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[lokazarepHOI 623011 11 peKOMEHAANNH CIysKaT
ny6auKanuy, Bolreamne B 6aspl gaHHbIX PubMed
n Cochrane. /I1s oleHKM KadecTBa M CHJBI JIOKa-
3aTeJNbCTB  HCIOJb30BAJINCH PEHTHHTOBBIE CXEMbI
(rabr. 1 u 2).

ZII/IaI'HOCTI/IKa X0JecTa3a

XoJectas mpejcrapisier co0oil HapyllleHne CHUH-
Te3a, CeKpennu u OTTOKa Keaun. KunHudeckue
npu3Haku 3a60JeBaHusi — C€aAa00CTb, KOXKHBIH 3y
u B psfe ciaydaeB skentyxa. [Ipw 6eccHMMITOMHOM
TEYEHNN XOJIECTA3a paHHUE GUOXMMUYECKHE MapKeé-
pbl — TIOBBIIIEHHE YPOBHSI wes0unol ¢hocghamasoi
(D) u y-emomamurmpancnenmudasor (y-TTID),
B JlaJibHENIIeM TIPUCOEIUHSIETCS] YBeTUYeHUe CO/Ep-
JKAHUST KOHBIOTUPOBAHHOTO OUINPYOHHA.

XosecTas MPUHATO PA3/ENSITh HAa BHYTpU- W BHe-
IeYeHOUHbIll. BHympuneueHouHwlii xosecmas
MOJKET OBITh CJIeJCTBUEM (PYHKIMOHAIBHBIX Aedek-
TOB 00Da30BaHUS JKEJIYM Ha YPOBHE TelaToIluTa
uam  OOGCTPYKIIMM HAa YPOBHE BHYTPUIICUEHOYHBIX
JKEJTYHBIX TIPOTOKOB. B pasBuTum 3a60JeBaHIS MOTYT
MPUHUMATDL yYacTre o6a MeXaHu3Ma, HanpuMmep Mpu
suMdpomax. XoJecta3 CINTAeTCS XPOHUYECKUM, eCIH
oH ayutcs 6oJsiee 6 MecsieB. B ocHOBe MHOTHX XOJe-
CTaTU4YecKNX 3a00JIeBaHUIN JIEXKUT BHYTPUIEUYECHOY-
HBIII XO0JIecTa3, OJHAKO B CJIydyae CKJIePO3UPYIOIIEro
XOJIAHTHTA MOTYT TOPAJKATHCS MeJKNe W KpPYIHbIE
BHYTPH- U/ WJIM BHENEYEHOUHbIE JKETUHBIE TIPOTOKH.

[Ipm 6GeccHMITOMHOM TEYCHHH XOJIECTAa3 MOJKET
OBITb BBISBJIEH CJIYYailHO MO TOBBIMIEHUIO YPOBHENH
1D u y-T'TII B X0/ ANCTIAaHCEPHOTO OGCIEI0BAHMS
WO TIPH TIPOBEJEHUH WCCJAEIOBAHUS OHOXUMUYE-
CKHUX TECTOB IO MOBOAY ApPyroro 3a6oneBanus. [lis
X0JIecTaza MaslocTelnUyHO M30TMPOBAHHOE TTOBBI-
nrenue ypoBHs y-I'TII, urto MoxeT 6bITh pe3yabTaToM
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KinHUYeCcKre peKOMEH/IATTHN PHITE o 2 2015
Tabauua 1
PefiTuHroBast cxema /11 OllEHKN YPOBHS J0Ka3aTeJbHOCTH
Yposenn
okasartesbHasi 6a3a
JIOKa3aTeJIbHOCTH A
I PangommnaupoBanHble KOHTPOJINPYEMbBIE HCCIeI0BAHUS
111 KonTponupyembie nccienoBanne 6e3 paHIOMU3AIIH
I1-2 AHamUTHYeCcKue MCCIeOBAHUS CIydYall—KOHTPOJIb UM KOTOPTHbBIE
I1-3 Omiicanue cepuii cJy4aeB, OT/eJbHbIE HEKOHTPOJUPY€EMbIE IKCIIEPHUMEHTANbHBIE PAGOTHI
11T MHeH1e aBTOPUTETHBIX 3KCIIEPTOB, OMKUCATEIbHAS 3MUAEMUOJIOTHS
Tabruua 2
PefiTunrosast cxema [/l OIIEHKHU YPOBHS HAJIeXKHOCTH PeKOMeHaIuit
Yposenb HazexKHOCTU
p a & Iosicuenust O6o3nauenus
PEeKOMEeHJaIuii
Boicokuit MaJsioBEpOATHO, YTO JaJIbHEHIINe UCCIe0BAHUSA U3MEHSAT CYIIECTBYIO- A
1iee MOJI0XKeHHe
Cpenunit JlanbHelme uCcae[loBaHUs MOTYT TIOBJIHATh HAa yOEXKJIeHNEe B BEPHO- B
CTH CYIIECTBYIONIETO ITOJOXKEHUS
Huzxnit [lanpHeiimye uccae0BaHUs MOTYT U3MEHUTb MHEHUE O CyIIeCTBYIO- C
1IEM TIOJIOKEHUN
Pexomenaaiun ITosicuenus 0603HayeHud
Boicokoii cubt OcHOBaHbI Ha IIPOBE/IEHIH BBICOKOKAYECTBEHHDBIX HCCJIEJOBAHUI 1
Cna6oii cuibl OcHOBaHbBI HAa MCCIEIOBAHUAX, OTPAKAIONNX Pa3JINyHble MHEHUS. 2
COOTBETCTBEHHO PEKOMEHAIMN BBITJIS/SAT KaK MEHee YeTKie
U Olpe/ieIeHHbIe

MHAYKINHA (epMenHTa B OTBET Ha TIPHeM aJIKOTOJIS WJIN
JIEKAaPCTBEHHOTO mpemnapara. l3ommpoBaHHOE MOBbI-
nrenre ypoBHsi 1IID Moxker ObITh OOGHAPYIKEHO TpU
TpoTpeccupyonieM BHYTPUIEYEHOYHOM ceMeiiHOM
xosiectaze 1-To W 2-ro THMA, HAPYIIEHMSX CHHTE3a
JKeJYHBIX KHCJIOT, a TaKXe B caydae OBICTPOrO poCTa
KoctHoll Tkanu (y gereit), npu 3a6oJeBaHUAX KOCTEH
(6oresup Tlemskera) mim BO BpeMsi GepeMEHHOCTH.
[lmarHocTimaecKuMI KPUTEPUSMU XoJiecTasa IPHHS-
TO cYnTaTh ToBbIeHne yposHa D B 1,5 pasa ot
sepxneti epanuyvt Hopmor (BTH) u yposust y-TI'TII
B 3 pasa ot BI'H.

[uddepennnanpuas AMarHOCTHKA MPH XOJIECTa3e
BKJIIOYAET JIOCTATOYHO GOJIBIION KPYT Pa3JNYHbIX
3aboseBanuii (1abi. 3 u 4). TeM He MeHee, NepBbIii
BKHBIN 3Tall JUArHOCTHYECKOTO IOMCKa — 3TO pa3-
TpaHWYeHre BHYTPU- W BHEIIEUYEHOYHOTO XOJIeCcTasa.

Heo6xoanM THiaTe bHBIN aHATN3 aHaMHe3a U IO~
po6HOe (DU3NKATbHOE HCCAEJOBAaHHE. Y>Ke Ha 3TOM
aTare ONBITHBIN KJINHUIMCT MOXKET COCTaBUTb BEpHOE
Ipe/iCTaBIeHEe O Ipupoje xoJsectasa [4, 9]. Baskno
BBISICHUTD HaJm4ne TPo¢ecCHOHATBHBIX BPEIHOCTEH
U YTOYHHTH JIeKapCTBeHHbIN aHaMHe3. JIio6oil mpe-
mapaT, IpUHUMAaeMblil B Tedenne 6 Heaesab 0 MaHU-
(decraunu Gosesnu (B TOM 4YMC/Ie TPaBbl, BUTAMUHbBI
U 1IP.), MOKHO PacCMaTPUBATh KaK [IPUUMHY XOJIECTa-
3a W cJefyeT OTMEHUTDL TpHeM Ha3HAYeHHOTO Cpe-
CTBa. YKasaHHe Ha JUXOPAJAKy € 03HOOaMH H 60Jb
B IIpaBoM Hozpe6epbe ¢ GOJIBIIOH JoJeil BeposATHO-
cti roBOpUT 06 OGCTPYKTUBHOM XoJjanrute (B 4act-

HOCTH, Ha (OHE XOJEIOXOJINTHA3a), OAHAKO TaKas
KapTuHa MOJKET OBbITb M TP AJKOTOJbHOM TelaTHTe,
peke mpu BUPYCHOM rematurte. /[0cTOBEpHOCTD TIpe/-
MOJIOKEHUST O HaIUuYuu OWINAapHON O6CTPYKIIUU
MOBBIINAIOT CBEJIEHNS] O MEePEHECEeHHON Oommepalun Ha
JKEJTYHBIX TyTsAX. Ha BiusHUE HACJIEACTBEHHOCTH
MOJKET YKa3bIBaThb HAJIMYME XOJIECTATUYECKUX 6ose3-
Hell B ceMbe. HekoTopble BapuaHTBI X0JI€CTa3a MOTYT
ObITb BBISBJIEHBI TOJBKO MPHU ONpPeIeNeHHbIX 06CTOS-
TeabcTBax (6€peMEHHOCTb, TPaHCILIAHTAIMA IIEYEeHH,
BUY-undexkuuss u ap.), uro TpeGyeT IPOBEACHUS
CIIEI[UAJIbHBIX MCCJAEL0BAHUI, He 00s13aTeIbHbIX [IJIST
BCEX IalEHTOB.

[TepBbIM mIATOM Ha MYTU HMCKIIOYEHUS PaCIIUpPe-
HUS BHYTPHU- U BHENEUYEHOYHBIX >KEJYHBIX IPOTOKOB
n Haanuusl OoOBEMHBIX O00pPa30BaHUN MOJKHO OBITH
yaompaseyxosoe uccaedosanue (Y3U) opraHos
6proniHoil mosoctu. Y 3U o6smaaer 10CcTaTOYHOI YyB-
CTBUTEJIBHOCTBIO U CHEM(PUIHOCTBIO, 3TO HEMHBA3HMB-
HBI, JIOBOJIBHO PaCHpOCTPAHEHHBI M OTHOCHTEIbHO
Hegoporoit Merozn. K ero HemocrarkaMm cienyeTr OoTHe-
CTH CYOBEKTUBHOCTD OIIEHKH ITOJTYYEHHBIX [aHHBIX,
a TaKKe BO3MOKHOCTb TPOIYCTUTb U3MEHEHUS KeTd-
HBIX IPOTOKOB, CBOICTBEHHBIE CKJEPO3UPYIOIIEMY
xosanruty. Kpome Toro, Kak mpaBuio, HEJOCTATOUHO
XOpOIIIO BU3YAJIUBUPYIOTCS HIDKHSS YacTh OOIIero
JKEJTYHOTO TIPOTOKA U TIOJKENyIOUHast JKese3a.

Pesyabratel komnviomepuou momozpaguu (KT)
MOJKHO cunuTaTh 6ojiee 0ObEKTUBHBIMY, OHAKO UCCJIE-
JIOBaHUEe CBSI3aHO C OIpe/IeJIeHHON JIyueBOl Harpys-
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Tabauya 3

[TprynHbBI BHYTPUIIEYEHOYHOTO XOJECTa3a Y B3POCJBIX

reHaTOHeJIJIIOHﬂprIﬁ XoJjiecra3

XOJIaHI‘HO].[eJIJIIOJIHprIﬁ XoJjiecra3

Cernicuc, sHIOTOKCEMHUS
Bupycabre rematuter
AJKOTOJIbHBII 1 HEAJTKOTOJIbHBII CTEATOTeIIaTUT

]IeKapCTBeHHbeI Xo0Jiecta3, XoJecCTa3 Ha (bOHe IIapeHTe-
PAJIbHOI'O ITUTaHUA

lFenernveckue HapylieHUs: — JA0OGPOKAYECTBEHHBIN PeIu-
JVBUPYIOMNN BHYTPHUIIEYCHOYHBI XO0JIeCTa3, MpOorpec-
CHPYIONUI CeMeNHbII BHYTPUIIEYEHOUHBII X0JIecTas,
nepunur ABCB4 (reHa, KOAMPYOIIETO KaHATUKYJISP-
HYIO 9KCIIOPTHYIO MoMIty (ocdoMMIIaoB), BHYTpHUIIE-
YEHOUHbBIN X0JiecTa3 6epeMEHHBIX, 9PUTPONIOITHUECKAS
nporonopdupus

3/10KaYecTBeHHbIe NH(UIbTPATUBHbIE 3a00I€BAHUS —
reMaToJIOTHYecKue 3a00JIeBaHNs, METACTa3bl OIIyXOJIN

[lo6pokavecTBeHHbIe NH(PUILTPATHBHbIE 3a00T€BAHUSI —
aMHIJION/I03, CAPKOM/IHBIN T'elaTUT U JIpyTHe IPaHyJeMa-
TO3bI, 6OJIE3HN HAKOILIECHUS

[TapaHeomacTuyecKne CHHIPOMBI — JIUM(OrpaHyIeMa-
TO3, PaK MOYKU

[Topok pa3BUTHS KEJTYHBIX MPOTOKOB: BPOXKIEHHBIN
nevyeHouHblil hpubpo3

Y3moBas pereHepaTuBHasd ruiepiliasduAa

Cocyaucrbie 3a6oneBanus: cunapoM bagma—Kuapu,
BEHOOKKJ/IIO3MOHHAsI (60JIe3Hb, 3aCTOiHAs NedeHb

[Tuppo3 J1060i 3THONOTHI

Hepsuunviil 6uruapnvil yuppos — BT (AMA+/
AMA-)

Iepsuunviii cxaeposupyrowuti xoaarzum (IICX)
[Tepekpectabre cunapomsr IIBI/AUT u IICX/AUT
[gG4-acconunpoBaHHbBI XOJTAHTUT

W auonaTudeckast IyKTOIEHUST B3POCIBIX

[Topok pa3BUTHS >KETYHBIX MPOTOKOB: OWIMApHas
ramaproma, cungpom Kaposn

MyxkoBucuu03
JlexapcTBeHHAs XOJIAHTHOIIATUS
bonesnn «TpaHCIJIaHTAT IIPOTUB XO3AWMHA»

BropuuHbIil cKIepo3UPYIONINI XOJaHTUT, HAIIpUMep Ha
?)OHG XOJIAHTHOJIUTHA3A, UIIEMUYECKast XOJTAHTHONATUS
HACJIE/ICTBEHHASI TeMOPPArnyecKasi TeJeaHTHO9KTa-
3Us1, Y3€JKOBBIIl IOJUAPTEPUMT U APYTUE BACKYJIUTBHI),
nH@eKMoHHbI XonaanruT npu BUY-undexuun u apy-
rux opMax UMMYHOCYIPECCHUH U T. [.

AMA — antuMuTOXOHApPHaAbHBIE anTHTena; AT — ayTOMMMyHHbBIN TemaTur.

Kol u Moxker yctynath ¥ 3V B m3obpakeHnn GUITH-
apHOTO TPaKTa.

[lns BU3yanmsaiust JKeJTYHBIX IMPOTOKOB MOKHO
UCIIONIb30BATh  MAZHUMHO-PEIOHAHCHYIO XOJAH2UO0-
nanxpeamozpapuro (MPXIIT). BoaMoxkHOCTH METO-
la B BBISBJIEHUH OOGCTPYKIIMH >KEJYHBIX IIPOTO-
KOB COIIOCTaBMMBI C TAKOBBIMU TPU MPOBEIEHUN
IHOOCKONUUECKOU Pempozpaonol XodHZUONAHKpE-
amoepaguu (IPXIIT). ISudockonuuecxoe Y3H
(5u10Y3U) MOKeT cuuTaTbCsl aJleKBATHON 3aMeHOi
MPXIIT pyist BbISBJIEHWST KaMHEW JKEJYHBIX IPOTO-
KOB W [PYTUX TPHYMH BHEIEYEHOYHOU OMINAPHON
OOCTPYKIIHU.

Bueneuenounas o6cmpyxuus keaunsvlx nymei
MOJKeT ObITh BbI3BAHA KAMHSIMU, OITyXOJISIMU, KHCTa-
Mu unn crpukrypamu. IPXIIT ocraercs «30710TbIM
CTAaHAPTOM» JIJIsl BU3YaTU3aIuu OUJINAPHOTO TPaK-
Ta ¥ YCTPAaHEHHS TPUYMH BHEIIEYEHOUHOU OGuuap-
HOIl OOGCTPYKIINM, OJHAKO Ja’ke IMPU MPOBEJECHUU
UCCJIEJIOBAHUS ONBITHBIM CIIEIIHATICTOM BO3MOKHO
pasBuTHE OCJIOXKHeHui: mankpeatura (3—5% ciy-
4aeB); KPOBOTEYEHUS NPU BBHINOJHEHHH CHUHK-
teporomun (2%), xonaurura (1%), neranbHOro
ucxozga (0,4%). Takum o6pa3oM, IIPU NOJ03PEHUU
Ha BHEIMEYEHOUYHYIO OOGCTPYKIIMIO JKEJYHBIX ITyTeil

U OTCYTCTBUU OJHO3HAYHBIX IMOKA3aHUN MAJsI TPO-
Be/leHUSI 3HJOCKOTIMYECKOTO BMEIIATeJbCTBA CJie-
nyetr BoimomHATh MPXIIT mu6o supoyY 33U, a He
IOPXIIT.

Ecnu MeToznbl Budyasmsanuu He BBISBJSIOT MeXa-
HUYECKON OOCTPYKIINU KETYHBIX ITPOTOKOB, HEOOXO-
JIUMO COCPEJIOTOYNTHCS HA aHAIN3e BHYTPHUIIEYEHOY-
HBIX MpHYMH XoJjecTtasa (cM. Taba. 3 u 4).

Y B3pocabIX GONBHBIX C XPOHHYECKUM BHYTPH-
MEYEHOYHBIM XOJIECTa30M CJEAYIONINNA JTHarHOCTH-
YecKuil 1mar uccaenopanne AMA  110CKOJIBKY
MEePBUYHBIH OWIMAPHBIH IMPPO3 — caMas dYacTas
MPUYNHA TMOPAKEHUS MEJKHUX >KEJTYHBIX IMPOTOKOB.
[/lnarnos mocroBepen npu Hammunn AMA B auarso-
ctuyeckoM tutpe =1:40 u XojecraTmyeckoro mpodu-
JIS1 TIeYeHoYHbIX GepMenToB (IIPU OTCYTCTBUM APYTUX
npuurH). B onpeseseHHbIX ciydasx HyKHa GHONCHS
neyenu. Ilpu orcyrctBun AMA cienyeT BbIITOJTHUTD
MPXIIT B crienuanmu3upoBaHHbIX IeHTpax [4, 34].

Ecnu puarnHo3 xosiectasza [0 KOHI[A OCTaeTCs
HesicHbIM, Tpebyercsi Guoricus mnedeHn. Oco6eHHO
BKHO KavecTBO ee mpoBenenus. O6pasel; 10~
JKeH cojep:karb He MeHee 10 MOpPTATbHBIX TpaK-
TOB, TaK KaK IIOPa’KeHWE TiedyeHH ObIBaeT KpaiiHe
HEPABHOMEPHBIM TPU TIATOJOTUU MEJKUX KEJTIHBIX
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Tabruya 4

[TprunHbI BHYTPUIIEYEHOYHOTO XOJecTa3a y Jerei

Mera6omueckne 3a60/1€BaHNUS:

— C BOBJICYECHHEM 6mmapHor0 TpaKTa — HEAOCTAaTOYHOCTb a1*aHTI/ITpVIHCI/IHa, MYKOBUCIIU/ZIO3,

— 06€e3 BOBJIEUEHUS 6I/IJII/IapHOFO TpaKTa — TaJaKTO3eMusda, THPO3uHEMUAd, Jleq)eKTbI OKHUCJEHUA KUPHDBIX
KHCJIOT, 00JIE3HN HAKOILJIEHUS JIMIUI0B U IJIMKOT€Ha, IIePOKCHUCOMa/IbHbIE paCCTpOﬁCTBa,

— crerupuyecKrie pacCTPOCTBAa GUINAPHON (DYHKIIMU — HApYyIIeHusi GUOCHHTE3a U KOHBIOTAIMU JKETIHbBIX
KUCJIOT, KAHAJIBIEBON cexperuu (IIpOorpeccupyonuil ceMei bl BHY TPUIIEYEHOUHBIN X0JIecTas)

YMeHbIIEHHE 9MCIa JKEMIHBIX MPOTOKOB:
— ¢ HaauuueM cHHAPOMOB (CUHAPOM AJIasKuis),
— 6e3 CUHIPOMOB

[TopoKH pPasBUTHS JKENYHBIX MPOTOKOB

Nudexnuun — GakrepuajbHbIe, BUPYCHbIE

Toxkcuueckue ClJaKTOpr — IHapeHTepa/JIbHOE IMUTaHuEe, JIEKAapCTBa

N pnonatTnyeckuii HeOHATATbHbBIM TEIATUT
[Muppo3 J060i 3THONOTHI

NPOTOKOB. B mpoliecce uWHTEpIpeTalUN JaHHBIX
6uoricuu HeOOXOMMO TIPUIEPIKUBATHCS CJIEAYIONIei
kaaccudukanuu: 1) saGoneBaHus ¢ IOPasKEHHEM
JKETUHBIX TNpOoTOKOB — AMA-HeratuBnbiii [1BI1,
uzosupoBanubiii [ICX Menkux npoTokos, pedurut
ABCB4, capkouzios, uAHONATAYECKas IYKTOIECHUS
WJIN JIeKapCTBEHHbIN Xoj1ecta3 (TUIMYHbIE COCTOSHUS
npezcTaBaenbl B Tab. 5); 2) 60Je3HH, He CBA3aHHbIe
C TOpa’keHneM JKEJYHBIX TPOTOKOB, GOJE3HU HAKO-
IJIeHUsT U WHQUIbTPATUBHBIE 3a060JICBAaHUS TI€YEHU
(rpanysembpr 1edenn — G6e3 XOJAHTHUTA, y3J10Bast
pereHepaTuBHAS TUTMIEPILIA3HS, MEJN03, PACIIHPEHIEe
CHHYCOMZIOB U ILMPPO3); 3) Tenaroue/IospHbIi
X0JIeCTa3 ¢ MUHUMAJIbHBIMY MUCTOIOIMYECKUMU U3Me-
HEHUSIMU — TOOPOKAYECTBEHHDII PeruIuBUPYIONIUI
BHYTPUIIEYEHOYHBIN X0JIECTA3, TE€PAIMs ICTPOreHaAMu
uiau aHaboJMKaMH, CENCUC, II0OJTHOE MapeHTePasb-
HOEe THUTaHWe WM IAPAHEOIIACTUYECKUN (eHo-
MeH. AJTOpuTM 06CJIeJOBaHMS B3POCJIOrO MAIMEHTa
C XO0JIeCTa30M TIpejicTaBjeH Ha puc. 1.

Pexomendauuu

1. Heo6xouMbI [ieTabHbIH aHAIN3 UCTOPUN 3a60-
sesanust u usnkanbHoe obeienosanue (ITL/C1).

2. Ilepsoiit atan B auddepeHITNATbHON IUarHo-
CTHKe BHTYPH- W BHEMEYEHOYHOTO XO0JIeCTa3a — B3TO
nposesenne Y3 opranos 6piomuoi noroctu (I111/
C1).

3. 1151 B3poCaBIX GOMBHBIX C XPOHUYECKIM XOJIe-
cTa3oM 006s13aTeJbHO HccaeqoBanie AMA B CBIBOPOT-
ke kposu (II1/C1).

4. ITpn HesicHOIl npuuyMHe XoJjecrasa cJaelyIoInii
JIMarHOCTHYeCKHi mar — mposegerne MPXIIT (111/
C1).

5. AnbrepHatuBoit MPXIIT msis BbIsIBJIEHUsT JUC-
TAJTbHON OOCTPYKIIUU KETYHBIX IyTeHl MOXKET CJIy-
skuth sug0Y 31 (11-2/B1).

6. Inarnocruyeckas IPXIIT go/kHa BBIIOJI-
HsaATbca 10 crporuM nokasanusim (I11-2/A1). Ecim

NIPEeITIoIaraeTcsl TepaneBTHIecKoe JeueHne, Mpero-
yrenune caeayer ormasatb MPXIIT wan asuno¥Y 3U,
nockosbKy mnpoBenenne IPXIIT B pazpe ciayuaes
CONpsIKEeHO ¢ pasBuTHeM ocioxkHenuit (11-2/A1).

7. Ecniu mpuumMHa XoJecraza He yCTaHOBJEHa
HA TPEJBIIYIUX ITANaX [UATHOCTUYECKOTO IOMCKA
u tecT Ha AMA oTpuliatesbHbIi, CJeyeT BbIITOJTHUTD
6uoncuio neuenn (111/C1).

8. B caywae orpunarenbubix AMA-tecta u naH-
HbIX Oumoncun, conocraBumbix ¢ IIBIL waun IICX,
1es1ecoo6pasto, ecaum BO3MOMKHO, BBINOJTHUTH TeHe-
TUYECKUI aHaumn3 i ucciaegosanuss ABCBA4.

1. IlepBuunblii GUAMapHbI HUPPO3

3ab6oJsieBaHne MOKeT MaHUMECTHPOBAaTL CJaa60-
CThI0, 3YJIOM W/WJIH KEATYXOM, HO, KaK MPaBHUJIO,
y GOJIBIINHCTBA TAIMEHTOB [IMNArHO3 YyCTAHABJINBA-
10T Ha 6eCCUMITOMHOI cTaauu. B peakux ciayyasx
IIBIl BBIABAAIOT HA CTAAUKM PA3BUTUS OCJOXKHEHUN
HopranbHoii runeprensun (acuur, IevYeHOUYHAs
sHIedasonaTusi, KPOBOTEUYEHWE U3 BaPUKO3HO-
paclupeHHbIX BeH mnuieBoga). OOGbIYHO JUarHo3
MOKeT OBITh JOCTOBEPHO YCTAHOBJEH IPU IIOBBI-
menun ypoBHsa 1D (meyeHOUHOTro MPOMCXOKIE-
HUS) Ha NPOTSXEHUU 6 MecsieB ¥ [0 HaJIuYuIo
AMA B paumarnoctuueckom tutpe. Jlmaros moju-
TBEP>KAAIOT JaHHbIe OUOINCUU TIEYEeHU C KapTUHON
HETHOWHOTO JEeCTPYKTUBHOIO XOJaHTuTa. Takxke
MoryT mnosbimartbesi ypoBHu y-I'TII, Tpancamunas
U KOHDBIOTHPOBAHHOrO OUINPyOWHA, OJHAKO 3THU
U3MEHEHUsI He SBJSIOTCS [AMAarHOCTUYECKU 3HAYU-
MbIME. THITMYHO MOBBIIIEHIE COEPKAHUS UMMYHO-
rinob6ymuaa M u xosnectepuHa. B pasBepHyTbIX cra-
nuSX 3a60J1€BaHUS OTMEUYAIOTCS CHIDKEHUE YDPOBHS
CBIBOPOTOYHOIO aTbOYMUHA, YBEJIMYEHUE TTPOTPOM-
6MHOBOTO BPEMEHHM U IOBBINIEHNE KOHIIEHTPAIUU
6uaupy6una. Y 90% Goapubix IIBI] BbIsSBAsAIOTCS
AMA B amarHoctumvyeckoM turpe =1:40, ux cnei-
nduyHOCTh cocrapisier Gomee 95%.
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MoeBbiweHne ypoBHs LLLP
MoBbiweHne ypoBHs y-I T 1/unn KOHbIOrMPOBaHHOro GuUNMpyBrHa
War 1 AHamHe3 n faHHble 06bEKTUBHOIO
ocmoTpa + Y3U opraHoB GploLHoii nonocTn
OTcyTCTBME N3MEHEHUI N3ameHeHus npn Y3U
npu Y3 n xapakteHol (pacLumMpeHHbIe XenyHble NPOTOKM
KIMHUYECKOWN KapTUHbI WM o4aroBble 06pa3oBaHns)
¢ 1 XxapakTepHas KnnmHuyeckas
KapTuHa
AMA — ANA
AMA n cneundunyHbie AMA v cneundunyHble
ns MNBL, ANA — ans MBLLANA +
Mprnem Mpuem
NeKapCTBEHHbIX NleKapCTBEHHbIX
npenapaTos — npenapartos + neLy
Buoncus l v
Mpeanonaraemsiii
/ \4 AuarHos
Hopma Mpu3Hakm noBpexaeHns
KENYHbIX MPOTOKOB f
i VNN Apyrve n3MeHeHns
MPXIr £+ 3HpoY3U
7N
Hopma CTpuKTYypbI Nncx

!

HeT knnuHmnyeckmx
npuaHakos MNCX

KnuHnyeckne
npu3aHakm NCX

.

apxnr

HabnioneHne
1 NOBTOPHAs OLEHKa

LWar 5

v

AanbHeiilwee o6cnenosaHne
C NPUMEHEHUEM CrneunanbHbIX
MeTOAOB UCC/Ie[0BaHMUS

Puc. 1. AIropuT™ AMarHOCTUKM XOJIECTATHYECKUX 3a060JIEBAHUIl TIEYEHN Y B3POCJIBIX TAIIUEHTOB

IIpu BoaMoxkHocTn onpeaensior AMA-M2 (anTu-
tena k E2 cy6peamnanile nupyBaT JeTHIpOTeHA3HOTO
komiiekca). ¥ 30% Gosbhbix I[TBIT o6HapyKuBaioT-
csl Hecneyugpuueckue aHmunyKiedpuovle anmumenda
(ANA). Anrturena anti-Sp100 u anti-gp210 o6ia-
npaior jsst [IBI crenuduunoctoio 6osiee 95%, onu
MOTYT HCIIOJIb30BAThCA B KaUuecTBE MApKEPOB B CJIY-
yae orcyrctBusi AMA. UyBCTBUTEJIBHOCTb 3TUX
aHTUTEN HIDKe UX creruduunocTu. [mcronornyeckn
Boigessitor 4 cragumu IIBI[ mo Ludwig B coot-
BETCTBUU CO CTEIEHbI0 BLIPAKEHHOCTH TOBPEXKIeE-
HUS JKEeJYHBIX TPOTOKOB, BocmajieHus u Qubposa.
[TaTorHOMOHWYHBIM B fe610Te 3a60J€BaHNS CYNTAET-
¢ o6Hapy:KeHIe TPaHyJeM B COYETaHUH € (POKAIb-
HON o6JsuTeparell >KeJIHbIX NPOTOKOB. IleueHb

MOKeT OBITb IIOpPa’keHa HEPABHOMEPHO, B OJHOM
THCTOJIOTMYECKOM IIperapare MOTyT IPHUCYTCTBOBATDH
Bce 4 craauu OOJI€3HM; /IS 3aKJIOYEHUS OpHEH-
THPYIOTCS Ha Hambojiee BbIpa’kKeHHble W3MEHEHHS.
Crnenndnuynpix Y 3-npusnakos A1 [IBI] we cyme-
ctByet [2—4, 35, 46].

Pexomendauuu

1. Hns mocranosku auarnosa IIBI] TpeGyercs
obHapyskeHue toBbiiieHHoro yposus D n nanm-
yne AMA B auarHoctmdeckoM THuTpe =1:40 wmm
AMA-M2. B artoM ciyyae mpoBefieHHEe OHOICHU
HeyeHH He sBJseTcs 0053aTeJbHBIM, HO IO3BOJIS-
€T OIIeHWTb AaKTHBHOCTD W CTaauio 3a60JIeBaHUS

(I11/A1).
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Tabauya 5

TunwuuHble MTOBpEXAeHUS OUINAPHOTO TPAKTA U UX OCHOBHBIE MPUYHMHBI

HerHoliHblii A€CTPYKTUBHBIH XOJIaHTUT:
IIepPBUYHBIN OUJIMAPHBII IIPPO3
TIePBUYHBIN CKJIEPO3UPYIONINH XOTAHTUT
ayTOUMMYHHbII rernaTtut
JIEKAPCTBEHHDIN XOJIAaHTUT
CapKOM/I03
nebuur ABCB4
rematutel C, B, E

Du6po3upyONHil 00IUTEPUPUPYIONIHMIT XOJaHTHT:
LIepPBUYHDBIN CKJIEPO3UPYIOMUH XOMTaHTUT
BTOPMYHbBIH CKJI€PO3UPYIONIHHA XOJaHTUT

IgG4-accommmmpoBaHHbBIN XOJTAHTUT

CapKonao3

Jlpyrue XoJaHTUTHI (peaKue):

3JIOKQUECTBEHHBIN XOJAHTUT

JaMPOMBI (XOPKKUHCKASA U HEXOPKKUHCKHE)
CHCTEMHBINH MaCTOIMTO3

THCTHOITUTO3

HelTpodubHbIil X0nanruT (HERTPOUIBHBLA 1epPMaTO3)

HOpOKI/I Pa3BUTHUA JKEJTYHBIX IIPOTOKOB:

6uIHapHble TaMapTOMBI
cunzapom Kapoman

BPOJK/IEHHDII MeYeHOUHbIN (Hu6po3

2. Ilpu orcyrcrBum creruduynbix s [1BI]
antuTes OuWoncHus TedeHn HeoOxoauMma. Ilpm maumc-
[IPOITOPIIMOHAJIIBHOM TOBBIIIEHUN YPOBHS TPaHCAMMU-
Ha3 u/win IgG Guoricust Hy>KHA JIJIST BBISIBJIEHUS
COMYTCTBYIOMMX JUOO aJIbTEPHATUBHBIX IPOIECCOB
(I11/C1).

3. AMA-nosutuBHbie 6OJbHBIE C HOPMAJTbHBIM
YPOBHEM TI€YEHOYHBIX TNPO6 JOJKHBI HAGIIOJATHCS
€KeroJHO C MCCAeoBaHNeM OMOXUMUYECKUX MapKe-
pos xosecrasza (I11/C2).

Pexomendauuu no nreuenuio

1. IMamuentsr ¢ IIBII, Bkfo4as GoJabHBIX ¢ Gec-
CUMIITOMHBIM Te4YeHueM 3a60JIeBaHUs, MTOJDKHBI [IJTH-
tenpo (I11-2/B1) nomyuarsh Tepanuio ypcode3okcu-
xoneeoui kucaomou (¥JIXK) us pacuera 13—15 mr/
kr/neup (1/A1).

2. JKenaembrit mnTenbHbIi adQerT oT mpuMe-
Henust Y /IXK wHabmomaercss y GONbHBIX HA PaHHUX
cragusix IIBII, a Takske y MHalleHTOB € XOPOIIMM
6noxummueckuM orseroM (I1-2/B1), koropslil cie-
ZyeT olleHWBaTh crycts 1 ron Tepanmuu. XopOUINM
6MOXUMUYECKHM OTBETOM IIPH 3TOM CYHMTAETCS
YPOBEHb ChIBOPOTOYHOrO Oumpy6buna <1 wmr/mun
(17 mxmomb/ 1), yposenb 11D <3 BIH u yposenb
acnapmamamunmpancgepasvr (AcAT) =2 BTH
(«ITapwxckue KpurTepun») wan cHiskenne Ha 40%
6o Hopmanmsanus yposus 1D («BapcenoHckue
kputepun») — I1-2/B1 [22, 51].

3. B Hacrosimee BpeMs He CYIIECTBYET €JIHO-
rO MHEHHs, KaK JIeYUTb OGOJIbHBIX C CyOONTUMAb-
HBIM OMOXMMHUYECKHM oTBeToM Ha Tepanuio Y /IXK.
IMpennaraercss ucnosab3oBaTh KoMOuHammio Y /JIXK
u 6yneconnga (6—9 Mr/meHp) Ha AOUMPPOTHYECKUX
craauax sabonesanng (craguu I—II1). Ectb mannble,
yro gobasienne k Y/IXK S-agenoswi-L-mernonnna
YJIyYIIaeT KJIMHUYECKYI0 CUMOTOMATUKY W GUOXUMIU-
yeckue nokasateau (I1I/C2) [1].

4. TpaHCILIaHTAIMS IIEYEHU JOJIKHA 00sI3aTE/IbHO
paccMaTpuBarbcss B TepMuHasbHOU cragum  [IBII,
KOTJ[a YpOBeHb OWJnpyOWHA mMpeBbimaer 6 Mr/ i
(103 MKMOJb/ 1) 160 UMEET MECTO JEeKOMIIEHCUPO-
BaHHBII UPPO3 HEYEHH C HEIPUEMJIEMbIM KaueCTBOM
JKU3HM WM BO3MOJKHOH CMEPTbI0O B TE€UYEHHE Toja
BCJIEACTBUE PE3UCTEHTHOrO aclUTa U CIIOHTAHHO-
ro GaKTEepUAJbHOTO TEPUTOHUTA, PEIUJIUBUPYIO-
HIMX KPOBOTEYEHUI U3 BAPUKO3HO-PACIINPEHHBIX BEH
nuIeBo/a, sHiedanonaruu 1u60 TenaToeLIIoNsIP-
Holt kaprunombr (11-2/A1).

2. Tepekpectubiii cunapom IIBI[/ AUT

[lepBuuHbIl 6UAMAPHBIN ITUPPO3 U AYTOMMMYH-
HBIl TemaTuT TPAAWIIMOHHO CYUTAIOTCS IBYMS pas-
HbIMU 3a60JIeBaHUSIMHU TedyeHW. B To Xe BpeMs
ecTb 6OJIbHBIE C KJIMHWYECKUMU, OGUOXUMIYECKUMH,
CEepPOJIOTHYECKUMHU ¥/ UJIH TUCTOJOTHYECKUMHU YepTa-
MU 060uX 3a60JIeBaHWIl, KOTOPbIE MOTYT OOHAPY KU-
BaTbCs OJHOBPEMEHHO WJM MOCJeqoBaTeabHO. /[ls
3THX TIAIIMEHTOB TIPUHSAT TEPMHUH <IEPEKPECTHBIN
cuHgapoMms [2—6, 15, 19, 34].

DTHOJIOTHS U TTATOTeHEe3 MePEeKPECTHOTO CHHIPOMA
He BIOJHE SICHBI. ECTb JaHHBIE O HACJeJICTBEHHON
MPeIPACIIONIOKEHHOCTH K ayTOMMMYHHBIM 3a60JeBa-
HusM mievenu. Kaxkgoe u3 nByxX 3a6ojieBaHUl MHIY-
IUPYETCS] OJHUM WM HECKOJbKUMU TPUTTEPHBIMU
dakTopaMu, 3alyCKAOIIMMU BHYTPEHHUE MEXaHU3-
MBI MTOCJIEAYIONIETO TIPOTPECCUPOBAHMUS.

[Ipm mnepexkpecTHOM CHUHApPOME OIUH WJIU [Ba
HEU3BECTHBIX NATOTEHHBIX (QaKkTopa CIOCOOHBI
BBI3BATh JBa PA3JIMYHBIX ayTOMMMYHHBIX 3a60J€Ba-
HUS TIEYEHHW, KOTOpble WPOTEKAIT OJHOBPEMEHHO,
Jn60 eMHCTBEHHBIN TPUTTEPHBIN (PaKTOp cHocobeH
MIPUBECTU K COBEPIIEHHO HOBOMY MMMYHHOMY OTBETY
U B pe3yJibTaTe MOKET BO3HUKHYTb CMEIIAHHAs Kap-
TUHA [ByX ayTOUMMYHHBIX 3a060JIeBaHUII C OTpeje-
JIEHHBIMU ayToaHtutenamu [4, 6, 13].
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Pexomendauuu

1. He cymiecTByeT cTaHAApTH30BAaHHBIX [HArHO-
CTHYECKUX KPHUTEPHEeB MEPEKPECTHOTO CHHIPOMA
IIBI/AUT. Creayer TOJb30BATHCS KPUTEPUSIMHE,
npusefennbiMu B Taba. 6 (111/C2) [4, 15, 19].

2. O nepekpecraom cuuapome IIBIL/AUT uamzo
iyMarb BO Bcex cayuasax BbigBiaenus [IBI, nmockosb-
Ky IIPH YCTAaHOBJECHUN AMArHO3a IMEPEKPECTHOTO CHH-
JpOMa M3MEHHTCS TepaneBTHueckas rtaktuka (I11/
C2) [3, 6].

3. Pexomenpyercsi KOMOMHUPOBAHHAsI Tepanus
YIXK u zmoxoxopmuxocmepoudamu — T'KC (I11/
C2). ANbTepHATUBHBIA II0JXO0J — HAYAN0 JICUYEHUS
¢ YIAXK u npu OTCyTCTBUU AJ€KBATHOTO OGHOXUMI-
YEeCKOTO OTBeTa B TedeHne 3 MecsIeB MpHCcoenHeHe
I'KC (II1/C2). Tlpu [giuTegbHOM Kypce HMMY-
HOCYIIPECCHBHON Tepamuy 032 CTePOHIOB MOXKeT
ObITb yMeHbIIIEHA 32 CueT JA0GABJEHUs a3aTHONPHHA
(I11/C2) [34].

18 [WaTHOCTHKM TEePeKpPeCcTHOTO CHHAPOMA
[IBIL/AWUT [o/sKHBI TPUCYTCTBOBATb, MO KpaliHeit
Mepe, 2 U3 3 HepedYnuCIeHHBIX KPUTEpHeB AT KaK-
noro 3a6oseBanusi. O6s13aTeNbHO HATMYKME THITNYHBIX
THCTOJIOTHYECKUX JAHHBIX, MTPUBEEHHBIX B KPUTEPH-
ax AUT [4, 15, 19].

3. IlepBuuHBIii CKI€PO3UPYIOIUII XOJTAHTHT

[ICX — xpoHuveckoe XoJjectatundeckoe 3aboJe-
BaHWE II€YEHW, XapaKTEePU3YIOIIeecs BOCIAJeHIEM
u Gu6bpo30M BHYTPH- U BHENEUECHOUHBIX JKETYHBIX
mporokoB. OTMedaeTcs: 06TUTEPAITHS KETUYHBIX TIPO-
TOKOB ¢ (hOPMUPOBAHUEM MYJbTH(HOKAIBHBIX CTPUK-
Typ. ITO Tporpeccupymoliee 3abojeBaHNe, B KOHEY-
HOM WUTOTe TIPUBOJSAINEEe K PA3BUTUIO IMPPO3a
U TEYEHOYHON HEeIOCTATOYHOCTU. ITUOJIOTHS HEU3-
BECTHA, €CThb JOKA3aTeJbCTBA yYACTHSI F€HETHYECKUX
daktopoB. CooTHOIIEHNE MY)KYUH K SKEHIIMHAM
cpenn  GombHBIX cocTtaBasger 2:1. Kax mnpaswuio,
60J1e3Hb BO3HUKAeT B Bo3pacTe Ookoyio 40 Jer, XOTs
JINATHO3 MOJKET ObITb YCTAHOBJIEH B JIETCKOM U CTap-
yeckoM Bospacre. Y 80% maumento ¢ IICX ume-
IOTCSL  BOCNAAUMENbHbIE 3A00AC6ANHUS KUUEUHUKA
(B3K), B GOJBLIMHCTBE CAyYaeB SI3BEHHDIH KOJINT.
Turmmunepiii 60O [ICX — 310 MOJIOAON MY:KUMHA
¢ B3K u/win KINHMYECKUME YepTaMH XOJIECTaTH-
YeCKOro 3a60JieBaHUsI MedeHu. Y MAIUeHTOB C KJIH-
HUYECKUMHU, OUOXUMUYECKUM U TUCTOJOTUYECKIMU
npusnakamu [ICX, HO HOPMAaJbHBIMU XOJIAHTHO-
rpammamu guarHoctupyior [ICX Manbix TPOTOKOB.

Y mosoBuHBI GOBHBIX 3260JI€BAHUE PACIIO3HAIOT
Ha GeccuMNTOMHOM cTajguu. TunudyHble NPU3HAKH —
3yl, 60Jb B IpaBoM mozapebepbe, €aaboCTh, MOTEPs
Macchbl TeJsa, JMU30/bl JUXOPAJAKu. Peske GoJie3Hb
MaHudecTUpyer Ha CTa[UU IUPPO3a U OCJIOKHEHHI
HOpTaJIbHOI runeprensnu. MDusnkaabHoe 006Cae10-
BaHWe 4Yallle BCEro BbISIBJSIET TeraTo- U CIIEHOMe-
rasuio. Camblil 4acTblii GHOXMMHUYECKHMIT NPU3HAK
I[ICX — mnosoimenne yposusa IIID. B To xe Bpemsa
HOpPMaJTbHBIN Tokazatesb [IIMD mpu HaguInm xXapak-
TepHOH KJIMHUKH He [JOJIKEH HCKJI0YaTh JajabHei-
MHUX IIaroB /I ycraHoBiaeHus amarHosa IICX.
Hepenko Moxker ObIThb TOBbBIINIEH YPOBEHb TPaHC-
ammHas — B 2—3 pasa or BIH. ¥V 70% GoabHbBIX
IpPH YCTaHOBJEHNH [MArHO3a COJEp)KaHIe ChIBOPO-
TOYHOTO OWaMpyOuHa B Tipefesax HOpMbL. Y 61%
HaIMEeHTOB NOBbIeH ypoBeHb [gG, kak TpaBuio,
B 1,5 pasza or BI'H. ¥ Gosbubix [ICX o6Hapy:xuBa-
I0TCSI PA3JINUHble AHTHUTENA: TEePUHYKJIeapHble AHTH-
HeiirpouabHble 1uTOmTasMarndeckne (pANCA) —
B 26—94%, aurunykieapubie (ANA) — B 8—77%,
anruraaakombiieuabie (ASMA) — B 0—83%. [lis
ycranoBienns anarfoda [ICX pyTHHHBIN CKpPUHUHT
anTuTes He Tpebyercs [2—4, 8, 46].

[lannble GHOIICHMYM TeYeHU IOJATBEPIK/IAIOT Jina-
rao3 IICX, xoTsa m He ABAAIOTCS CHeNnGUIHBIMUA
U OTJIMYAIOTCS KpaiiHeil BapuabenbHOCTbIO. [IpuHsITO
BbIesATh 4 ctaanu [ICX — mopranbHylo, mepumop-
TATbHYIO, CeNTaabHyIo U 1uppoTtndeckyo. s [ICX
cuntaercs crenudUIHON KapTHHA MePUILYKTATbHOTO
KOHIeHTpru4HOTrO (hrbpo3a, HO OHA OGHAPYKUBAETCS
JAJIeKO He BCeria W He MOXKeT ONpeAesasTbcs Kak
MATOTHOMOHHYHAS.

Y3U ne siBasieTcst METOJIOM BbIOOPA VIS JMArHO-
cruku [ICX, HO B psi/ie ciydaeB OIbBITHBIE CIIEIMAJII-
CTBI MOTYT OGHAPY:KUTDH YTOJIIEHNE U/ W POKATh-
HOEe pacCIIUpeHre >KeJYHBIX IIPOTOKOB. THNUYHbIE
xosanrnorpadmaeckne mpusnaku [ICX — muddys-
Hble MyJbTU(OKANbHDbIE KOJbIEBUIHBIE CTPUKTYPBI,
YepeayIomuecs: ¢ y9acTKaMi HOPMAJTbHBIX TN CJeT-
Ka paCIIMPEHHbIX MPOTOKOB; KOPOTKUE TSKEOOpas-
HbIe CTPUKTYPbBI; MEIIOTYATHIE BBIISTYMBAHUS, HATIO-
MUHAIOIMe [UBePTHKYJIbl. Kak mpaBuiio, mopaskeHbl
BHYTPH- U BHEIl€YEHOYHbIE JKeJUHble MPOTOKU. B TO
ke Bpemsa mpu IICX BcTpewaercs M30JIMPOBAHHOE
MOpa’keHne BHYTPHUIIEYEHOUHBIX JKEJYHBIX TPOTOKOB
(Menee uem B 25% cayuaes) [41, 46].

«3oJ0oToll cTraHAapTy amarHoctukn — IPXIIT,
OJTHAKO 3Ta IpOoIleypa MOXKeT OCJIOXKHUTBCS Pa3BH-
THEM MaHKPeaTHTa U Cercuca. B oTiebHbIX IEeHTPax

Tabruua 6

JluarHocTuyeckue Kputepun nepekpectaoro cuugpoma IIBIT/ANT

Kpurepuu IIBI]

Kpurepuu AUT

d >2 BI'H wmm y-I'TII >5 BI'H
AMA =1:40

buorncug neyenn — HErHOWHBIR
JeCTPYKTUBHBIA XOJIAHTUT

Ananunamunmpancegepasa (AnAT) >5 BI'H
IgG >2 BI'H unn ASMA B AMarHOCTHYECKOM THUTPE

buorncusa neuenn — yMepeHHble WU BbIPpa)K€HHbIC MEPUNIOPTAJIbHbIE NN
IepucenTaabHbIe JII/IMCt)O]_II/ITapHI)Ie CTyII€eHYaTble HEKPO3bI
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MEepBBIM IMAroM s ycraHoBaeHus amarHosa [ICX
cuntaercs MPXIIT. YyBCTBUTENBHOCTb U  CIIEIH-
¢uunocts pannoro Meroma Ans auarnoctukn [ICX
cocrasisier =80 u =87% coorsercrBenno. MPXIIT
JIydllle BBIABJSCT N3MEHEHHSI IPOTOKOB MPOKCHMATh-
Hee MecTa OOCTPYKIIMH, a TaKKe I03BOJISIeT OOHa-
PY’KHUTb TIaTOJIOTHIO B CTEHKE JKEJTYHBIX IIPOTOKOB,
OIIEHUTDb COCTOSHHE TAapEHXUMBI TeYeHH M APYTUX
opranoB. Bmecre ¢ TeM HeGobIINE U3MEHEHWST OUJIH-
apuoro tpakra B ge6iore [ICX MoryT 6bITh mpoITyIIe-
HBI TIPU 3TOM HCCJIEeJOBAHNM.

IICX y Jdemeti. JImarHOCTHYECKHE KPUTEPUU
AHAJOTHYHBI TAKOBBIM y B3pOCAbIX. B 47% ciydaen
comep:xanue I1I[D Moxer ObITh B Ipepesax BO3-
PACTHOI HOPMbBI, OOBIYHO y 3TUX TAIUEHTOB MOBBI-
men yposenb y-I'TII. [le6ior IICX y mereii dacrto
Xapakrtepusyercst KamHHKON AUI, B TOoM umcie
BoicOKuM ypoBHeM IgG, nammumem ANA un/umm
ASMA B AMarHocTUYeCKOM THUTPE U TEPUTOPTATb-
HBIM TEHaTUTOM.

Augpgepenyuanvnas duaznocmuxa: I1CX u émo-
PUUHBLU CKACPOIUPYIOWUL X0 aHzUm. [I1s1 yCTaHOB-
senust auartoda I[ICX Heo6X0oauMO TIpeXiIe BCETO
NCKJIIOYNTD TIPUYUHBI BTOPHYHOTO CKJIEPO3NPYIONIErO
XOJIAHTHUTA: MPEJIIECTBYIONINE OTEpaIrui Ha SKead-
HBIX TYTSAX, XOJTAHTHOINTHAA3 1 KAPIUHOMY JKETIHBIX
myTell, XOTs caeLyeT UMeThb B BUAY, YTO XOJAHTHOJI-
THA3 W XOJAHTHOKAPIMHOMA MOTYT OCJIOKHSTDH Tede-
une [ICX. B xpyr auddepennmaabHoil AMarHOCTHKA
caexyeT BKJIIOYATh IgG4-acCONMMPOBAHHBIN XOTAH-
IUT/ayTONMMYHHBIH ITAHKPEATHT, 303MHOMUIbHBIH
xosanrut, BY-xonanruonaruio, penuuBUPYIOMINL
THOMHBIN XOJAHTUT, UIIEMUYECKUN XOJAHTUT U JIP.

HMuddepennnanpuas JUATHOCTHKA MEXIy Iep-
BUYHBIM ¥ BTOPHYHBIM XOJIAHTUTOM MOKeT OBITb
kpaitne Tpyzana. CiexyeT NMpHHUMATh BO BHUMAHWE
0COOEHHOCTH KJIMHUYECKOTO TeueHus 3a60JieBaHus,
Haimune comyTcTBylonx B3K, maMeHenus, BbIAB-
JigeMble Ha XOJIAaHTHOTpaMMax.

Pexomendauuu

1. Auarno3 IICX MoxkeT OBITb YCTaHOBJEH
y TalMeHTOB ¢ GMOXMMUYECKIMU MapKEépaMu XoJie-
craza, TunuyHbiMu ganabiMu MPXITIT npu uckiove-
HUU TPUYIH BTOPHYHOTO CKJIEPO3MPYIONIETO XOJTAH-
ruta (II-2/B1). Buoncus npu sToM He o6sI3aTeNIbHa,
B TO JKe BpeMs B CJIyyae ee MPOBEJCHUS MOJTydYeHHBbIE
aHHbIE IIOMOTAIOT OIEHWTH AaKTHUBHOCTb M CTAIHUIO
3a60JIeBaHus.

2. TIpu HOpMaJBHBIX XOJIAHTHOTPAMMax JIJis JTHha-
rHoctukn [ICX MasibIX NMPOTOKOB OUOTICHS TE€YeHU
HeoO6xoanma (II1/C2). B caydae Hainuus 3HA4M-
TEJbHO TIOBBINIEHHBIX TIOKa3arejell TpaHCaMUHA3
pe3yJIbTaThl OGUOICHH IO3BOJISIIOT JUATHOCTUPOBATDH
nepekpectubiii cungapom IICX/ANUT (I11/C1).

3. 9PXIIT caeayer nposectu: 1) Korga gaHHble
MPXIIT "eognosnaunsl (I11/C2) — mguarno3 IICX
MOJKeT OBITb YCTAHOBJIEH MPH TUIMYHBIX U3MEHEHM-
ax wa IPXIIT; 2) y GoabHoro ¢ B3K npu Hamu4uu

Hopmasibtoii MPXTIIT u nogospenun na IICX (I11/
C2).

4. Ecimm pmarnos IICX ycTaHoBjeH mMaIeHTaM,
y KOTOpbIX B aHaMHe3e HeT ykazanuii wma B3K,
UM CJIe[lyeT BBIIOJHUTDH KOJOHOCKOIHUIO ¢ OHOIICHen
(I11/C1). Tlpn mammumu B3K y Gomsubix IICX
KOJIOHOCKOIINIO HEOOXO[UMO ITOBTOPSTH €3KEr0/[HO
(B oTaenpHBIX caydasx — pas B 2 roga) (II1/C1).

5. Jlns BoisiBieHust 06pa30BaHUN JKETIHOTO MTy3bI-
ps tpebyercst exerognoe mposegenne Y3UM (I11/
C2).

6. PanHAs AMarHOCTHKA XOJTAHTHOKAPIIMHOMBI IO
pe3yJibTaTaM MCCIeIoBaHusT GHOXMMUYECKHX MapKeé-
POB WJIM JIJaHHBIM METOJI0B BU3yaJIU3alUK B HACTOSI-
1iee BpeMs HeBO3MOkHA. [Ipy HAMMYMK KIANHIUYECKUX
nokazauwii caeayet BemoaHuTh IPXIIT ¢ meTouHoi
rurosorneit u/mmu 6uorncueir (111,/C2).

7. llpuem YJIXK (15—20 wmr/menn) yayumraer
pe3yJbTaThl, BbISBJEHHbIE TIPU NPUMEHEHUH Ieve-
HOYHBIE TIPO0 ¥ CYPPOTATHBIX MPOTHOCTHYECKUX Map-
képos (I/B1), HO He OKa3bIBaeT JOKa3aHHOTO BJIM-
SIHUSL Ha BbDKUBaeMocTb Gosbhbix IICX (II1/C2).

8. CerogHga HeT MAOCTATOYHOH J[IOKa3aTeJIbHON
6a3pl s mupokoro ucnosb3oBanust Y /XK B kave-
CTBE XEMOIIPEBEHIINN KOJOPEKTAJIbHOTO paka Ipu
IICX (1I-2/C2). Ilpumenenne YIXK Moxer GbITh
PEKOMEH/IOBAHO B TPYINaX BBICOKOTO PHCKA —
HaIMeHTaM C HACJEACTBEHHON OTSATONIEHHOCTBIO MO
KOJIOPEKTAJIBHOMY PaKy, C MPeJIIecTBYIONEl KO0~
PeKTaJIbHOI HeolJIa3uell MM JJINTENbHO CYHIeCTBY-
1ommM pacrnpocrpadenubiM Kommtom (II1/C2).

9. TKC u apyrne mMMyHOCYTIPECCAHTBI PEKOMEH-
JIYIOTCSI TOJIBKO GOJIBHBIM € TIEPEKPECTHBIM CHHJPO-
mMoM TICX/AUT (I11/C2).

10. IIpn BBIpa’KEHHBIX CTPUKTYPaX >KEJIHBIX
ITPOTOKOB CO 3HAYMTEJNBHBIM XOJIECTA30M MOKA3aHO
xupyprudeckoe pacumpenue nocaeannx (11-2/B1).
[penupoBanue ¥ ycTaHOBKA OHJIMAPHBIX CTEHTOB
BBITIOJTHATOTCST TIPH HEYAOBJIETBOPHUTETHHOM 3 deKTe
or pacmmpenus tnporokos (II1/C2). IIpu upose-
JIEHUN WHBA3WBHBIX BMEIIATENbCTB PEKOMEH/YeTCst
npoduiakrudeckast anrubuorukorepanust (I11/C1).

11. B rtepmunampabIXx cTagnax IICX mokasana
tpanciianTanuss nedenu (I11-2/A1), npu Haauuuu
JIICILIIA3UN  XOJIAHTUOIMTOB WJIM  PEelUAUBUPYIOIEM
6aKTePHAIbHOM XOJIAHTUTE TaK)Ke CJEeAyeT PaccMo-
TpeTh BO3MOXKHOCTD ee nposegerus (I11/C2).

4. Tlepekpectubiii cunapom IICX /AUT

JlaHHBIN CHHAPOM TIpEACTaBJsSAeT CO60N MMMYHO-
orocpeioBaHHOe 3a60JeBaHNE W XapaKTepH3YeTcs
rucrosiorndeckumMu yepramu AU n tunuyabiMu i
IICX wmsmenenmaMu Ha xojanrmorpammax (II1/C2).
IIporHo3 y Takmx OOJBHBIX JIydlle, 4eM MpH H30-
gupoBannoM IICX, wo Xyke, yem mpu AUI.
PexoMenayercs mpoBeneHne KOMOWHHPOBAHHOM
tepamun Y IXK u ummynocynpeccanramu (I11/C2).
Ha tepMuHaMbHBIX CTaAusAX 3a60JeBaHUS TOKa3aHa
tpancmtanTanusa nevenn (IIL/A1) [3, 4, 6, 66].
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5. Ummynorno6yann G4-accouuupoBaHHbIii
xoaanrut (MAX)

Jto 3abojieBaHNe HEU3BECTHOH STUOJIOTUU, OIH-
CaHHOE OTHOCHUTEIbHO HEIABHO, XapaKTepusyeTcst 6uo-
XUMUYECKUME U XOJAHTHOrpadUUeCKUMI TIPU3HAKAMU
IICX, uyacThIM BOBJI€UEHHEM BHEIIEYEHOUYHDBIX >KEJTU-
HBIX IPOTOKOB, OTBETOM HA IPOTUBOBOCHATUTEIHHYIO
TEpanuio, COYeTaHWEM C AyTOMMMYHHBIM TMAaHKpeaTu-
TOM, TOBbBIIIEHHbIM ypoBHeM [gG4 u uHuiabTpay-
efi [gG4-IO3NTUBHBIMU TIJIA3MATHYECKUMU KJIETKAMU
JKEJTIHBIX TIPOTOKOB U TIEYEHOUHOH TKaHu. B oTimdme
ot IICX ne acconuupoBano ¢ B3K.

Pexomendavuu

1. UAX — ckJepo3upyomuii XOJaHTUT, OTBe-
yalomuii Ha Tepanmio Koptukocrepougamu (11-2/
C2). Crpagaior uMm B oramune or IICX, Kak 1mpa-
BUJIO, TOXKUJble Jjioan. Ilpm ajekBatHOM OTBeTe Ha
MMMYHOCYTIDECCUBHYIO Tepanuio 3a6ojieBaHie MMeeT
xopomwmii poruos (I1-2,/C2).

2. luarno3 MAX wmoxer ObITb YCTaHOBJIEH
IpPU TUIIMYHBIX [JIS CKJEPO3UPYIONIEr0 XOJAHTH-
Ta M3MEHEHUSIX Ha XOJAHTHOrpaMMax M HaJUYuu:
1) THCTOJOTHYECKMX MNPUSHAKOB ayTOUMMYHHOTO
nankpearura,/ MAX mam 2) KIacCUYECKUX NPHU3HA-
KOB ayTOMMMYHHOTO ITaHKpeaTuTa MO pe3yJibTaTaM
METOJI0B BU3YaJIM3aIlMM W TIOBBIIIEHUN YPOBHS
IgG4, unmu 3) ABYyX OMOXMMHYECKUX, TMCTOJOTHYE-
CKMX, NHCTPYMEHTAJIbHBIX KPUTEPHEB U AJ€KBATHOM
OTBeTe Ha 4-HeleJbHBI KypC KOPTHUKOCTEPOWIHOM
Tepannu, 4YTo MOJAPAa3yMeBaeT BO3MOXHOCTb y/laJie-
Husi GUIMAPHOTO CTeHTa 6e3 penuuBa 06CTPYKTUB-
HOIO XO0JIeCTa3a M CHIKEHHE YPOBHS II€4€HOUYHDBIX
npo6 HUKe [BYKPATHOW BepXHeil T'PAHUIIBI HOPMbI
(II1/C2).

3. B cayuae penuamBa WM HEMOJHOTO OTBETA
MozKeT noTpeGoBarbest juuteaboe Jgedenne TKC u/
i azaruonpunom (I111/C2).

6. FeHeTHueckue xoJiecTaTHYecKHe
3a60./1eBaHUS NI€YEHU

6.1. 3abonesanus neuenu, AcCOUUUPOBANHbLE
¢ MYKOBUCUUAO30M

IMopaxkenne nevenn Bcrpedaercst y 27% GONBHBIX
MYKOBHCIIU/IO30M U XapaKTepH3yeTcsl TelaToMera-
JIieil, TEepCHCTEHIUEH IOBBIIEHHOIO YPOBHS, II0
KpaifHeil Mepe, IBYX II€YCHOYHBIX IIPO0G, OTKJIOHEHU-
amu o gaHHEbM Y 3V, Marudecranus MoxeT GbITH
B BHJE HEOHATAJbHOIO XOJIeCTa3a, CTearo3a Iiede-
HY, (DOKATBHOrO WM MYJbTUIOOYJISIPHOTO IIMPPO3a.
Bose3nn meueHn HaxXoAATCS Ha BTOPOM MeCTe Cpelu
IPUYUH CMePTH GOJBHBIX MYKOBHCIIHIO30M.

Pexomendauuu

1. HopameHI/Ie IeyeHn HaéJIIO,ZIaeTCH Y Kaxxaoro
TPETHETO 60JIBHOTO MYKOBUCIIIO30M. Ero moxnHO
AUArHoCTUpPOBaTh Ipn OéHapy)KeHI/II/I rermaToMeraJjani,

€KETOJIHOM MCCJIEOBAHAM TIEYEHOUHBIX TPO6 W TIpn
nposegenuu Y 3U (I111/C2).

2. YAXK (20—30 wMr/Kkr/genn) yaydmraer
pesyabTathl mevenounbrx mpo6 (1/C1) m rucrodo-
rmueckyio Kaptuny (I11/C1) npu mopaxkenuu mede-
HU B paMKaxX MYKOBHCIHIO3a. MeINKaMeHTOZHON
Tepanuy, yJydlaioniell >KU3HEHHbI TPOTHO3, He
cymectsyer (III/C2). Taktuka BbI6opa JI€UeHHs Ha
TePMUHATLHON cTagnm 3a60JeBaHUS — TPAHCILIAH-
tanug neuenn (II1/B1).

6.2. Ilpozpeccupyrowuli cemeunviii
BHYMPUNEUEHOUNDII X0JIeCA3

[Iporpeccupyiomnuii  ceMeiiHbIli  BHyTpHUIleue-
HOUHBIA Xojiectas (B aHIJIOA3BIYHON JUTEpaType
Progressive Familial Intrahepatic Cholestasis —
PFIC) upeacrasisger co6oii TPyIIy ayTOCOMHO-
peIecCUBHBIX 3a060JeBaHUit, KOTOpble MaHU(ECTUpy-
10T Y HOBOPOKJEHHBIX JIMOO B DAHHEM JIETCKOM BO3-
pacre ¥ IPUBOJAT K (POPMUPOBAHUIO IMPPO3a Ieve-
HU B TeyeHue, KaK IPABUJIO, IMEPBOTO JECSATUJIETHS
>ku3HN. BosibHbIE peiko sKUBYT GoJiee TPUALIATH JIET.
Bbizesisior Tpu THIIa 3TOTO 3a60JI€BAHUS, CBSI3aHHbDIE
C MYTalMSIMU T€HOB, KOHTPOJMPYIONMX 06pa3oBaHue
u tpancnopt xequn: npu PFIC-1 u PFIC-2 onpene-
agerca nuskuit, a npu PFIC-3 — Bbicokuil yposeHb
y-I'TIL.

PFIC-1 HaspiBalor Takske GoJieaHbio baiinepa.
OO6bIYHO 3yJl M JKeITyXa pas3BUBAIOTCS B  Tedve-
HUe [epBbIX HeJesdb II0cje POXKJeHUs pebGeHKa.
CHavaja XoJecTa3 MOKeT ObITb SIH30/MYECKIM,
3aTeM CTAHOBMTCS IIepMaHeHTHbIM. /JleTn orcraior
B Pa3BUTHH, IOJABJsIONIEE GOJBIIMHCTBO OOJIBHBIX
CTPAJIAIOT TaK)Ke TOTepell cyyxa, BOJHOW auapeeii
n TaHKpeaTuToM. B 6uoxmMmuyeckux tecrax (PUKCH-
PYIOT HOPMaJIbHbII U Jlaske CyOGHOPMaJIbHbBII YPOBEHD
y-I'TII, HOpMaTbHBII YPOBEHDb XOJECTEPUHA, YMEePEH-
HOe TMOBbIIIEHNE IoKa3areseil OUaupyO6uHA, B TOM
yycjle KOHBIOTMPOBAHHOTO, M TpPaHCAMHMHA3, Hapy-
IIIeHNe CBEPTBIBAHMS KPOBU BeJeACTBHE Jeduiura
suramuHa K, 3HaunTeIbHOE MOBBIIIEHUE COAECPIKAHMA
XEHO/e30KCUX0/1eBoil 1 xoJieBoil kucaor. ¥Y3U, KT
nwim MPT He BbBISBIAIOT KaKOW-IMO0 IATOJOTUH,
B TOM 4HCJE PACHIMpEHUs BHYTPU- WJIM BHeEIe-
YEHOYHBIX JKEeJYHBIX IPOTOKOB. IHcTOsOTHUYecKoe
uccJjeoBaHne GUONTATOB IEYeHU JIEMOHCTPHpYeT
KapTUHY <«YHCTOTO» BHYTPUIIEUEHOYHOTO XOJIECTA3a
C HEe3HAUUTEJbHBIM HEKPO30M TelaToIUTOB U 06pa-
30BaHMEM TMIAaHTCKUX KJeToK. Y GosbHbix PFIC-2
00HAPY KUBAIOTCS PU3HAKK (0JIee aKTUBHOTO BOCIIA-
JIEHUS U BBIPAKEHHOTO HEKPO3a TeMaToIUTOB, a IpH
PFIC-3 — upoaudepanust aykryi. KpaeyrosbHbim
kamueM B gauarnoctuke PFIC-1 aBmsercs onpenese-
une myraruu rena ATPSBS [4, 41, 52].

MyTtamn TeHa SKCHOPTHOH TIOMIIBI JKETYHBIX
kucinor (BSEP/ABCB11) npuBomar K pasBUTHIO
PFIC-2. Kiunuveckue mTpPOSIBIEHUsST 3TOrO 3a00Jie-
Bauusa cxoxubl ¢ PFIC-1, ogHako BHeIe4eHOYHBIE
MPOSBJICHUS OTCYTCTBYIOT, TOCKOIbKY BSEP akc-
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npeccupyercss Toabko B medenu. PFIC-2 B orim-
ye or PFIC-1 Gbictpee mnporpeccupyer 10 CTajun
¢ubpoza. YpoBHU KeSUYHBIX KUCJIOT M TPAHCAMUHA3
B CbIBOPOTKE KPOBU IIOBbllIeHbl, a ypoBeHb y-I'TII
nusknit. PFIC-2 acconumpoBan ¢ pasBUTHEM Tremnaro-
LEJLTIONSIPHON KapIIMHOMBI y jgeTeid [48].

PFIC-3 ofycioBiaen myrauusmu resa MDR3/
ABCB4, xonupylolero 3KCIOpPTHy0 momiy ¢oc-
dommnunoB. B ornmmume OT APYTMX THIOB TIPO-
I'PECCUPYIOIIETO  CEMEHHOro BHYTPHUIIEYEHOUHOTO
xosectaza npu PFIC-3 xosecraTmueckas >KeJaTyxa
KpaifHe peIKO pa3BUBAeTCS B HEOHATATbHOM IEpH-
onie. Manudecranust 3a601€BaHNsT TPOUCXOJUT, KAK
MpaBMJIO, B JIETCKOM WJHM TIOJPOCTKOBOM BO3pACTe.
[lepBble CUMIITOMBI — 3TO KEJNTyXa, CBETJbIH KaJ,
TernaTo- M CIVIEHOMETJINS WK KOXKHBIN 3ya. Ha mep-
BOM TO/y >KM3HM KJIMHUYECKUE MPU3HAKU X0JIecTasa
OOHAPYKMBAIOT y TPeTH OOJbHBIX. Y MOJPOCTKOB
1e00TOM  3a60JIeBaHHS MOXKET OBbITb JKeJyJJOYHO-
KumeyHoe KposoTedeHnue. Ilo Mepe mporpeccupoBa-
HUsl OOJIE3HU TOSIBJISIOTCS CHMOTOMBI TI€4€HOYHON
HE/IOCTATOYHOCTH. B OHOXMMHYECKMX TecTax OTMe-
yaercsl nosblenue yposusa y-I'TII, tpancamunnas,
KOHbBIOrUpoBaHHOrO Ouinpy6una, 1D 1pu HOp-
MaJIbHBIX TOKa3aTeJAX XOJieCTeprHa W TEePBUYHDBIX
JKemuHbIX Kuceaor. Y3W m  xomanrmorpadusa He
00HAPYKMBAIOT KAKUX-JTUO0 TUIMYHBIX IIPU3HAKOB
3a6osieBanus. [Ipu rucTosOrnyecKoM HCCIeI0BAHUN
6uornTarta IeYeHN BBISBJSIOT MOPTAIbHBIN (Huépo3
n npoJsindepanuio AyKTyJ, HA TO3[HUX CTAJAUIX —
TUIWYHYIO KapTuHy OusimaphHoro uumpposa. /[las
MOATBEPK/IEHNS JINArHO3a 11eJ1eCOOOPA3HO UMMYHO-
TECTOXUMIYECKOE TWCCIeJOBaHNe ¥ MOJIEKYJISPHBIH
ananus ABCB4 [25].

Pexomendauuu

1. PFIC 1, 2 u 3-ro THIIOB TIPEJACTABJSIOT COOO0I
peliKkue XpOHWYECKHe IIporpeccupylomue 3a6oseBa-
HUs y Aeteil U MoApOCTKOB; 1-if m 2-if TMIIBI XapaKTe-
pusytorcs Hu3kuM ypoBHeM y-I'TII u mHTEeHCHUBHBIM
KOKHBIM 3y/IOM.

2. MenukaMeHTO3HON Tepanuu, yJydliaiolei
oTnaseHHblil porno3 namueHTos ¢ PFIC, nHe cyue-
creyer (IT1/C2). ¥V wactu Goabhbix PFIC-3 npuem
YAXK yayumraer pe3yJabTaTbhl OUOXMMHYECKUX
tecros (II1/C2). 3ya Moxer o6neryarbess Ha (hoHe
npumenenus pudammuiuna (II1/C2). [ersam, crpa-
natounM PFIC-1 u PFIC-2, MoskeT GbITh BBINIOJIHEHA
oreparsi YaCTHYHOTO HAPYKHOTO OTBOJA >Kea4n
(ITII/C2). B TepMMHANBHBIX CTaJUAX IIOKa3aHa
tpancaanrtanust nevenu (I111/B1).

6.3. Jobpoxauecmeennvlii peuudusupyouuii
BHYMPUNEUEHOUHBI X0JeCMaA3

Jlo6poKadecTBeHHDIN PEIUINBIPYIOMNN BHYTPU-
MeYeHOUYHBIIT XoJecTas (B aHIVIOSI3BIYHON JIHTEPaType
Benign Recurrent Intrahepatic Cholestasis —
BRIC) xapaxrepusyercs IE€PUOANYECKUME BIIU30-
JIaMU SKEJATYXH U 3y/ia IPH OTCYTCTBUM TIPOTPECCUPO-

Banus 3aboseBanus neuernn. BRIC — 3a6oneBanue
C ayTOCOMHO-PEIECCHBHBIM TUIIOM HACJ€IOBAHUS.
IepBorit anmu30/ KeATyXW W 3y[a BO3ZHUKAET OOBIU-
HO B KOHII€ BTOPOTO, HAa4yajie TPETHETO IECSTHIETHS
JKM3HU, JJINTCS OT HECKOJbKUX Henmesab 10 18 mecs-
1eB, B cpeiHeM okoso 3 MecsieB. Oo6ocrpenus,
Kak TIPaBUJIO, CJAY4aloTcs pa3 B /JBa roja. Mexay
IPUCTYIIAMU  TedeHne aGCOJIOTHO 6eCcCHUMIITOMHOE.
Y sxenuma Manugecraius BRIC moxer 6bith CBSI-
3aHa ¢ 6ePEMEHHOCTDIO UJTH IIPUEMOM OPAJbHBIX KOH-
TpauenTuBoB. Yposeub y-I'TIl ocraercs HOpMa/b-
HBIM WJIM CJIeTKa IoBbllaercsd, a cojepskanue 1D
TIOBBIMIEHO Y 6OJIleI/IHCTBa ITaITUEHTOB. B ormmune
ot 6osbubix PFIC mpu BRIC orcyrcrByer mporpec-
cUpylollee MOpaskeHue MmevYeHn, HUKOTAa He Pa3BUBa-
eTcsl UPPO3.

Pexomendauuu

1. BRIC xapaxkrepusyercst a130/iaMi X0J1eCTa3a,
JKEJITYXH ¥ KOXKHOTO 3y/la B T€UeHUE Helelb — MeCs-
1[eB C TOCJTEAYIONMM MOJHBIM pa3pelieHneM BCex
cumnromos (I1L/C1).

2. DbdEeKTUBHOTO JieYeHUs [AHHOW MATOJOTHH
He cymiectByeT. BosmoskHo mnpumenenune Y /XK,
pudaMnuiuHa, BbIIOJHEHUE HA300UIMAPHOTO [Ipe-
nuposanus (I11/C2).

6.4. Cundpom Anaxuis

JTO ayTOCOMHO-JJOMUHAHTHOE MYJbTHOPraHHOE
3a6oJieBaHKe, BCTpedaloleecs y JeTeil W IOAPOCT-
KOB W XapaKTepU3YIOIleecss XPOHMYECKUM TIPOrpec-
CUDYIONINM XOJIECTa30M C JIYKTOIeHuell 6e3 COOTBeT-
CTBYIOIIUX BOCITJINTEIbHBIX M3MEHEHWN B II€YEHU.
XapakTepHO TUIUYHOE JIMIIO C THIEPTEJOPU3MOM,
rIy60KO TIOCKEHHBIME TJIA3aMU U IMUPOKOIl TLIIOCKOM
NepPeHoCHIlell, a TakKe TOpaskeHHe cepiia, IOoYek,
CKeJjleTa, IIEHTpaJbHOIl HepBHOH cucreMbl. Y 70%
marueHToB 60Jie3Hb BbI3BaHa MyTaiueii rena JAGT.

Pexomendauuu

1. CuHAPOM AJIaKWIIS XapaKTepu3yercs XoJie-
CTa30M ¢ 3yJIOM M JyKTOIIEHHEH Ha PaHHUX CTaAUSAX
B KOMOMHAIUM C pPa3/MYHbIMH BHENEYeHOYHbIMU
3HAKAMHU ¥ CUMIITOMaMHU MYJIbTHOPTaHHON 11aTOJOrK
(I11,/C2).

2. dddexTuBHOE
neussectro (I111/C2).

MEJNKaMEHTO3HOE€ JIEYEHHE

7. JlexapcTBeHHBII X0J€ecTa3

Jexapcmeennvie nopaxenus nevenu (JIIIID)
TMPUHATO TIOAPA3AEaATh B 3aBUCHMOCTH OT YPOBHS
MOBBINIEHNsT OCHOBHBIX IMEYEHOUHBIX MPO6 Ha Tera-
TOIEJLTIOSIPHBIE, XOJIECTAaTHYeCKWe W CMEIIaHHbIE.
Ecm ypoBennp AnAT moBbleH 60jee 4eM B 5 pas
OT BepXHell TPaHWI[bI HOPMBI, a WHAEKC R, ompese-
JsieMblil Kak oTHolleHue ypoBHd ANAT K ypoBHIO
[IID, 6oxpuie win paBeH d, peyb UAET O TEMaTOIeN-
JIOJIIPHOM TIopakeHuu neyeHu. Ecau yposenbp D
MoBBIIEH GoJiee YeM B 2 pasa, a WHAEKC R paBeH
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Tabauya 7

JlexapcTBeHHbBIE TTpenaparbl, KOTOPbIe Yallle BCETO BBI3bIBAIOT TelaTole I TIOMSPHBIN
WA AYKTYJISIPHBII/ IyKTYJbHBIH X0JecTas

reHaTOIIeJIJIIOJIﬂprlﬁ XoJecra3

JyKTyAsipHbIii / IyKTyIbHBIH X0JI€CTa3

[TosroBBIE TOPMOHDI
Kap6amasenx

XoprnpomMa3uH
AMOKCHIIMJITMH-KJIABYJIOHOBAsA KUCJIOTA
TpumeTonpuM-cyibgpaMeToKcasosr
OPUTPOMUIINH, KJIAPUTPOMUIIMH
Hurpodypanbr

XyoprpomnaMuz

A3aTHONPUH

[Huxnocnopun

[Tponadenon

Hudeaunun

JlekapcTBeHHbIE TPaBbI

HeCTepOI/I,ZIHbIe IIPOTUBOBOCIIAJINTEJIbHBIE CPEJICTBA, HUMECYJINU/]

AnnonypruHOT
AMOKCHUIMJIITMH-KJIABYJIOHOBAs KUCJIOTA
A3aTuonpuH

Bap6utyparbt

Kanrompun

Kap6amazenuu

XJyioprpomnamMuz

Knnngamumma

dennTonx

Cyabuupus
TpumeronpuM-cyibgaMeToKcazosr
JlekapcTBeHHbIE TPaBbl

WM MeHbIlle 2, [UATHOCTUPYIOT XOJECTATHYECKOoe
nopaskeHue. B ciaydyae oJJHOBPEMEHHOTO TOBBIIIEHIS
ypoBHeit AnAT u 1D 6osee ueM B 2 pasa oT BepX-
Hell TpaHMIIBI HOPMBI, a R 6oJjibliie 2, HO MEHbBIIE 5
TOBOPSIT O CMENIAHHOM JIEKAPCTBEHHOM TIOPa’KEHUU .

Cpenu Bcex JIEKAPCTBEHHBIX TeMaTONATHIl JIOJIS
XOJIECTATHYECKUX TIOPAKEHUI TTeueHn — 0KoJo 30%.
Kak mpaBusio, Takme nopakeHust IPOTEKAIOT Jierdye,
4eM TelaTole/IIOJSIPHbIE, HO Pa3peIIaloTcs 3HAYM-
TEJIbHO Me/IJIeHHEe.

JIIIII BcrpewatoTcst ¢ yactoroil or 1 caydyas Ha
10000 mo 1 caywyas na 100000 narueHTOB, NPUHU-
MAIoOIUX MEIUKAMEHTBhl B TEPAlEeBTHYECKUX [03aX.
NupuBuayanbHass 4yBCTBUTEJIbHOCTb K PA3BUTHUIO
X0JIeCTa3a IO JEUCTBHEM Ppa3JIMYHBbIX IIPEHapaToB
006yCJIOB/IEHA TEHETUYECKU /I€TEPMUHUPOBAHHON JKC-
npeccueil TenaToOUINapHbIX TPAHCIOPTEPOB U IH3U-
MOB, YYaCTBYIOIIMX B PEAKIUSAX OGHOTPAHCHOPMAIUI.

JlekapCTBEHHBIN XOJIeCcTa3 MOKET OBbITh BBI3BAH:
1) uHrHGMpOBaHMEM BSKCHpeccHu U/ QyHKIUN
remaToOUINAPHBIX TPAHCIOPTEPOB, IMPUBOSIINM
K HapYUIEHUU CEKPEINH >KeJYd Ha TeraTolleJLIio-
JIIPHOM ypoBHE JU60 2) MHAYKIMEH BOCHAJEHHS
[0 TUIY WIMOCUHKDPAZUU WM TUNEPUYYBCTBUTENbHO-
CTH Ha XOJIAHTUOIIEJLTIOJNIPHOM YPOBHE C Pa3BUTHEM
JYKTYJISIPHOTO,/ IYKTYJIBHOTO  XOJIECTa3a, 4YTO TOXKE
BJIMSET Ha cexpenuio sxemun (tabr. 7). Peako Moxer
Pa3BUTHCS CUHAPOM MCYE3AIOIIUX JKETYHBIX TIPO-
TOKOB C HMCXOIOM B OuiuapHbiii 1uppo3. Ha puck
passurus JIIII oxaspIBaloT BJAUSHEUE BO3PaCT, MOJ
MAIUEeHTOB, J03a Ipelapara, COBMECTHOE MpUMeEHe-
HUe JIeKapCTBEHHBbIX cpeiacTB [4, 41, 46].

CrenndWYHBIX JUATHOCTUYECKUX TECTOB JIJIs
BoisiBienust JIIIII we cymectByer. Heo6xoaumo Tia-
TEJbHO MPOAHAIN3UPOBATh HCTOPUIO 3a60J€BaHUs,
UMETb B BUJY BO3MOXKHOCTD CBSI3U MEXK/Y HPHEMOM
JIEKAPCTBEHHOTO Mperapara u BO3SHUKHOBEHUEM HaTO-

JIOTUY TICYEHU, & TaKXKe MCKIIOYUTD JPYTUE MPUYUHBI
ee 3aGoneBanms. [Ias1 aTOi IeqM TOJIE3HO TIPOBeE-
nenne Y3W. BoimosneHue OUOIICHU TIPU yCTAHOB-
JIEHHOM JIMarHo3e JeKapCTBEHHOTO XOJiecTasa, Kak
npaBusio, He Tpebyercs. B GoJblMHCTBE ciydaeB
IIpU  TIPEeKpalieHn TpueMa IIpernapaTroB, BbI3BaB-
IIUX XOJIeCcTa3, MOCJEAHUN paspelraeTcs B TeYeHHe
3 MecdieB. B ciaydasix TSKeNIOro mporpeccupyiolie-
rO WU 3aTSHYBIIErocs TeueHus: 60Jie3HU OUOICHS
MOJKET MOHAJOOUTbCS [l YTOYHEHUS] COCTOSTHUS
MeYeHN ¥ MCKJIIOYEHUs JAPYTUX IPUYMH XOJIeCTasa.

Pexomendauuu

1. [Inarnos xosecrarmdyeckoro JIITII moskeT O6bITH
YCTaHOBJIEH 10 MoBblleHn0 ypoBHsa D >2N un
coorHommennio ATAT/II® <2 u HAIMYUIO BPEMeH-
HOIl CBSI3W MEXKIy IPHEMOM Mperapara U MOsSBJe-
HUEM KJMHUYECKOH CHUMITOMATHKHU, a TaK}Ke IpHu
UCKJIIOYeHn Apyrux npuunH xomecrasa (I11/C1).
ITposegenue Guoncun neobasarenpuo (I111/C2).

2. PexoMeHayeTcss TpeKpalleHHe TpueMa Ipe-
mapaTta u THIaTeJbHOe HaOIo/eHNe 32 KIMHUYECKOH
CUMIITOMATHKOW ¥ OHOXMMUYECKUMHU IOKA3aTeasIMU
(I11/C2). Ipumenenne Y/IXK, TKC u S-agenosun-
L-mernonuna st repanun JIIITT moskeT 6bITh ycrmen-
HO, HO OTCYTCTBYET JIOKa3aresibHas 6a3a B BUE KOH-
TposupyeMbIx uccaeposanuii (111/C2).

8. Xoxecrasa Bo BpeMsi GepeEMEHHOCTH

8.1. Brnympuneuenounulii xoaecmas bepemen-
noix (BXB)

BXbB mpexacrasaser co6oil obparuMyio ¢GopMmy
XOJlecTasa U Xapakrepusyercs: 1) HHTEHCHBHBIM
KOKHBIM 3Y/IOM, BO3HHKAIOUIUM B OOJIBITMHCTBE CJIy-
4aeB BO BTOPOM WJIH TPEThEM TpPUMeCTpaxX OepeMeH-
HOCTH; 2) TOBbBIIIEHHEM ypoBHsI ANAT U KeJTuHbIX
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KHCJIOT HATONmAK M 3) CHOHTAHHBIM paspenreHueM
BCeX CHUMNOTOMOB B TeueHune 4—6 Hemesgb Mocye
ponos. Kumnuveckoe 3uauenue BXDB 3akmiouaercs
B NOTEHIHATBHOM pPHCKe g IIojga (CrIoHTaHHbBIE
WM SITPOTE€HHBIE TIPEXK/IEeBPEMEHHbBIE POAbI, acPuK-
CHsl BO BPEMSI POJIOB, BHYTPUYTPOOHAST CMEPTHOCTD),
XOT4 110 JaHHBIM IIOCJI€JHUX I/ICCJIEI[OB&HI/Ifl YpOBEHD
nepunaraabHoil cmeprHoct (9,/1000) comocraBum
C TaKOBBIM cpefu OOmiell momyJsiuu. 3y, 0COOeH-
HO CI/IJIbeIﬁ II0 HOYaM, BJIMAET Ha KadyeCTBO XU3HU
Mmarepu. [loBonbHo peako npu BXDB BosHukaior cre-
aTtopes M TOCJEPOJOBBIE KPOBOTEUEHMS BCJIEJCTBHE
neduiuta Buramuna K.

ITaTorenes BXD Bkirouaer BosjelicTBue reHeTH-
YeCcKNX, TOPMOHAJIbHBIX (PAKTOPOB, a Takxke (akTo-
POB OKpYKatomied CpeJibl.

[list ycranossmenusi guarHo3da BXDB  weo6xoau-
MO Hajuuue KOXHOro 3yda (KOTOpbIi He MOKer
6biTh OGBSCHEH APYTHMU IIPUYUHAMU) U IIOBbIIIECHUE
COJIeP’KaHMS JKEeMYHBIX KHICJIOT B CBIBOPOTKE KPOBHU
=11 MKMoJib/J1. Penko MoKeT HaGJII0JaTbCsS H30-
JINPOBAHHOE TIOBBIMIEHWE CbhIBOPOTOYHOTO ypOBH?{
JKEJIYHbIX KHUCJIOT, y 6OJII)H_[I/IHCTB21 ITAITUEHTOK yBe*
JIMYUBAETCA TaKXKe aKTUBHOCTb AJAT.

YpoBeHb JKEMUHBIX KHUCJIOT — CaMbIil 4yBCTBH-
TEeJIbHBI MapKEp XoJiectaza GepeMeHHbIX, OH MOXKeT
IIOBbIIATHCA [0 WU3MEHCHUA IIpyl"I/IX II€YECHOYHDbIX
mpo6. BeposiTHOCTD OCJIOKHEHUI IS TLI0/Ia CYIile-
CTBEHHO BO3pacraeT npu panueM Havaise BXB (xo 33
Heeu 6ePEMEHHOCTH) U TIOBBIIIEHUH YPOBHS JKeId-

Hpix Kueaotr >40 mrmonn/n. Ilokazarens y-TI'TIT
MoKeT ObITb MOBbIIIEH npu MyTtaiusax rena ABCB4.
B 10—15% ciy4aeB HaGJiogaercst JieTKas KeJaTyxa
32 CYeT KOHDBIOTMPOBAHHOTO Ouaupy6uHa. bBuorncus
neveHn He Tpebyercs.

B cayuasx paHHEro WM ATHIIMYHOTO [1e6loTa
BXDbB meo6xoxumo mpoBoguth auddepeHinaabHyio
JMUATHOCTUKY C MPesKJIaMIICHell M OCTPOH KMPOBOM
nevenblo GepeMennbix (tabi. 8).

Ecsin nocsie pojioB cuMnToMaTtuka He paspeniaer-
csl, CJielyeT JyMarb O JPYTUX XPOHUUYECKHX O60Je3-
nax neuenn — IIBII, TICX, nedpuiniute ABCB4 wnu
xponndeckoM rematute C, TpH KOTOPBIX KOKHBIN
3y/l MOXKET HOSIBUTbCSI HA TOCJEJHNX Helesssx Oepe-
MEHHOCTH.

Tepanmuga mepsoit suuun — 310 YAXK B mose
10—20 mr/xr/cyt. Ha ¢done jeuenns: yMeHbIeHUE
BBIPAKEHHOCTH KOJKHOTO 3y[la U CHUKEHHE YDPOBHS
MmeveHOuHbIX Tpo6 Tmponcxoaut y 67—80% marm-
eHToK ¢ BXD. /lomOJHUTEIbHBIN IOJOKUTEIbHBIN
(D deKT MOKHO MOJYUUTh OT 0OABIEHHS K TepaIluu
S-anenosui-L-metnonnna [17]. Ecam 3yn ne yna-
eTcsi KyIHMpOBaTb B TeYeHHE HECKOJbKUX [HeH Ha
done crangapraoii Teparmmu Y XK, no3y mpemapara
MOSKHO YBEJUUYHUTD /10 25 MTr/KI/CyT WIN IPHMEHHUTD
koMOuHupoBanuyio tepanuio Y/IXK + S-agenosns-
L-mernonun mm6o Y/IXK + pudammunun [39, 42,
53, S9].

B 10% caydaeB BO BpeMsi GEPEMEHHOCTH MOTYT
MOSIBUTHCST KAMHU B JKEJTYHOM I1y3bIpe NN GUINAPHBIN

Tabruua 8

XapakTepucTrKa BHYTPUIIEYEHOUHOTO XoJjectada 6epeMeHHbIX, cuHapomMa HELLP
U OCTPOWl JKUPOBOIi MeueHn 6epeMeHHBIX

BuyTtpuneyeHouHbIit

OCTpaH JKUPOBasA MeYeHb

Tunuynple KINHUYECKIE
[IPU3HAKH

IloBbimenue yposus AnAT
Bunmupy6un

I/IHCprMEHTaJIbeIe METO/1bI
nuccae0BanusA

MatepuHCKast CMEPTHOCTD, %

DerabHas/ TIepUHATAIbHAS
cMepTHOCTB, %

Penuus npu mocJeyonmx
6epeMEHHOCTSX, %

3yA, yBeluueHue cooT-
nomenuss AnAT/AcAT,
HOBbIIIEHNE YPOBHS
JKEJIYHBIX KUCJOT HATO-
aK
Ymepennoe g0 10—20 N

<5 mMr/mn
(<85 MKMOJIb/JT)
Hopma
0

0,4—1,4
45-70

lemonu3, moBbllIeHE

ypOBHH II€EYECHOYHDbIX
po6, TPOMOOIUTONIEHHST

(4gacro <50000,/MK1)

Ywmepennoe 10 10—20 N

B 6osbiHCTBE CaryyaeB
<5 Mmr/
(<85 MrMOMb,/ 1)

Wudapkrsl nevennu,
reMaToMbl

1-25

11
4—19

Niprez 2 e X0J1ecTa3 6epeMeHHBIX IAEL LIPErmamips 6epeMeHHbBIX
Yncao BBIIBISEMBIX CJIydaes,
% 0,1—1,0 0,2—-0,6 0,005—0,01
Tpumecrp Bropoit nmm tperuit Tpetunii u nocae poroB Tperuit nau nocse pojoB
Hacnencrsennas
OTSITOIIEHHOCTb Yacto Her Penxo
Hanuuue Ipesk/IaMIcuu Her Ila 50%

Ileyenounast HegoCcTATOU-
HOCTb C YMEPEHHOH >KeJI-
TYyXOH, KOaryJomnaTus,
aH1eaIonaTHS,
TUIIOTJINKEMU A

S—15 N

YacTto <5 Mr/ 1
(<85 MKMOIDB,/ 1)

JKupoBas nnduabTparms
7—18

9-23
20—70 (ipu HamMYMK
MyTaluil 3-ru/pOKCUAIUI-
KOH3UM A [[eTHPOTreHa3bl
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CTAJUK, SIPKasi CUMIITOMATHKA HaOmogaercst y 1,2% u3
9THUX TMAIMEeHTOK. /[MarnHo3 OCHOBBIBACTCSA HA aHAIN3E
KJIWHIYECKON KapTHHBI, TOBBIMICHUN YPOBHS IIede-
HOYHBIX 1Tpo6 u ganHbix Y 3U. Ilpu Bo3HMKHOBEHUN
OOCTPYKTHBHOTO XOJIECTa3a B PeE3yJbTare 3aKyINOPKU
KaMHeM OOIIEero >KeJYHOrO MPOTOKA WM YXYALIEHUN
TeyeHNs MaHKpeatuTa cieayeT BomomHuTb IPXIIT,
C(PUHKTEPOTOMUIO M IKCTPAKIMIO KAMHS IO/ TIPH-
KpbITHEM aHTHOHOTHKOB (aMmumuamin). 1 Hapkosa
B HeOOJIbIINX [I03aX MOTYT HCIIOJIb30BATHCS Melepu-
JuH, Tpornodo, GEeHTAaHNT U MHII030J1aM.

8.2. Ilpumenenue nexapcmeennvlx
npenapamos npu JeUeHuu X0Aecmamu-
Yeckux 3a001e6anHull NeeHu 60 6pPems
bepemennocmu

B ciy4yae HeaKTMBHOTO MJIM MAJIOAKTHBHOIO XOJIe-
CTaTUYECKOTO 3a60JIeBaHUs Yy JKEHIIHUH JIeTOPOIHOTO
BO3pacTta BO3MOJKHA HEOCJIOJKHEHHast 6epeMeHHOCTb
6e3 obocTpenusi 3aboseBaHus HedeHu. Y OGOJTBHBIX
AUT win ¢ mepekpectubiM cunapomom ITBIL/AUT
MOKET BO3HUKHYTb 0O6OCTpeHue 3a60JieBaHUsI BO
BpeMst 6epeMEeHHOCTH MJIM T10CJIe POJIOB.

Ypcodesoxcuxoneeas wucaroma. Ilpu xosecra-
THYECKUX 3a00JIeBaHUSX PA3peniaeTcss HazHaueHHe
YAXK Bo BTOPOM U TpeTbeM TpuUMecTpaxX GepeMeH-
Hoctu. Hu y Martepeli, HU y HOBOPOX/EHHBIX He
3acukcupoBano 1MO60YHBIX 3(PDEKTOB OT ee TpuMe-
HeHMst. Bo BpeMst TPyTHOrO BCKapMJIMBAHUS MCHOJIb-
3oBanne Y/IXK He 0106peHO, MEXKIy Te€M CJeryer
OTMETHTD, YTO IIPENapaT MPaKTUIecKn Ge30I1aceH sl
pebeHKa, MOCKOJIbKY B TPYIHOM MOJIOKE He OOHApy-
JKEHO €er0 3HAYUTEJbHOTO COJEePXKaHMS.

I'nioxoxopmuxocmepoudot. HcnosbszoBanue
npenHn3o/0Ha 6e30macHo B Iepuo] 6epeMeHHOCTH
W JIAKTAIMM, HO IPU IIPUMEHEHUUW B IIEPBOM TpHMe-
CTpe YBEJMYMBAETCS PHUCK PAa3BUTUS Y JleTeil paciie-
suHbl HeGa (Boubs Ty6a).

Asamuonpun. Ero npuMmenenue 06e30HaCHO st
6epeMEeHHOCTH, OJJHAKO B UCCJIEOBAHUSAX HA KUBOT-
HBIX ONWCAH TeparoreHHblii addexT mnpenapara.
Pucku 1 BbITO/Ia TEpAIMK JJOJKHBI B JIETAISIX 00CY K-
JlaTbCs € TAIMEeHTKOH. B TpyaHoe MOJIOKO a3aTwo-
IIPUH TIPOHMKAET B O4YeHb HEGOJIBIIMX KOJNYECTBAX,
HO BO3MOKHOCTb T'DY/IHOIO BCKAapMJIMBAHUS TaKKe
JIOJIXKHA PeNaTbCsl MHANBUILYATbHO.

Pexomendauuu

1. [Imarno3 BXD ycranaBimBaeTcs HA OCHOBaHWUH
TMOSIBJICHUST 3y/Ja BO BpeMs O6epeMEeHHOCTH, TIOBBI-
mennst ypoBHell AMAT u >keJUHBbIX KHUCJIOT HATOIIAK
B CBIBOPOTKE KPOBH U TIpU WCKJIIOYEHWH APYTUX
OpUYKH 3yAa ¥ HapyueHust Gpyuxuuu nevenun (11-2/
C2). Inartos cuutaercs MOATBEPIKIEHHBIM B CIydae
HOPMAaJI3alii TeYeHOUYHBIX P06 MOCe POIOB.

2. JKenmuur ¢ BXbB meob6xoamMo mHGOPMHUPOBATH
0 BO3MOXKHOCTH IpesxaeBpeMennbix pomos (11-2/B1).
CrenmanbHoe HaGMOIEHNE 32 TIOJOM HE PEKOMEHIY-
ercss (IIL/C2). Tpuem YIXK ymeHbIIaeT BbIPasKeH-

HOCTD 3y/a ¥ YJIYYIIIaeT Pe3yJIbTaThl MEYEHOUHBIX P06
(I/B1), HeT AOCTATOYHBIX AAHHBIX O 3AlIUTHOM Aeii-
CTBUU IIPENapaTa B OTHOIIEHUN PA3BUTHSI OCTIOKHEHUI
y moza (I1-1,/C2). IIpu HemoctaTounOl 3¢ HEKTHBHO-
CcTH MOHOTeparnuu Ieecoobpasto mobasuth Kk Y /IXK
S-apenosun-L-mermonnn (1/B1). lpn yamHernn npo-
TPOMOGMHOBOTO BpeMeHn HasHavyaior Butamua K (I1T1/
C2). Bpemsa pojopaspeinenus cieayer o6Cyk/IaTh
B KakloM KoHkpernoM caygae (1I-2/C2).

3. [lnsa neyeHust KIANMHUIECKN MaHU(ECTHBIX XOJe-
CTaTHYECKNX 3200JIeBAHUII TT€UEHH MOKHO HCIOJIb30-
Batb Y/IXK Bo BropoM u tperbem Tpumectpax (I/
B1). Tammentkam ¢ AUT Bo BpeMs GepeMEHHOCTH
cJie[lyeT HazHa4YaTh IPEAHU30JI0H (BO3MOKHA KOMOU-
HAIUST ¢ a3aTHOMPUHOM) JIJISl TIPEAOTBPAIIEHHsT 060-
cTpeHus 3a60JieBaHUsI, KOTOPOE MOXKET MMeThb 6oJiee
3HAUUMbIE HETaTUBHbBIE IOCJEACTBUS JJIsI KCXO0/A
6epeMEHHOCTH, YeM IOTEHIMATbHBII PUCK HTPUMEHe-
Hus nexapers (I11/C2).

4. Ilpu mnosiBjieHnn BO BpeMsi OGepeMeHHOCTH
KJIMHUKHU XOJIEJINTHA3A CJIe/YeT BbIIIOJHUTb 9HOCKO-
MUYeCKyI0 C(OUHKTEPOTOMUIO M OIEPAIMIO 0 yiaJe-
nmio kamua (I1-3/B1). Jlaxke B IepBOM TPUMECTpe
PEHTTEeHOJIOTHYECKOE HCCJIE/IOBAHNE HEJIb3sI CUYNTATD
a6comoTno mporuBonokasanusiM  (I11/C2). Ilpn
6ecCUMIITOMHOE TeYeHUU JKeJYHOKAMEHHOH 06oJie3-
HU  XOJIEIUCTIKTOMHUIO BBIIOJHSIOT TI0CJE POJIOB
(I11/C2).

9. BueneueHouHbie MPOABJIEHUA XO0JeCTa3a

9.1. 3y0

KosxHbIll 3y MOKET OBITH CHMIITOMOM XOJIECTa3a
mo60it stnosoruu. IlaToreHes 3yma 70 HACTOSIIETO
BpeMeHU He pacumdpoBaH. B TepMUHATBHBIX CTa-
ausiX 3a00/IeBaHMII TIeYeHH OH MOKeT ocaabeBaTh.
Her pocrarounoii pokasartesbHoll 6a3bl, yto Y /XK
YMEHbITaeT 3yJ TPH XO0JIecTade 3a HUCKIIYEHUEM
cayyaeB BXDb.

Kak npenapar nepBoil JMHUM [/ KYIIUPOBAaHUS
3yla IIMPOKO WCIOJb3YIOT XoJecTupaMuH. B psize
ciay4aeB TPo6JEeMOIl MOKET CTaTh TJIOXasl MEePEeHOCH-
MOCTH IIperapara mu3-3a ero BKyca, 4To MOXKHO yCTpa-
HUTH nobaBJjeHueM ¢GpyKToBoro coka. Hajgo mmerb
B Buny, uro YAXK caegyer npuHuMarh He paHblie
yeM dYepe3 4 dYaca Iocje HpHeMa XOJeCTHPaMUHA,
4TOOBI TIPEJOTBPATUTh €€ CBSI3bIBAaHUE W CHIDKEHUE
acpdexTHBHOCTH Teparuu.

[IpemaparoM BTOpPOIl JIUHUU CJOYKUT aroOHUCT Ipe-
raanoBoro X-perentopa pudammuius. Ectb man-
Hble O €ro JIByXJeTHeM 3(P(HEKTHUBHOM NMPUMEHEHUH.
Y 12% GoJIbHBIX ¢ X0JIecTa30M Ha (POHE HMCII0JIb30Ba-
Husg pudaMIuIiHa OMUCAHO PA3BUTHE JIEKAPCTBEH-
HOTro remnaruta yepe3 2—3 Mecsia npuema. IToatomy
Ba’KHO HAYMHATH JIeYeHHe C MaJIbIX /03, TI[ATeJbHO
MOHUTOPUPYS ME€YEeHOYHbIE POODI TEPe] YBETHUEHH-
eM 710361 [47, 53].

K mnpemaparam Tperbeil JUHUM OTHOCAT AHTAro-
HUCTBI ONMHUOMJOB. X wucHoab30BaHNEe OTrpaHUYN-
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BaeTCsT BO3MOKHOCTBIO BO3HUKHOBEHUS PeaKIuii,
HATIOMUHAIONMX CUHAPOM OTMeHbl. EcTh mantbie 06
5¢dEKTUBHOM HpUMeHeHHH ceprpainHa (MexaHusM
NelCTBYSA He sICeH).

He pekoMeHmyercst MCHOIb30BATH AHTUTUCTA-
MHHHBIE cpejacTBa (OTCYTCTBHE IIOJNOKUTENbHOTO
pesyabraTa), oHgancerpon (orpanmuenHas s¢dex-
TUBHOCTH) U (heHo6ap6uTat (BbIpakeHHbIE TTOGOUHbIE
peakImn).

[Ipu pe3ucTeHTHOM K Tepaluu 3y/ie OMUCAHDI CITy-
Yau MO3UTUBHOTO 3 deKTa 0T HIKCTPAKOPIIOPATHLHOTO
aTbOYMUHOBOTO Anan3a, miadMadepesa n APeHnpo-
BaHUS JKEJTYHBIX MPOTOKOB.

IMocmemHUM CpPECTBOM JIEYEHUST 3yAa MOKET
BBICTYIIATh TPaHCIUIaHTanus nevenn [2, 3, 6—8, 46].

Pexomendavuu (puc. 2)

1. Tepanusg nepBoil JIUHUU — XOJIECTUPAMUH 4 T
10 4 pas B genb (II-2/B1). Caenyer pasnectu npuem
XOJIeCTHPAMUHA ¥ [PYTUX JIEKApCTB IO MEHbIne
Mepe Ha 4 uaca (II-3/B1).

2. Tepanus BTOpoit JauHUM — puUdaAMIUIUH
B cTaproBoil qo3e 150 Mr, mpu THaTEJbHOM HABJIIO-
JIEHUW 32 TeYeHOYHBIMU TPOGAMU MOKHO YBETUYUTD
2103y MakcuMaabHo 10 600 mr/cyr (I/A1).

3. Tepanusa TpeTbeil JUHUM — HAJITPEKCOH per
os B nose 50 mr/cyr, craprosas go3a 25 mr (1/B1).
Cremyer paccMaTpuBaTh BO3MOMKHOCTH TPUMEHEHMST
3TOr0 Tpernapara TOJbKO Tipu HedhHEKTUBHOCTU
WM HEMePEHOCUMOCTH XoJecTupaMuHa (Ui Apyrux
noHOO6MeHHBIX cMon) u pudammuruaa (111/C1).

4. Tepanusg 4YeTBepTOil JUHUU — CEPTPAJIUH
B ciuydae otcyTcTBus 3ddeKkTa OoT IpUMEHEHUs
Boieykazanubix cpeacrs (11-2,/C2).

5. Ilpn HeaddexkTnBHOCTH BCEX HA3BAHHBIX IIpera-
paToB BO3MOXKHO HAIPABJIEHUE TAIMEHTOB B CIIEIHA-
JIM3UPOBAHHbBIE TEHTPBI JJIST TIPOBEACHHST IKCTPAKOP-
MOPAJIbHOTO ATbOYMUHOBOTO [AMain3a, miaasMadepesa
WK peHupoBaHus sKeuHbix mporokos (111,/C2).

6. Ecm BoimenepevncieHHbIe JEKAPCTBA U METO-
bl OKa3bIBAIOTCS HedDDEKTUBHBIMU, BO3MOXKHO
BbInonHenye TpancianTanuu nedenn (111/C1).

9.2. Crabocmow

Cra6octp — xapakrepHbrii cummroM [IBII, Beipa-
JKEHHOCTD ee He KOpPpeJupyeT C TSKeCThIo 3a6oseBa-
Hug nedeHu. [Ipesxae 4eM OTHECTH JAaHHBIH CHMIITOM
k nposiiaeHussM IIBIl Hy>KHO HCKJIIOUUTH JApyrue
BO3MOKHbBIE TIPUYMHDI, B ToM uncyae AUT.

Pexomendauuu

1. Tpebyercst MCKIIOUUTH TUTIOTHPEO3, AHEMMUIO,
nmabeT, Jenpeccuto, MOGOYHOEe [eHCTBHE JIEKApCTB
u up. (II1/C2).

2. Crnexyer MUHUMU3WPOBATD TPOBOIUPYIOIINE
cnaboctb (hakTopbl, BKJIOYAsT M3OBITOK AHTHTHIIEP-
TEH3WBHBIX MPEMAPATOB, HAPYIIEHNE CHA BCJEICTBIE
yunorpebaenust kode B BeuepHue yachl u 1p. (I11/
C2). BakHa NCUXOJOTMYECKAs MOALEPIKKA.

3. Jlma KynmpoBaHUs CIaGOCTH HE PEKOMEH.IY-
eTcs ITIPOBefeHHE TpaHCIIaHTanuu 1edenn (ecm
K 3ToMy HeT Apyrux nokasanmii) (I11/C1).

9.3. Ocmeonopos

Pexomendauuu

1. ¥V Bcex 60JIbHBIX C XO0JIECTa30M HEOOXOUMO
OIEHUTD OTIACHOCTD PA3BUTHSI OCTEOTIOPO3a, 00pAIast
oco60e BHUMaHHe Ha ycTpaHuMbie (haKTOPbI TAKOTO
pUcKa M COBeTbl 10 Mojanmdukanuu obpasa >KU3HU
(11L/C2).

2. llpu yCcTaHOBJIEHNH [AMATHO32 XPOHUYECKO-
IO XOJIECTATUYECKOTO 3a60JIEBAHMS TI€UYEHH CJe/lyer
BomotHUTh  gercutomerputo (I11,/C2). IloropHoe
UCCJIeJOBAHUE TPOBOJST €XKEroJHO B 3aBUCHMOCTH
OT BBIPAKEHHOCTU XOJIECTa3a ¥ WHIUBU/YAJIbHBIX
(axropos pucka (I111/C2).

3. Y Bcex NalMeHTOB C XOJIECTAaTHYeCKUMH 3a00-
JIEBAaHUSIMU TleYeHU TOKAa3aHO NPHUMeHEHHEe KaJlbIys
(1000—1200 mr/cyr) u Butamuna D (400—800 ME/
CyT), XOTSA 9TO TOJOKEHWE He MMEET MOCTATOUHON
nokaszarenbHol G6aser (111/C2).

4. Ecnm npu gencuromerpun T <—2,5 wim nmen
Mecto maromormueckuit mepenom (I/B1), pexomen-
JyeTcsi TpueM ajieHapoHarta i apyrux Oudocdo-
HatoB, npu T <—1,5 Ha3HayeHUe HTUX IIPEIIAPATOB
xemareapro (111/C2).

9.4. JKupopacmeopumvie sumamumwl

Pexomendauuu

1. Bce GosibHBIE € XOJIECTA30M JOJIKHbBI IIPHHU-
MaTh Ipenaparbl Kajblus ¥ BUTaMUH D I1€popasbHO
B KayecTBe COCTaBHOI dYacTW MpOrpaMMbl 1O IPe-
yupexaenuio ocreonoposa (I11/C2).

2. B ciy4asx BbIPa)KEHHOTO XOJI€CTa3a pU HaJIu-
YUK CTeaTOped WM JOKA3aHHOM HHU3KOM YPOBHE
JKMPOPACTBOPUMBIX BUTAMHHOB CJIeAyeT HA3HAYMTD
suramutbsl A, E u K per os (I11/C2).

3. IlapenTepanbHoe HaszHaueHue ButamuHa K
HOKa3aHO NPOMUIAKTHYECKH TIepe]] IPOBeAeHUeM
MHBA3UBHBIX IIPOLEAYP B CIy4asX BbIPAKEHHOIO
XO/ecTa3a M IIPM BO3HMKHOBEHHM KPOBOTEYEHUS
(Ir-2/C1).

9.5. Bapuxosno-pacwupennvie eHvl
nuwWeeo0a u 2enamoue0AAPHaAs Kapuunoma

Kak n mpu Ipyrux XpOHNYECKUX OOJIE3HSX Iede-
HU, TIPU XOJIECTATHYECKNX 3a60JIeBAaHUSIX BO3MOKHO
HOSIBJIEHNE BAPUKO3HO-PACHINPEHHBIX BEH IHIINEBOJA
U TEeNaTole/UTIOSIPHON  KapImHOMbI. IIporpaMmbl
CKPUHMHTA, NPOMUJIAKTHKI U JIEYeHUS aHAJIOTHY-
HbI TAKOBBIM IIPH JIPYrOfl IIEYEHOYHOH I1aToJIO-
run. HesaBucumble (hakTopbl prCKa BO3HUKHOBEHUS
BapUKO3HO-PACIIMPEHHBIX BeH y GosbHbIX [IBI[ —
ypoBeHb TpoMGornToB <200%109/71, ypoBEHDb CHIBO-
portouHoro anpbymuHa <40 T/ W CBIBOPOTOYHOTO
Gumupy6uHa >20 MKMOJIb,/ JI.
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