIT U MUI030JIaM.

10.2.  Ilpumenenue  J1eKaApPCMBEHHLIX  Npenapamos  npu  JleyeHuu
xXonecmamuyeckux 3a001e6aHuUll neueHu 80 pems DepemMeHHOCU.

B choydyae HEaKTMBHOTO WJIM  MaJIOAKTUBHOTO  XOJIECTATUYECKOIO
3a00eBaHUsl TEYEHUW Y OKEGHIIMH JIETOPOJHOTO  BO3pacTta  BO3MO>KHA
HEOCJIO)KHEHHAasi 0epEeMEHHOCTh 0€3 000CTpeHUs 3a00JIeBaHUs TIEYCHHU. Y OOJIbHBIX
AUTI" wnum nepekpectHbiM cunjgpomoM [IBLI/AUI" Bo3moxHO o0b6OCTpeHUE
3a0o0sieBaHUs BO BpeMsi OEpEMEHHOCTH WM MOCJIE POJIOB.

VJIXK. Tlpu xonecTtaTUYecKUX 3a00JIEBaHMIX pa3pellaeTcsi MpUMEHEHHE
YXK BO BTOpoM M TpeTbeM TpumecTpax OepemeHHocTd. Hu y marepeit, HU y
HOBOPOXKJICHHBIX HE 3a(UKCUPOBAHO MOOOYHBIX 3 dexkToB npumenenus Y XK.
Jlist mpuMeHeHus Bo BpeMs rpyaHoro BckapmiuBanus Y /IXK He onobpeHna, B TO
e BpeMsl CIeAyeT OTMETUTh, UTO Ipernapat NpakTUuecKu Oe3omnaceH A pedeHka,
MOCKOJIbKY B TPYAHOM MOJIOKE HE OOHApyXEHO 3HAUYMTENIbHOE COJepKaHue
YIXK.

Kopmukocmepouowi. Vicnionb3oBaHue MpPeTHU30J0HA OE30MACHO BO BpEMs
OEpeMEHHOCTH W JaKTallMM, OJHAKO MpU MNPUMEHEHUU B IEPBOM TPUMECTpPE
OEpEeMEHHOCTH YBEJIMYMBACTCS PUCK Pa3BUTHs pacilleIuHbl HeOa (BOubs ryda) y
NETen.

Azatuonipud. Ilpumenenue  azaruonmpuHa  0e30macHO  BO  BpeMs
OEpeMEHHOCTH, B TO € BpeMs B HCCICAOBAHMSIX Ha KUBOTHBIX OIMCAH
TepaToreHHbl 3@dekr mnpenapata. Pucku u BbIroga Tepanuu a3aTUONPHUHOM

JOJIZKHBI B ACTAJIAX O6CY}KI[3TBC$[ C HaHHeHTKOfI. B IrpyaAHOC MOJIOKO a3aTHUOIIPHUH
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MIPOHUKAET B OYEHb HEOOJBIIMX KOJUYECTBAX, OJHAKO BO3MOXHOCTH T'PYIHOTO
BCKapMJIMBAHMS TaKXkKe J0HKHA peliaThCsl MHAUBUIYAIBHO.
Pexomenoauuu:

1. Iuarno3 BXb ycranaBnmBaercs Ha OCHOBAaHUU MOSABICHHS 3yJa BO BpeMs
O0epeMeHHOCTH, MoBbIIeHUST YpoBHS AJIT M KeTUHBIX KHUCIOT HATOLIAK B
CBIBOPOTKE KpPOBU W HCKIIOUEHMS] JAPYTUX MPUYMH 3yla U HAPYIICHUS
dbynkuun nedenu (IIII-2/C2). [duarHo3 cuuTaercs MOATBEPKIESHHBIM
MocJie HOpMaJIh3alui NeYeHOYHBIX IPOO ToCIie POJIOB.

2. Xenuun ¢ BXb  cumenyer  uHbopMupoBath O  BO3MOXXHOCTH
npexjeBpeMeHnbix poaoB (1I-2/B1). CneunansHoe HaOMIOASHUE 3a MJI0JI0M
He pexomenayercs (III/C2). Ilpuem YIXK ymeHbIIaeT BhIpaK€HHOCTh 3yAa
U yiydmaer nedeHouHsle npoOsl (I/B1), HeT nocTatodyHBIX HJaHHBIX O
3alUTHOM JIEMCTBUM TpernapaTta B OTHOLIEHWU PA3BUTUS OCJIOKHEHUU Y
mwiona (I1I-1/C2). Ilpu ymiuHEHUHM NPOTPOMOMHOBOTO BPEMEHHU CIEAYET
HazHayate BuTamMuH K (III/C2). Bpemss ponpopaspemieHust cleayeT
00CyXJ1aTh B KaXJ10M KOHKpeTHOM cirydae (11-2/C2).

3. Jlng nedeHuss KIMHUYECKHM MaHU(ECTHBIX XOJeCTaTHYeCKUX 3a0oseBaHUi
ne4yeHn y OepeMeHHbIX MOKHO ucmonb3oBaTh Y XK Bo BTOpOM U TpeThbeM
tpumectpax (I/B1). Jlns neuenne AUDT Bo Bpemsi G€peMEHHOCTH CIEayeT
UCIIOJIb30BaTh MPEAHU30JIOH (BO3MOKHA KOMOMHAIUS C a3aTUOIPUHOM) JIJIst
npenoTBpalleHuss 00ocTpeHus: 3a0ojeBaHus, YTO MOXKET HMMETh Oojee
3HAYMMBbIE HEraTHBHBIE TMOCIEACTBUS JUISI UCXOJa OEpeMEHHOCTH, YeM
MOTEHIMANIbHBIN prcK npuMeHeHus nekapcTs (11I/C2).

4. Ilpy nOSBIEHUU KIMHHUKK XOJIENUTHA3a TpU OEPEMEHHOCTH CIleAyeT
BBITIOJIHUTD DHJIOCKOMUYECKYI0 CHUHKTEpOTOMHUIO M yaaneHue kamusa (II-
3/Bl). J[Jaxe B mnepBOM TpUMeCTpe OEpEMEHHOCTH PEHTIE€HOBCKOE
UCCJIeIOBAHUE HEeJNIb3s CUUTaTh abCONMOTHO MpoTuBonokazaHHbiM (I11/C2).
[Ipu O0eccCUMITOMHOE TEYEHUU KEITYHOKAMEHHOMU 00Je3HU

XOJEUCTIKTOMUIO CIEAYET BBIOJHUTH nocie poaos (III/C2).
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10. Bueneuenounwvie nposagnenus xonecmasa.

11.1. 3yo.

KoxHbplil 3y MOXET ObITh CHUMITOMOM XOJiecTaza JI000M ATHOJIOTHH.
[laTorenes 3yna /10 HacTOSIIETO BpeMEHHM He paciudpoBaH. B TepMuHanIbHBIX
cTaausX 3a0ojieBaHMI TI€YeHM 3yJ MOXeT ocinadeBatb. HeT mgocTaTouHOi
nokazatenpHOM 0aszel, uro VYJIXK ymenbmmaer 3y mpu  XojiecTasze, 3a
uckmovyeHueM ciiydyaeB BXb. Kak npenmapar mepBoil JWHHMM 11 KyNMPOBAaHUS
3yJa HMIMPOKO HCIOJIB3YIOT XOJecTUpaMHuH. B psijge ciaydaeB mpoOieMol MOKET
CTaTh IUIOXas MEPEHOCHMMOCThH IpernapaTa U3-3a €ro BKYyca, YTO MOXKHO PEIIUTh
nobasnenueM ¢pykroBoro coka. Crnenyer umerh BBuay, uto YJXK cuenyer
MpUHUMATh HE paHblle, 4eM uepe3 4 yaca mocie npuemMa XoJjlecTUpaMHuHa, YTOObI
MPEeIOTBPATUTh €€ CBSA3BIBAHUE U CHIKEHUE (D PEKTUBHOCTH.

[IpemapatoM BTOpOW JUHUU MJIA KYyNUPOBAHUS 3yla CIYKUT aroHHCT
nperHaHoBoro X penenrtopa pudamnuiuH. EcTh NaHHbIE O €ro ABYXJETHEM
s exktuBHOM TpuMeHeHUH. Y 12% OoJbHBIX C XojecTa3oM Ha (oHE mpuema
pudaMIuIMHa OMKHCAHO Pa3BUTHE JIEKAPCTBEHHOrO TemaTtuTa yepe3 2-3 mecsua
npuema. [losTomMy BaXHO HayuMHATH JICYEHHE C MalbIX [03, TIIATEIbHO
MOHUTOPUPYS NEUYEHOUYHbIE TPOOKI NEpe]] YBEIUYECHUEM JO3bI.

K npemaparam TtpeTbell JMHHUM OTHOCSAT AHTArOHMCTBHI OMUOUAOB. Mx
MPUMEHEHUE OTPAaHUYUBAIOT PEaKlMy, HATOMUHAIOIUE CUHIPOM OTMEHBI.

Ecte nannHbie 00 S(@eKkTUBHOM NPUMEHEHUU CcepTpaivHa (MEXaHU3M
neicTBusl He siceH). He pekoMeHIyeTcss HCIONb30BaHUE AHTUTHMCTAMHHHBIX
cpeactB (oTcyTcTBUE 3 (PekTa), oHnanceTpoHa (orpanudeHHas 3¢ PEeKTUBHOCTE) U
(benobapOuTana (BeIpakeHHbIE TOOOYHBIE YDPEKTHI).

[Ipu pe3uCTEHTHOM K Teparuu 3yJie OMUCaHbl CTydyau MO3UTUBHOIO d(PdekTa
OT MPUMEHEHHs FIKCTPAKOPHOPATBHOTO albOYMUHOBOIO IHaiu3a, miasmadepesa u
JIPEHUPOBAHUE JKEMYHBIX NPOTOKOB. [locneqHuM cpecTBOM JieueHus 3yJa MOKET

BBICTYIIATh TPAHCIUIAHTAIUS IICUYCHU.
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Pexomenoayuu (Puc.2):
1. Tepanusa nepBoit nauHUM — xojectupamud 4 r a0 4 pa3 B neub (1I-2/B1).
Crnenyer pazHecTu IpHUEM XOJIECTUPAMUHA U JAPYTHX JIEKApCTB MO MEHbIIEH Mepe
Ha 4 gaca (1I-3/B1).
2. Tepanus Bropod nuHuM — pudaMnuIMH B cTapToBOM no3e 150 mr, mpu
THIATEJIbHOM HAOJIOICHUM 3a TMEYEHOYHBIMH MPOOaMU MOXKHO YBEIHYUTH J03Y
MakcumaabHO 10 600 mr/nens (I/A1).
3. Tepamnus TpeTbeil TUHUM — HAJNTPEKCOH per os B go3e 50 Mr/aeHs (ctaproBas
no3a 25 wmr) (I/B1). Cnenyetr paccMarpuBaTh BO3MOXKHOCTh MPUMEHEHHUSI ITOTO
npenapara ToJIbKo Ipu HEAP(HEKTUBHOCTH MM HEMEPEHOCUMOCTH XO0JIeCTUpaMuHa
(unmu gpyrux noHoOoOMeHHBIX cMou) U pudamnuuuna (II/C1).
4. Tepanus derBepTOl JUHUU — CepTpauH Mpu  HEIDPEKTUBHOCTU
BbIllIeyKa3aHHbIX npenaparos (11-2/C2).
5. [Ipu Hes(hPEeKTUBHOCTH BCEX MEPEUUCIEHHBIX MpEenapaToB BO3MOMKHO
HaIpaBJICHHE IMallUeHTOB B CIEUUAIU3UPOBAHHBIE LEHTPHl JUIsl TMPOBEACHUS
HKCTPAKOpHOpaIbHOrO  albOYMHUHOBOTO  JManu3a,  Iasmadepesa  WUIU
JIpeHUpPOBaHUs KeTdHbIX MpoTokoB (III/C2).
6. Ecnu Bce BbllIeNepeyncIeHHbIE JIEKApCTBA W METOJbl  OKa3bIBAIOTCS

Her((PEeKTUBHBIMU, BO3MOXKHO BbITIOJIHEHHE TpaHcIuianTauu neuenu (1I/C1).

11.2. Cnabocmeo.

Cnabocte — xapaktepHblii cumnToMm [IBIl, BeIpa)keHHOCTH €€ He
KOppeJIHpYeT ¢ TsHKECThIO 3a0ojeBaHMs TeueHH. [Ipexie yeM OTHECTH JaHHBIN
cumnToMm K mnposineHusiMm IIBL] cineayer HCKIIOUUTH JpPYyrUe BO3MOXKHBIC
MIPUYMHBI, B TOM unciie AUL.

Pexomenoauuu:

1. HeoOX0IMMO HCKIIOYUTh TUIOTUPEO3, AHEMHIO, JIHAa0EeT, JENpecCulo,

no6ouHoe aerctBue JekapcTs u np. (I11/C2).
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2. Cnexyer MUHUMH3UPOBATh MTPOBOIUPYIOIIUE CJ1a00CTh (aKTOphl (M30BITOK
AHTUTUTNIEPTEH3UBHBIX TIPENapaToB, HAPYIIEHHWE CHA BCJEACTBUE YIOTPEOJICHUS
ko(e B BeuepHue yachl) (I11I/C2). Baxxna ncuxosiorudyeckast moajieprka.

3. Jlna xynupoBaHUs cJIa0OCTH HE TOKa3aHO MPOBEICHHE TPAHCIUIAHTAUU

nevyeHu (eciu K 3ToMmy HeT Apyrux nokaszanuii) (II/C1).

11.3. Ocmeonopos.
Pexomenoauuu:

1.V Bcex OONBHBIX C XOJIECTa30M CIEAYET OLEHUTh PHUCK pPAa3BUTHUS
ocTeonopo3a, oopaias ocoboe BHUMaHUE Ha yCTpaHUMBbIE (DAKTOpPBI pUCKA U
coBeThl 0 Moaupukanuu odpasa xxuzuu (I11I/C2).
2.1lpy  ycTaHOBJIEHMM  JHMarHo3a  XPOHHUYECKOTO  XOJIECTATHUYECKOIO
3a007€BaHUsl TICYCHU HEO0OXOAUMO BBIMOJHUTEL JeHcuTomeTrpuio (III/C2).
[loBTOpHOE WHCClIEIOBAaHUE TPOBOASAT €XKErOAHO B  3aBUCUMOCTH  OT
BBIPAKEHHOCTH XOJIecTa3a U UHAUBUIAYaIbHBIX QakTopoB pucka (II1/C2).
3. Pexomennyercs npumenenue kanbius (1000-1200 mr/nens) u ButamuHa D
(400-800 ME/nenn) y Bcex OOJIBHBIX XOJECTaTUYECKUMHU 3a00JIEBaHUSIMU
MEYeHH, XOTS ATO MOJIOKEHHE HE MMEET JIOCTAaTOYHOM JoKa3aTeIbHON Oa3bl
(1/C2).
4. Ecniu npu paeHcutomerpun T<-2,5 Wi HMET MECTO MaTOJOTHYECKUM
nepesiom  (I/B1) HeoOGxomumMo Ha3HAYUTH  QJCHIPOHAT WIM  ApPYrue
oudochonarer, mpu T<-1,5 Ha3HAUEHUE ITUX IMPENapaToB >KEJATECIbHO

(I/C2).

11.4. Kupopacmeopumvie sumamuHbsi.
Pexomenoauuu:
1. BceM GOnBHBIM C XOJIeCTa30M ClIelyeT Ha3HauyaTh IpemnapaThl KaJbIUsS U
BUTaMUH D miepopajlbHO B KadyeCTBE COCTABHOW YacTH MPOTpaMMbl IO

npeaynpexaenuto ocreonoposa (111/C2).
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2.B caydasx BbIpaXEHHOrOo XoOJiecTa3a NpHU HaJUYUM CTeaTOpeu WM
JOKa3aHHOM HHU3KOM YPOBHE J>KUPOPACTBOPUMBIX BHUTAMHHOB CJEAYET
Ha3HauuTh BUTamMuubl A, E u K per os (III/C2).

3. [lapenTepanbHoe Ha3zHaueHuWe BUTaMHHa K mMokazaHO NpodUIaKTUYECKH
nepea MpOBEICHUEM WHBA3UBHBIX MPOLEAYp B CiydasX BBIPaKEHHOIO
XoJlecTa3a u Mpu BO3HUKHOBeHUH kpoBoTeuenus (11-2/C1).

11.5 Bapuxo3no pacuiupenmvie 6eHbl NUWEE00A U 2enamoyernoNapHas

KapyuHoma.

Kak u mpu apyrux XpoHHUecKHX OOJE3HSX MEYEHHU, MPHU XOJIECTATHUECKUX
3a00JIeBaHUSX Ppa3BUBAIOTCS BAapUKO3HO pAaCHIMPEHHbIE BEHbl MHILEBOJA U
renaTouesuIoNsipHas KapuuHoMma. IIporpamMmbl CKpUHUHTA, TPOPUIAKTUKA U
JICYEHMs aHAJIOTUYHBI TAKOBBIM MPH APYrux 3a0ojeBaHusX neueHu. HezaBucumpie
(bakTopsl pHCKa pa3BUTUS BAapUKO3HO pacliMpeHHbIX BeH Yy OonbHbIX [IBIL:
ypoBeHb TpombouutoB <200000/MM , ypoBEHb CBHIBOPOTOYHOTO anbOymuHa <40

r/n u CBIBOPOTOYHOTO OounupyOrHa >20 MKMOJIB/J.
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IIBIT ANA - TTBIT ANA +
IpHEM IpHEM LI
TeKApPCTBEHHEIX  JIeKAPCTBEHHEBIX
MPenapaTos - ImpernapaToB +
v
~ L J
ononcusa v
neeHH »
npeanoaaraeMbIi
HlIar 3
/ \ IHATHO3
4
HOPMA MIPH3HAKH
[OBpekIeHHA

AE/TTHRIX [IPOTOKOB
HIH JPpYyTHE H3MEHEeHHA

MPXITIT + 3H10Y3H

Hlar 4 / \

HOpMa CTPHKTYPEI I[ICcX
HeT KIHHHUeCKHe v
- T AT - o B e -
KITHHH Iecgg‘;x npH3HakH [ICX JaJdbHelHIIee odcaeT0BAHHE ¢
HPI'BHI':OB l NpPHMEHEHHEM CHEMHATLHBIX
MeTOI0B HCCAeT0OBAHHSA
HAa0IIIeHHE 0
IIIar 5 IPXIIT

IMMOBTOPHAA OLCHEA

PVICYHOK 1. AJ'II'OpMTM ONarHoCTUKKM XxonectaTtnvyecCkux 3abosneBaHM neyeHn Y B3POC/IbIX MaUNEHTOB.



IIIOXAA
IIEPEHOCHMOCTB

KoxHeIH 3y1

HET HCRTIOTHTE IpyTHE
b —_—
Xomecrtas? [IDH<HHE
) m
JA COOTBETCTBYIOMEE
9 |——— ’
bepeMeHHOCTE? eqeHHe
l HET
CooTBeIcTByIOINEE
. 2 | OA
Oﬁcrpyxuas JKEITTHEIX IIPOTOKOB? ——
(V3H, 3PXIIT mma MPXIIT)
l HET
IIpono/KHTE TEPAIHIO
Xonectupamun | 2PPEKTHBEH KOHTpPOIE YpOBHA
(mo4rx4p/n) KHPOPacTB. BHTAMHHOB
HE>®PEKTHBEH/
IINMOXAA ITEPEHOCHMOCTD
Pudpammmnun | PPPEKTHBEH
?; 0 Mr/n . [TpPOIO/DKHTE TePAIHI0
- KoHTpOIE NedeHOYHEIX P00

l HE>®PEKTHBEH

ITocTeneHHOE NOBRIMEHHE AO3EL 10

MaKCHMAaTbHOH 600 MI/I 3&BEKTHBEH Tporo —
(pa3 B ZIBe HellelH) > TepalHIo
HE>®®EKTUBEH/
ITIOXAA ITEPEHOCUMOCTE
HanTpekcoH 9PPEKTIBEH IIpOIOIDKHTE
(max 50 Mr/m) TEPAITHIO
HE>®PEKTUBEH/
ITIOXAA ITEPEHOCHUMOCTE
Ceprpanun 99PEKTHBEH IIpOIOIKHTE
(max 100 mr/m) TePAITHIO
HE3$PEKTUBEH/
TIOXAA ITEPEHOCHMOCTE
BO03MOKHOCTS IPHMEHEHHA
3&IEKTVIBEH
3KCIIePHMEHTALHEIX IIOIX0I0B K TepalHl | —— TlponomxHTh

|

TePAITHK

Bo3MoxHOCTE TPaHCILUIAaHTAlTHH

PucyHoK 2. MNoaxoabl K Tepanum KOXKHOro 3yAa Npu xonecrase.
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