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ny6iukanuu, Bomeamue B 6asbl ganabix PubMed
n Cochrane. [[14 OLEHKU KadecTBa M CHUJIbI JIOKA-
3aTeJIbCTB HUCIHOJb30BAJKMCh PEUTUHTOBBIE CXEMbI
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ZII/IaI'HOCTI/IKa XoJiecra3a

XoJiectas mpejcraBisier co00Oil HapylleHHe CUH-
Te3a, CeKpelun U OTTOKa Keauyu. KinHuvyeckue
OpU3HAKU 3a00JI€BaHUsT — CJ1a60CTh, KOXKHBIN 3y
U B psje ciay4aeB skeiryxa. Ilpm GeccuMIITOMHOM
TEYeHUM XOJiecTada paHHHEe OUOXUMUYECKHE MapKe-
pbl — TIOBBINIEHHE YPOBHS We0uHoU ¢hocchamasovl
(IID®) u y-eamomanurmpancnenmudasor (y-I'TID),
B JJbHENIeM TPUCOEIUHIETCS YBEIUIEHUE COMEP-
JKAHUS KOHBIOTUPOBAHHOTO OGUIMPYOUHA.

Xomecra3 MPUHATO pa3/essiThb HA BHYTPHU- W BHe-
MeYeHOUHbIl. BHuympuneuenounwiii xoaecmas
MOKeT OBITh CJIeJCTBHEM (PYHKIMOHAIbHBIX Aedex-
TOB 00DPAa30BaHWS >KeJYM Ha YPOBHE TemaToluTa
WM  OOCTPYKIIMM HA YPOBHE BHYTPUIIECUYEHOUHBIX
JKEJTYHBIX TIPOTOKOB. B pa3BuTuu 3a60€BaHUS MOTYT
MPUHUMATD y4acTre 06a MeXaHW3Ma, HAlpuMep MpHu
suMdomax. Xosectad CIuTAeTCI XPOHUIECKUM, €CJn
oH ummTca 6osee 6 Mecanes. B ocHoBe MHOrUX XoJie-
cTaTn4ecKnX 3a00JieBaHUIl JIEXKUT BHYTPHUIIEYEHOU-
HBII XoJiecTa3, O/IHAKO B CJIyyae CKJIEPO3UPYIOIIEro
XOJIaHTUTa MOTYT MOPaXKaTbCs MeJKHe U KPYIHble
BHYTpHU- 1/ WM BHENIEUEHOUHbIE KEJUHBIE TPOTOKH.

[Ipu 6GeccMMIITOMHOM TEYEHHUH XOJIECTA3 MOXKET
OBITb BBISIBJIEH CJIYYailHO TIO TIOBBIIIEHWIO yPOBHEN
D u y-I'TII B X0me aucancepHOro 06CJIeT0BAHUS
WAV TIPU TIPOBEJEHUH WCCAEOBAHUS OUOXMMUYe-
CKHMX TECTOB IO MOBOAY Apyroro 3aboseBanus. [lis
XoJiectTaza MajocnelnduIHo M30JMPOBAHHOE MOBBI-
nrenue ypoBHs y-I'TII, uTo MOXeT ObITh Pe3yabTaToM
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KJIIMHUYEeCKue pEKOMEHIAIIUH PEPFTH o 2 2015
Tabauya 1
PelitTunroBasi cxema JJisl OIlEHKH YPOBHS JOKA3aTeJbHOCTU
Yposenb JlokasaTeibHas O6a3a
/I0Ka3aTeJTbHOCTH
I PanmoMusupoBanHble KOHTPOJUPYEMbIE HCCIEI0BAHMS
I1-1 KonTtpomupyemsle nccaegoBanne 6e3 paHI0MU3AIINT
I1-2 AHaIuTHYeCKHe MCCAe0BAHUS CIy4Yall—KOHTPOJb MW KOTOPTHBIE
I1-3 Omnucanne cepuil CJaydaeB, OTA€IbHBIE HEKOHTPOJUPYEMbIE SKCIIEPUMEHTAIbHBIE PAOOTHI
11 MHeHre aBTOPUTETHBIX 3KCIEPTOB, OMUCATEJbHAST 3MUAEMUOJIOTUS
Tabruua 2
PeiiTunroBast cxema /751 OIlEHKU YPOBHSI HAJEKHOCTU PEKOMEH/IAIiH
YpoBeHnb HaieKHOCTH
P A & IMosichenust O6o03nauyeHus
pexoMeHaaImit
Bricokuit MasioBeposITHO, UTO JAJbHEHIINE UCCTEOBAHISI U3MEHST CYIIECTBYIO- A
Iee MoJIOJKEeHIe
Cpennnit [lanbHelie ncce0BaHus MOTYT MOBJUATH Ha yOeXXJeHne B BEPHO- B
CTH CYIIECTBYIOIIETO MOJIOKEHST
Hwusxwit [lanpHeiine nccaeoBaHus MOTYT M3MEHUTh MHEHHUE O CYTIECTBYIO- C
IeEM TOJIOKEHUH
Pexomenganun IHosicnenus 0603HaUYeHHSA
Bricokoil cuiibl OcHOBaHbI Ha MPOBEJIEHUN BbICOKOKAYECTBEHHBIX MCCJET0BAHUI 1
Cmaboii cub OcHOBaHbI Ha MCCJEIOBAHUSX, OTPAKAIONIUX PA3JNIHbIE MHEHUS. 2
CoOTBETCTBEHHO PEKOMEHAINY BBITJISIAT KAK MeHee YeTKHe
1 OTIpe/ieTeHHbIE

UHAYKIUU pepMeHTA B OTBET HA TPUEM AJIKOTOJIS WU
JIEKAPCTBEHHOTO mpenapara. M301MpoBaHHOE TMOBBI-
menre ypoBHs [ MoxkeT ObITh OGHAPYKEHO MPHU
MPOTPECCUPYIONIEM BHYTPUIIEUEHOYHOM CEMENHOM
xosiectaze 1-To M 2-ro TuNa, HAPYUIEHUSIX CHHTE3a
JKEJTYHBIX KHCJOT, a TaKXKe B caydae ObICTPOro pocTa
KocTHoIT Tkanu (y mereii), mpu 3a60/eBaHUSAX KOCTEH
(6omesnp Ilemxera) mam BO BpeMsa GepeMEHHOCTH.
JlMarHocTHYeCKUMU KPUTEPUSIMU  XOJIecTa3a IPUHSI-
TO cuMTaTh ToBbImeHne yposHs M B 1,5 pasa or
eepxnets zpanuyvl Hopmor (BTH) u yposusi y-I'TII
B 3 pasa ot BI'H.

[lubdepennnanbHas AMArHOCTHKA TIPU XOJIECTA3E
BKJTIOYAET [[OCTATOYHO OGOJBIIONH KPYTr Pas3jU4HbIX
sabomeBanuii (tabm. 3 u 4). Tem He MeHee, IEpPBBII
BRJKHDBII 3TAIl JMATHOCTUYECKOTO MOMCKA — 3TO Pas-
rpaHuYeHre BHYTPU- M BHETIEYEHOYHOTO XOJIECTA3a.

Heob6xoanM THiatebHbl aHAIN3 aHaMHe3a U 110/~
po6Hoe du3UKAIbHOE HCCJAe0BaHNE. Y3Ke Ha 3TOM
JTalle ONBITHBIN KJIMHHUIUCT MOKET COCTAaBUTh BEPHOE
mpejcTaBjieHue o Ipupoje xosecrada [4, 9]. Baxkno
BBISICHUTDH HaJuuue MpodecCHOHANbHBIX BPEIHOCTEN
M YTOYHHUTH JIEKAPCTBEHHBIH aHaMHe3. JIo6oil mmpe-
napar, pUHUMaeMblii B TeuyeHue 6 HeJeb /10 MaHH-
(decranuu Gostesnn (B TOM YMC/Ie TPaBbl, BUTAMUHBI
1 1p.), MOKHO PacCMaTpHUBaTh KaK MPUYMHY XOJIECTa-
3a W cJelyeT OTMEHUTb TPHEM Ha3HAueHHOTO Cpefl-
CTBa. YKazaHWe Ha JUXOPAAKY € 03HOOaMH W GOJb
B IIpaBOM mojipebepbe ¢ GOJIBIION Jl0JIell BEPOSITHO-
cTH TOBOPHUT 00 OGCTPYKTUBHOM xXosanrute (B 4act-

HoCcTH, Ha (pOHE XOJIEJJOXOJIMTHA3a), OJHAKO TaKas
KapTUHA MOKeT OBbITb M TIPH AJTKOTOJBHOM TelaTuTe,
peke Mpu BUPYCHOM Tenatute. /loCTOBEPHOCTD Tpe-
MOJIOKEHUSI O HaJIWYuu OWJIMApHON OOCTPYKINU
TOBBITIAIOT CBEJIEHUS O TIEPEHECEHHON orepaiu Ha
JKeTYHBIX TyTsAX. Ha BiMsiHME HacIeCTBEHHOCTH
MOJKET YKa3bIBaTb HaJIWYMe XOJecTaTHYecKux 6oJies-
Hell B ceMbe. HekoTopble BapHaHTBLI X0JecTa3a MOTYT
ObITb BBISIBIEHBI TOJbKO IIPU OIPe/eTeHHbIX 06CTOSsI-
TesibetBax (6epeMEeHHOCTh, TPAHCIIAHTAIIUSA TIEYeHH,
BUY-undexuus u ap.), uto Tpelyer IPOBeAEHHS
CIIEI[MAIBHBIX UCCJIE/JOBAHNIT, He 00s53aTelIbHBbIX /I
BCEX TIAIUEHTOB.

[lepBbIM mIaroM Ha MYTH UCKJIIOYEHUS pacuiupe-
HUSI BHYTPH- U BHETIEYEHOUHBIX KEJYHBIX MPOTOKOB
n Hammyusd OOGbeMHBIX OGPA30BaHUi [TOJIKHO OBITh
yaompazeykosoe uccaedosanue (Y3U) opraHos
6promHoil Tostoctr. Y 3U o6sagaeT 10CTaTOTHOH 1yB-
CTBUTEIBHOCTHIO M CHENN(PUIHOCTDIO, 3TO HEMHBA3NB-
HbBIN, JOBOJHHO PACHPOCTPAHEHHBI W OTHOCHUTEJHHO
Hegoporoil Merosn. K ero HegocratkaMm ciegyer oTHe-
CTH CyOGBEeKTUBHOCTD OIEHKM TIOJYYEHHBIX [AHHBIX,
a TakKe BO3MOXKHOCTD TIPOIYCTUTb M3MEHEHUS KeJTd-
HBIX IIPOTOKOB, CBOICTBEHHBIE CKJIEPO3UPYIONIEMY
xonanruty. Kpome toro, Kak npaBuJio, HeJJOCTATOYHO
XOPOIIO BU3YAJU3UPYIOTCS HIDKHSS YacTh 0OO6IIEro
JKEJTYHOTO IIPOTOKA M IIO/KEJIyJOYHas KeJie3a.

Pesysbrater xomnviomepuou momozpagpuu (KT)
MOJKHO cYuTath 6oJjiee 0ObEKTUBHBIMH, OJIHAKO HCCJIe-
JIOBaHWE CBI3aHO C OTPEEJEHHON Jy4eBON Harpys-
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Tabauya 3

IIprunHbI BHYTPUIIEYEHOUHOIO XOJIeCTa3a y B3POCJIbIX

T'enarouesmosipHbIil X01€CTa3

Xo1aHTHOLIEJLTIOJISIPHBII X0J€ecTa3

Cericuc, 9HIOTOKCEMUS
BupycHble rematuTs
AJIKOTOJIbHBIN 1 HEAJKOTOJbHBIA CTEATOTEIIaTHT

JlekapcTBeHHBIN XoJecTa3, Xonecta3 Ha (oHe mapeHTe-
PATHbHOTO MUTAHUS

lenernveckue HapyiieHuss — JOOPOKAYECTBEHHDBIN PeIu-
IUBUPYIOINI BHYTPHUIICYCHOUHBIH X0JIecTa3, Iporpec-
CUDPYIOIINII CeMeTHbIN BHYTPHUIIEYEHOUHBIN X0JIeCTa3,
nedunnr ABCB4 (reHa, KOAMPYIONIErO KaHAIUKYJISAP-
HYIO 9KCIOPTHYIO noMIty (hochOIMIII0B), BHYTPHIIE-
YEHOUYHbII X0JiecTa3 GepeMeHHbIX, dPUTPONOITUYECKAs
TIpoTONOphUPHS

3/I0KaYeCTBEHHBIE I/IHqJI/IIIpraTI/IBHbIe 3a60/IeBaHUS —
TeMaTOJIOTUYECKUEe 3360JI€B3HI/IH, METacCTa3bl OITYyXOJ1

Jlo6pokavecTBeHHbIE HHOUIHTPATUBHBIE 3200J€BAHUS —
aAMIJION/I03, CAPKOUHBII TEaTUT U JAPyTUe TPaHyJIeMa-
TO3BI, 60JIE3HN HAKOIJIEHUS

HapaHeOH]IaCTI/I‘{eCKI/Ie CUHAPOMbBI — ]II/IM(l)OI'paHyJIeMa-
TO3, paK IIOYKN

[Topok pasBUTHUST JKENTUHBIX IIPOTOKOB: BPOXKIEHHBIN
MeYeHouHbIin Guépo3

Y3noBas perenepaTtnBHas ruiepiia3usi

Cocyamnctoie 3a6oseBanus: cuaapoM bamma—Knapwu,
BEHOOKKJIIO3MOHHAsT 60JIe3Hb, 3aCTOWHAST TI€Y€Hb

[Muppos 0601 ATHOIOTHH

Hepsuunvii 6uruapnvii yuppos — B (AMA+/
AMA-)

Iepsuunwviii cxaeposupyiowuti xoranzum (IICX)
Ilepexpectrbie cunzapomsr IIBI/AWUT u IICX/AUT
IgG4-acconmmmpoBaHHbBIN XOJAHTUT

W anonatnyeckast JyKTONEHNST B3POCTIbBIX

[Topox pa3BHUTHS >KETYHBIX IIPOTOKOB: OUIMApPHAS
ramapToma, cuaapomM Kapomn

MykoBucIu03
JlekapcTBeHHAsl XOJIaHTUOIIATHUS
BosesHp «TpaHciianTaT IpOTUB XO3IMHAY

BropuyHblii ckIepo3upyIONUil X0JaHTUT, HATIpUMED Ha
?)OHE XOJIAHTMOJIUTHA3], UIIEeMUYecKasl XOJaHIMOIaTHs
HACJIEZICTBEHHAS TeMOPPArndecKasi TeJeaHTHOIKTa-
3Usl, Y3€JKOBBIIl IOJINAPTEPUUT U APYTU€ BACKYJIUTBHI),
MHOEKITNOHHbBIN Xomanrut npu BUY-nHdexkmm n apy-
rux (popMax UMMYHOCYHNPECCUU U T. A.

AMA — antuMuTOXOH/pHasbHble aHTHTesNa; AV — ayTOMMMYHHBIH remnaTur.

Kol 1 Moer ycrynatb Y 3U B uzobpaskeHnu OUIn-
apHOTO TPAKTA.

Jlnst BU3yanm3anusi SKEeJYHBIX MPOTOKOB MOKHO
UCIIOJIb30BATh  MAZHUTNHO-PE3OHAHCHYIO XOJAHZUO-
nanxpeamoezpagpuio (MPXIIT). Bo3MOKHOCTH MeTO-
Jla B BBISIBJIEHUN OOCTPYKIUU JKETYHBIX MPOTO-
KOB COIIOCTaBMMBbI C TAaKOBBIMH TPH TIPOBEIEHUN
IHOOCKONUUECKOU Pempozpadnoll X0JAHZUONAHKDe-
amoepagpuu (IPXIIT). Indockonuueckoe Y3HU
(3r10Y3U) MOKeT cuutaThCs aJeKBATHOI 3aMeHOi
MPXIIT pis BbIABJIEHUS KaMHEH KETYHBIX MPOTO-
KOB W [JPYruX ITIPUYMH BHEMEUYECHOYHOH OUIMAPHOI
OOCTPYKIIUN.

Bneneuenounas o6cmpyruus xeauHoix nymeii
MOJKeT OBITb BbI3BAHA KAMHSIMU, OIIYXOJISIMU, KHCTa-
mu uau crpukrypamu. IPXIIT ocraercst «30/10ThIM
CTAaHJAPTOM» [IJISI BU3YaIU3aINu OMIHAPHOTO TPaK-
Ta ¥ yCTPAaHEHUs TMPWYUH BHEMEYEHOUHON Ouamap-
HOl OOCTPYKIMM, OJHAKO [Aa’ke TPHU TPOBEIEHUH
MCCJIEI0BAHUST ONBITHBIM CIEIUAJUCTOM BO3MOKHO
pasBuTHE OCJIOKHEHMH: maHkpeatuta (3—5% ciy-
4yaeB); KPOBOTEYEHMS NPU BBINOJHEHUH CHUHK-
teporomun (2%), xomanrura (1%), JeTaJbHOTO
ucxoga (0,4%). TakuM o6pa3oM, IIpU MOJ03PEHUN
Ha BHENEYEHOYHYIO OOCTPYKIIMIO SKEJTYHBIX MyTei

M OTCYTCTBHUM OJHO3HAUYHBIX MOKAa3aHUH [JId TIPO-
Be/leHUST DHIOCKOIMYECKOTO BMeIIaTeJbCTBA CJie-
ayer BbinmonaHaTh MPXIIT nu6o supnoY3U, a ne
IPXIIT.

Ecnn Meronbl BU3yaau3allni He BbISBJISIOT MeXa-
HUYECKOI OOCTPYKIIUU KEJTYHBIX TPOTOKOB, HEOGXO-
JIMMO COCPEJIOTOUHUTBCSI HA aHAIU3€e BHYTPUIIECUECHOY-
HBIX mprymH Xogectaza (cM. Tabi. 3 u 4).

Y B3poCTbIX GOJBHBIX C XPOHUYECKHM BHYTPU-
MEYECHOYHBIM XOJIECTA30M CJEAYIOMUN JUarHOCTH-
YeCKWil 1ar nccaenoBanne AMA  TOCKOTBKY
MEPBUYHBIN OWJIMAPHBIA IUPPO3 — caMasi dvacras
MPUYNHA TOPAKEHUS MEJKHUX >KEeJYHBIX MPOTOKOB.
[lnarno3 poctoBeped mpu Hasuuuun AMA B amarHo-
cruueckoM tutpe =1:40 u xosnecrarnvyeckoro npodu-
JI IeYeHOYHBIX (hepMeHTOB (1P OTCYTCTBUU JPYTHX
npuurH). B onpeseneHHbIx caydasx HyKHA GUOTICHS
nevyenu. Ilpu orcyrctBun AMA cienyeT BbITOJTHUTD
MPXIIT B crienmaan3npoBaHHbIX 1eHTpax [4, 34].

Ecin pnarno3 xoJiectada /0 KOHIIA OCTaeTCA
HesICHBIM, Tpebyercst Ouornicusi nederun. Oco6eHHO
BJKHO KavecTBO ee mposeaenus. O6paser [1oJ-
JKeH colepkatb He MeHee 10 TOPTAJbHBIX TpPaK-
TOB, TaK KaK IOPa’keHue TiedyeHW ObIBAeT KpaiiHe
HEPABHOMEPHBIM IIPU TMATOJOTHH MEJIKUX >KEeSTUHDBIX
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Tabruua 4

IIpuunHbl BHYTPUIIEYEHOYHOIO XO0JecTasa y JAereil

Metabomueckre 3a00I€BaHM:

YMeHblIeHHE YUC/Ia JKETYHBIX IPOTOKOB:
— ¢ Ha/JIM4ueM CUHAPOMOB (CHHAPOM Aarkuis),
— 6e3 CHHAPOMOB

ITopoKK PasBUTHUSA KEMTYHBIX IIPOTOKOB

Wudexnun — GakrepuasbHble, BUPYCHbIE

M auonarnyecknii HEOHATAIBHBINA TEIIATUT

[Tuppo3s m060# ATHOIOTHH

— C BOBJICYECHHUEM 6I/IJII/IapHOFO TpaKTa — HEAOCTaTOYHOCTb a1-aHTI/ITpI/IHCI/IHa, MYKOBHUCIIA/I03,

— 6e3 BOBJIeUeHUsI OUJIMAPHOTO TPAKTA — TaJaKTO3eMHUsi, TUPO3UHEMIUS, Ae(EKTbl OKICICHUS] KUPHBIX
KHCJIO0T, 60JIe3HN HAKOIJIEHUS JUMUAOB W TJNKOTeHa, MePOKCHCOMAIbHBIE PACCTPONCTBA,

— crernuduueckre paccTpoiicTBa GUINApHON DYHKIMN — HapyIleHWsT OMOCWHTE3a W KOHBIOTAIIUN SKETIHBIX
KHCJIOT, KaHAIbIEBO cekpeln (Iporpeccupyronmuii ceMeiHbIil BHY TPUIIEYEHOYHBIN X0IeCTas)

Toxcuueckne HakTOpbl — TMapPEHTEPATbHOE TIHTAHKE, JEKAPCTBA

pOTOKOB. B mpollecce wuHTepnperanuu JAaHHBIX
6uoTICcUN HEOOXOAUMO TIPUAEPKUBATLCS CJIELYIONIei
kaaccuukammu: 1) 3a6oeBaHHS € HOPAKEHHEM
XKemquHbIX TpoTokoB — AMA-nerarusubiil [IBII,
nzosmpoBanubiii [ICX MeaKuX NMpPOTOKOB, AeduUIUT
ABCB4, capxkouios, ujanonaruyeckas JIyKTOIEHUS
WJIN IeKapCTBEHHBIH Xos1ecTa3 (TUIIMYHbIE COCTOSTHUS
Ipe/CTaBIeHbl B Taba. 5); 2) 60JIe3HU, He CBI3aHHbIe
C MOpPaKEHUEM JKEJTYHBIX IMPOTOKOB, OOJIE3HH HaKO-
NJeHuss U UHQPUIbTPATUBHBIE 3a00JIEBAHUS MEYEHU
(rpanynembr medenn — G6e3 XOJaHTHUTa, y3J10Bast
pereHepaTuBHas TUNEPILIA3Us, METH03, PACIIUpPEHNe
CHHYCOMIOB W TIMPPO3); 3) Tenarone/IoIsSapHbIi
X0JIeCTa3 ¢ MUHIMAJIbHBIMU THCTOJOTMTIECKIMI M3Me-
HEHUSAMU — JOOPOKAYeCTBEHHDBIN PEIUANBUPY IO
BHYTPUIICYEHOUHBIN XOJIeCTa3, Tepanus 3CTPOreHaMU
win aHaGoOJUKAMM, CelCUC, IOJHOe TapeHTepaib-
HOe TMWUTaHWe WJIM TapaHeolJlacTuuecKuii ¢eno-
MeH. AJITopuTM 006CJIe/JOBaHUs B3POCJOTO MalUEHTA
C X0JIeCTa30M TpejicTaBjied Ha puc. 1.

Pexomendavuu

1. Heo6xouMbl eTabHbBIN aHAIN3 UCTOPHH 3260-
neBanust u usukanbaoe obenenosanme (I111/C1).

2. Ilepsorit stan B auddepeHNuaIbHOl TaTHO-
CTHKE BHTYPH- M BHEIIEYEHOUHOTO XOJecTa3a — 3To
nposenenne Y3 opranos 6promnoi nmomoctu (I111/
C1).

3. g B3poCJabIX GOJBHBIX C XPOHUYECKUM XOJIe-
cTazoM o6s3aTenbHO uccaeoBane AMA B cbIBOPOT-
ke kposu (II1/C1).

4. IIpn HesicHOW NpUYMHE XO0JecTa3a CJaeAyronui
JMarHOoCTHYeCKHi mar — 1nposegenne MPXIIT (111/
C1).

5. AnbrepaatuBoit MPXIIT st BbisIBJIEHUST IHC-
TAJTBHON OOCTPYKIIUYM >KEJTYHBIX MYTEH MOXKET CJIy-
xuth su10Y 3U (11-2/B1).

6. luarnocruueckasgs JIPXIIT pomkHa BBINOJ-
HATbCs 1o crporuM nokasanusm (I1-2/A1). Ecam

MIPEITIOJIATAETCS TePANeBTUYECKOe JIeUeHUe, TIPEe/Io-
yrenne caenyer oraasatb MPXIIT wmm sugoY3U,
nockosbKy TnpoBesenne IPXIIT B psge ciaydaes
COIPSIKEHO ¢ pasBuTHeM ocioxkHenuit (I11-2/A1).

7. Ectu mpuumHa Xo0jiectaza He YCTaHOBJIEHA
Ha TMPEJBbIIYIIUX 3Tanax JAUATHOCTHYECKOTO TOUCKA
u tect Ha AMA oTpuiiaTesbHbIi, cjaeyeT BbIIOJIHUTD
6uoncmio nevenn (111/C1).

8. B ciywae orpumnarenbHbix AMA-tecta m /aH-
HBIX Ouorncun, comnoctaBuMbIx ¢ IIBI[ wan TICX,
11eJ1ecoo6pa3to, €ecjiu BO3MOYKHO, BBINOJHUTH TeHe-
THYecKuil aHaaus g uccaenosanust ABCBA4.

1. IlepBuunbiii GuIMApPHDI HUPPO3

3abosieBanue Moxker MaHudecTupoBaTh cJaab0-
CTHIO, 3YJOM 1/ WM KEJITyXOH, HO, KaK IPaBUJIO,
y GOJIbIIMHCTBA TMAI[MEHTOB JMArHO3 yCTAaHABJIUBA-
10T Ha 6ECCUMIITOMHON cTajuu. B peikux ciaydasx
[IBII BBIABASIOT HA CTaAUU PAa3BUTUS OCJOKHEHUI
nopraabHoil rtuneprensun (acuuT, NedeHouHad
aHIedasonaTusd, KPOBOTeYEeHNE W3 BAPUKO3HO-
pacIIMpeHHbIX BeH mnuinesoja). OGBIYHO JUATHO3
MOKeT ObITh JOCTOBEPHO YCTAHOBJIEH MPHU IOBbI-
mennu yposHs [[AD (1e4eHOUYHOTO MPOUCXOMKIE-
HHUSI) Ha NPOTSKEHNH 6 MecALEeB U II0 HaINdHIo
AMA B mmarsoctmdyeckoM Tutpe. /lmarHos mon-
TBEPIK/JIAIOT JlaHHbIe OUOICHU TIeYeHU C KapTUHON
HETHOWHOTO [JIeCTPYKTUBHOTO XOJaHTHTa. Takxe
MoryT mnoBblmarbest ypoBHn y-I'TII, Tpancamnunas
U KOHBIOTUPOBAHHOTO OUAMPYOWHA, OJHAKO 3TH
U3MeHEeHUs He IBJSIOTCS [HAarHOCTHYeCKU 3Ha4YU-
MbIMU. TUTTUYHO TOBbBINIEHNWE CO/IEPKAHUS UMMYHO-
rao6yauna M u XosecrepuHa. B pa3BepHyTBHIX cTa-
nusx 3a60J1€BaHUST OTMEUAIOTCS CHIKEHUE YPOBHS
CBIBOPOTOYHOTO aTbOYMUHA, YBeJUYEHUE MPOTPOM-
OMHOBOIO BPEMEHHM M IIOBBIIIEHHE KOHIIEHTPAIuu
6unupybuna. ¥ 90% Goabubix IIBII BBISBJISIOTCS
AMA B gmarHoctudeckoMm tutpe =1:40, ux cmer-
nbuIHOCTh cocTaBisieT Goyee 95%.
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MoBbilweHue ypoBHs LD
MoBbiweHne ypoBHS y-I'TIMN 1/vnn KOHBLIOrMPOBAHHOIO BUANPYOUHA
AHaMHe3 1 AaHHble 06bEKTUBHOIO
LWar 1 o
ocMmoTpa + Y3U opraHoB GpIOLLHOIA NOI0CTH
OTCyTCTBUE N3MEHEHMIA NameHeHus npu Y3U
npu Y3W n xapakteHom (pacLumpeHHbIe Xen4Hble NPOTOKM
KJIMHMYECKOI KapTUHbI WK o4aroBble 06pa3oBaHns)
¢ 1 XxapakTepHas KnnHu4eckas
KapTuHa
AMA — ANA
Lar 2 / \
AMA n cneundunyHblie AMA 1 cneundunyHble
ons MNBLL ANA — ons NBLLANA +
Mpuem Mpuem
JIeKapCTBEHHbIX NeKapCTBEHHbIX
npenaparos — npenaparos + neL,
Buoncus l v
LWar 3 neyeHn
Mpeanonaraemsii
/ \4 AMarHos
Hopma Mpu3Hakn noBpexaeHns
KENYHbIX NPOTOKOB f
l wnn apyrme n3amMeHeHus
MPXMT + aHpoY3U
Lar 4 / \4
Hopma CTpukTYypbI Mcx
HeT knuHuyeckux KnuHnyeckune
npuaHakoB MNCX npuaHaku MNCX
l v
HaGnioneHme AanbHelliee o6cnenosaHne
LWar 5 11 NOBTOPHAs OLieHKa apPxXnr C NMPUMEHEHMEM cneLunanbHbIX
MeTOA0B UCCNeaoBaHNsA

Puc. 1. A.]IFOI)I/ITM JANATHOCTHKHU XOJIECTATUYECKUX 3a00/IeBaHUIl TIeYEeHH Y B3POCJIbIX ITAlTUEHTOB

IIpu BosMoxHOCTH ompeaeasaior AMA-M2 (anTu-
tera k E2 cy6Gbepaunanite nupyBaT JeTUpOreHa3HOTO
komiiekca). Y 30% Gosbubix [TBI1 06HapyKUBAIOT-
cs1 Hecheyuuueckue anmunyKieapvle anmumend
(ANA). Anturena anti-Sp100 u anti-gp210 o6aa-
pator aiast IIBIT cnenuduuHocThio 6osiee 95%, oHu
MOT'YT HCIOJIb30BaTbCSl B KayecTBe MAapKEPOB B CIIy-
yae oTcyTcTBUA AMA. UyBCTBUTENBHOCTb 3TUX
aHTuTes HUXKe ux cnenuduyHoctu. ['mcrosornueckn
Bbiensior 4 cragum IIBI] mo Ludwig B coor-
BETCTBUM CO CTEMEHbI0 BBIPAKEHHOCTH TOBPEXK/ie-
HUS JKEJYHBIX TPOTOKOB, BOCHaJeHuss u ¢Ghubposa.
[TarorHOMOHWYHBIM B /ie610Te 3260JIeBaHUS CYNTAET-
cs1 oOHapysKeHWe TpaHyJeM B COYeTaHWH ¢ (DOKaJb-
HOIl o6JsuTepaleil >KeJTYHbIX MTPOTOKOB. IlevyeHb

MOKeT OBITh TIOpa’keHa HEPABHOMEPHO, B OIHOM
THCTOJOTMYECKOM ITIPenapare MOTyT MPUCYTCTBOBATH
Bce 4 cragmu OGOJIe3HW; [JIs1 3aKJTIOYEHUST OpPUEH-
TUPYIOTCS Ha Hambojee BBIPAKEHHBIE H3MEHEHWS.
Crneruduunnix Y 3-npusnakoB amust [IBIL we cyme-
ctByer [2—4, 35, 46].

Pexomendauuu

1. Jnsg mocranoBku mumarnoda IIBIL Tpebyercs
o6HapyskeHue moBbINieHHoro ypoBHs 1D u wamm-
yne AMA B pgmarHoctmdeckoM TuTpe =1:40 wmanm
AMA-M2. B »3ToM ciaydae IpoOBeJeHHe OHOICHT
fevYeHu He sBJsgeTcs 00s3aTeJbHbIM, HO TO3BOJISI-

€T OIIEHUTb aKTUBHOCTbD U CTa/JuiO SaéoﬂeBaHI/IH
(I11/A1).
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Tabauya 5

Tummranbie TMOBPEKICHUSA 6I/IJII/IapHOFO TpaKTa U UX OCHOBHbBIE TTPUYNHDBI

HerHoiinblii 1eCTPYKTUBHBINH XOJAHTUT:
MEePBUYHBIN OUIHAPHBIN ITHPPO3
MIEPBUYHBIN CKJIEPO3UPYIOMINUN XOJAHTUT
AyTOMMMYHHDIH TemaTuT
JIEKAPCTBEHHDBIN XOJIAHTHAT
CapKoOUI03
nedurur ABCB4
renatutel C, B, E

®Dubpo3upyIOIHii 06 IUTEPUPUPYIOIIUI XOTAHTHT:
MEPBUYHBIN CKJIEPO3UPYIOMHANA XOJAHTHT
BTOPWYHBII CKJIEPO3UPYIONTUI XOJTAHTUT
[gG4-acconuupoBaHHbIi XOJTAHTUT

CapKounao3

[pyrue xosanrutsl (peakue):

3JI0KAYECTBEHHBIN XOJAHTUT

JMPOoMbI (XOIPKKUHCKASA U HEXOKKUHCKIE)
CHCTEMHbII MACTOIUTO3

TUCTHOILUTO3

HedTpoduIbHbIN XonaHruT (HeHTPOhUIbHbIH A1epMaTO3)

ITopoku pa3BHTHS *KE€TYHBIX NPOTOKOB:

6mImapHble TaMapTOMBI
cunzapoM Kapomu

BPOKIEHHDBIN TTe9eHOUHbIN (hrOPO3

2. Ilpm orcyrctBum crermubuynbix st [1BI]
antutes Guoricus nevyenu Heobxoauma. I[lpu muc-
MPOTOPIIMOHATIBHOM TOBBIINIEHUN YPOBHSI TPAHCAMU-
Ha3 u/wmwm IgG Ouorncust HysKHA [JIsi BbISIBJEHUS
COIYTCTBYIONUX JOO aJbTEPHATUBHBIX MPOIIECCOB
(I11/C1).

3. AMA-no3uTuBHbIe 0O0JIbHBIE € HOPMaJbHBIM
YPOBHEM TI€YEHOUHBIX MPO6 JIOKHBI HAOMIOAATHCS
€KErofHO C MCc/aeoBaHneM OGHOXMMUYECKUX MapKe-
pos xosectaza (111/C2).

Peicomeuaauuu no JaeyeHuro

1. Haumenrsr ¢ IIBII, Bk/IOYag 6GOJBHBIX C Oec-
CUMIITOMHBIM TedeHueM 3a00JieBaHus, JOKHBI JIIN-
tesibHo (11-2/B1) nosydarb Tepanmio ypcode3oxcu-
xoaesou xucaomou (Y IXK) us pacuera 13—15 mMr/
kr/geup (I/A1).

2. JKenaembrit nnutenbubiit apdexkT or mpuMe-
Henus Y /IXK na6momaercs y GOJbHBIX Ha PaAaHHUX
cragugax IIBII, a Takke y HalmueHTOB C XOPOIIUM
6noxummudecknM otsetoM (11-2/B1), xoropsri cie-
JyeT olleHuBaTh cnyctsi 1 rog tepamuu. XOpOIIUM
OMOXUMUYECKUM OTBETOM IIPH 3TOM CUYHUTAETCS
YPOBEHb CBIBOPOTOYHOTO Gumpybuna <1 wmr/mn
(17 mrmoumb,/ 1), yposenb D <3 BI'H u yposenb
acnapmamamunmpancgpepasor (AcAT) =<2 BTH
(«ITapmxckne kputepum») miam cHmwKeHwe Ha 40%
6o nopmamusanus yposus 1D («Bapcenonckue
kpurepun») — II-2/B1 [22, 51].

3. B Hacrosmiee BpeMs He CYIIECTBYeT €JIHO-
ro MHEHHUsI, KaK JIeYUTb OOJbHBIX C CyOONTUMAJIb-
HbIM OGUOXMMHYECKMM OTBeTOM Ha Tepanuio Y /XK.
[Ipennaraercss ucnonb3oBarb kKoMmOuHanuio Y /XK
u 6ymeconnga (6—9 Mr/meHp) Ha JOUMPPOTHYECKUX
cramuax 3a6oseBanus (craaun I-111). Ectb naHHbIE,
yro pobasienne Kk Y/XK S-ageHosun-L-mernonmza
VIAYUIIAeT KJINHUYECKYIO CUMITOMATUKY U OGHOXUMMU-
yeckue nokasareau (I1/C2) [1].

4. Tpancrianraius nedeHu JoJKHA 06s13aTebHO
paccMmatpuBatbesi B TepMuHaimbHOl cragum 1B,
KOT/Ia YPOBeHb GuiupyOuHa mpeBbimaer 6 Mr/ /i
(103 MKMOJDB/ 1) 60 UMEET MECTO AEKOMIIEHCHPO-
BAHHbII IUPPO3 TIeYeHN C HETIPUEMJIEMbIM KaueCTBOM
JKM3HU WJIW BO3MOKHOW CMEPTHIO B TeUYEHHE Toja
BCJIE/ICTBHE PE3MCTEHTHOIO acliuTa M CIOHTaHHO-
ro OGaKTepHabHOrO TEPUTOHUTA, PENUIUBUPYIO-
IIX KPOBOTEUEHUI U3 BAaPUKO3HO-PACIINPEHHBIX BEH
MUINEeBoa, dHIedaNONaTuN JUOO TenaTonesToNsp-
Holt kaprunomsr (11-2/A1).

2. Tlepekpectusiii cunapom IIBI]/AUT

[lepBUuHbBIi OUIMAPHBIN IUPPO3 W AyTOMMMYH-
HBIl TrernaTtuT TPAAWIIMOHHO CUUTAIOTCS ABYMS Pas-
HBIMU 3a00JieBaHUSME TledeHH. B To ke BpeMs
ecTb OGOJIbHBIE C KANHUYECKUMU, OMOXUMUYECKUMH,
CEepPOJIOTHYECKUMU 1/ WA TUCTOJOTHYECKUMU YePTa-
MU 060uX 3a060JIeBaHWii, KOTOPble MOTYT OOGHAPYKU-
BaThbCsA OJHOBPEMEHHO WM IIOcCjefoBaresbHO. s
9TUX TIAIIMEHTOB TPUHSAT TEPMUH <«IIEPEKPECTHDII
cungpom» [2—6, 15, 19, 34].

ITHOJIOTHS U MATOTE€HE3 TIEPEKPECTHOTO CUHAPOMA
He BIOJHE SICHBI. ECTb JaHHbBIE O HACJEACTBEHHON
MPePACTIONIOKEHHOCTH K ayTOUMMYHHBIM 3a60J1eBa-
HusM Tedenn. Kaxxjoe u3 AByX 3a60JjeBaHUN WHITY-
IUPYETCS OJHUM WM HECKOJbKUMHU TPUTTEPHBIMU
(baxropamu, 3amyckalOmMUMU BHYTPEHHHE MEXaHW3-
MBI MTOCJIEYIONIETO TPOTPECCUPOBAHNS.

[Ipn mepekpecTHOM CHHJpPOME OJWH WJIW [[Ba
HEM3BECTHBIX IATOTEHHBbIX (pakTopa CcrocoGHbI
BbI3BaTh /IBa PA3JNYHBIX AyTOMMMYHHBIX 3a00JeBa-
HUS TleYeHH, KOTOpble IIPOTEKAIOT OJHOBPEMEHHO,
60 eIMHCTBEHHBIN TPUTTEPHbIN (akTop crocobeH
[IPUBECTH K COBEPIIEHHO HOBOMY MMMYHHOMY OTBETY
U B pe3yJbTaTe MOXKET BO3HUKHYTH CMEIIaHHas Kap-
THHA [IByX ayTOMMMYHHBIX 3a60JIeBaHWIl C Ompese-
JIEHHBIMU ayToantutesamu [4, 6, 13].
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Pexomendauuu

1. He cymiectByeT cTaHZapTH30BAHHBIX JIMArHO-
CTUYECKNX KPUTEPHEB I€PEKPECTHOTO CHUH/pPOMA
IIBIT/AUT. Cuaexyer TOJb30BAThCSI KPUTEPHUSIMU,
npusegenubiMu B Taba. 6 (IIL/C2) [4, 15, 19].

2. O mepekpecraom cunzgpome IIBIT/AUT mamo
lyMaTh BO Bcex cay4vasx BoisgBiaeHus: [1BI, mockomn-
Ky TP YCTAHOBJIEHUH [IMATHO3a MEPEKPECTHOTO CUH-
JpOMa HM3MEHHTCS TepameBTuuecKas Taktuka (I11/
C2) [3, 6].

3. PexkomenzayeTcsi KOMOWHHMPOBAHHAsS Tepalms
YIXK u exoxoxopmuxocmepoudamu — T'KC (I11/
C2). AjbTepHATUBHBIA MOAXOA — HAYAMO JIEYEHMUSI
¢ YJIXK u npu oTrcyTCTBUM a/IeEKBATHOTO GUOXMMHU-
YeCcKOro OTBeTa B TeueHue 3 MecsAlleB IPUCOeJUHEeHNe
I'KC (II1/C2). Tlpu JJUTETBHOM Kypce HMMY-
HOCYTIPECCUBHOIl Tepaluu /1032 CTEPOUJIOB MOXKET
ObITh yMeHbIIIeHa 3a cueT J00aBJEHUs] a3aTUONPUHA
(IIL/C2) [34].

[nsg  [narHOCTMKM TEpPeKpPecTHOTO CHHAPOMA
IIBI/AWUT po/KHBI OPHUCYTCTBOBATh, MO KpaiiHeil
Mepe, 2 W3 3 MepeuncjaeHHbIX KPUTEPHUEB JIST KaxK-
noro 3a6oseBanus. O6s13aTeTbHO HAIMYNE THTHYHBIX
THCTOJIOTHYECKUX JAHHBIX, TIPUBEJICHHBIX B KPUTEPU-
ax AUT [4, 15, 19].

3. IlepBuuHbIi CKJIEPO3UPYIOMHUN XOJTAHTUT

[ICX — xpoHmueckoe XojectaTHyeckoe 3a6oJie-
BaHNe IIeYeHN, XapaKTepuayloleecsl BOCHAJCHHIEM
n (pu6po3oM BHYTPU- W BHETEYEHOUHBIX >KETUYHBIX
IpoTOKOB. OTMedaeTcss O6IUTePAIsl KeTIHbIX IIPO-
TOKOB ¢ (hOPMUPOBAHMEM MYJbTH(HOKAIBHBIX CTPUK-
Typ. ITO Tporpeccupymoniee 3a6ojaeBaHne, B KOHEY-
HOM WUTOTe TMPUBOJAIEE K PA3BUTHIO IUPPO3a
M TEYECHOYHOH HEJOCTATOYHOCTH. ITHOJOTUS HEH3-
BECTHA, €CTb JO0KA3aTeJbCTBA YYaCTUS T€HETHYECKUX
dakropoB. CooTHollleHHE MYXKYUH K SKEHIUHAM
cpenu  GombHbIX cocraBisier 2:1. Kak mpasuio,
60s1e3Hb BO3HHMKAET B Bo3pacTe okosio 40 jer, XoTs
JINarHO3 MOXKET ObITh YCTAHOBJIEH B JETCKOM U CTap-
yeckoM Bospacre. Y 80% manumentos ¢ IICX ume-
I0TCSL  BOCHAIUMENbHbIE  3A00AE8AHUS  KUWEUHUKA
(B3K), B GOJBUIMHCTBE CJAyYaeB SI3BEHHDBIA KOJINUT.
Tumawstit 6oabHoit [ICX — 310 MOMOMOM MysKUMHA
¢ B3K u/umm KIMHUYECKUMH YepTaMU XOJIECTATH-
JeCcKOTo 3a00JeBaHUS MedeHN. Y MAINeHTOB C KJIH-
HUYECKUMHU, OUOXUMHUYECKUM U THCTOJOTHYECKUMHU
npusHakamMu IICX, HO HOpPMaJbHBIMU XOJIAHTHO-
rpamMamn guargoctupyior IICX mamabix nmpoTOKOB.

Y noJsioBuHBI GOJIBHBIX 3a60JIEBAaHUE PACIIO3HAIOT
Ha 6eccuMITOMHOM cTaguu. TunuyHble TPU3HAKH —
3ya, 6osb B mpaBoM moape6epbe, Caa60CTb, MOTEPS
MacChl TeJa, 3MU30/bl JUXOpajku. Pexe 6ose3Hb
MaHuQEeCTUpyeT Ha CTAAUN IUPPO3a U OCTOKHEHUN
noprajbHOil Tuneprensun. DOusnukansbHoe 06CIEN0-
BaHMe dalle BCETO BBISABJSET TernaTo- M CIJIEHOMe-
raguio. CaMblil 4YacTblii OUOXMUMHYECKHIT TPU3HAK
I[ICX — mnosbunenne yposusa II®D. B to xe Bpema
HOpMasTbHBIN ToKazatenb 1D npn mammunm xapak-
TEPHOI KJWHWKW He OJUKEH WCKJII0YaTh JaJbHeH-
X 1aroB JJjst ycraHoBjeHusi auarnoda IICX.
Hepenko MoxeT ObITb TIOBBINIEH YPOBEHb TPaHC-
amMpHa3 — B 2—3 pasa or BTH. ¥ 70% G6osbHbIX
[IPY YCTaHOBJEHUM [UATHO3a COJEP’KaHHe ChIBOPO-
ToYHOro Omaupy6uHa B npefesax HOpMbl. Y 61%
IAI[MeHTOB IOBbIlleH ypoBeHb IgG, Kak mpasuio,
B 1,5 pasa or BI'H. ¥ 6osapubix [ICX o6Hapy:xuBa-
IOTCSI Pa3JINYHbIe AHTUTENA: MEPUHYKJeapHble aHTH-
HeiATpoduabHble HuTomIasMarudeckue (pANCA) —
B 26—94%, antunykaeapubie (ANA) — B 8—77%,
anTuriagkompimeunsle (ASMA) — B 0—83%. g
ycraHoBieHnst auarfoda [ICX pyTWHHBIN CKPUHWHT
aHTHTEN HE Tpebyetcs [2—4, 8, 46].

[lanuble OMONICHM TeYeHW TOATBEPKIAIOT JHa-
rao3 [ICX, XoTd W He SBJASAOTCS CreNMUIHBIMI
U OTJINYAIOTCS KpaiiHeil BapuabeabHocThio. [IpunsTo
BbiZessATh 4 ctaguu [ICX — moprasbHylo, nepumop-
TAJbHYIO, CENTANbHYIO U HppoTrueckyio. Jas IICX
cunTaercd crnelMpUYHON KapTHHA HNEPUIYKTATbHOTO
KOHIEHTPUYHOTO (HU6Po3a, HO OHA OOHAPYKUBAETCS
JlaJIeKo He Bcerja M He MOKeT OIPeAesAThbCS Kak
HaTOrHOMOHHUYHAS.

Y3U He sBasieTcs METOIOM BbI6OPA TSI JMATHO-
cruku [ICX, HO B psijie ciyyaeB ONbBITHBIE CIEIMATN-
CTBI MOTYT OGHApPY)KHUTh yTOJIIEHE U/ Ui (OKaIb-
HOe paclupeHye S>KeTYHbIX TPOTOKOB. THIUYHbBIE
xosanruorpadmueckue npusHaku [ICX — mnuddys-
Hble MYJbTU(OKAIbHDBIE KOJbIEBUIHBIE CTPUKTYPHI,
yepeayoImecs ¢ y4acTKaMu HOPMAJbHBIX WJIH CJeT-
Ka PACHIMPEHHBIX TPOTOKOB; KOPOTKHE TsXKeoOpas-
HbIe CTPUKTYPBI; MEIIOTYAThIC BBITSYNBAHUSA, HAMO-
MUHAIONIe ANBepTUKyabl. Kak mpaBusio, mopaskeHbl
BHYTPHU- U BHEIICUYEHOYHbIE XXeTYHbIe MPOTOKU. B TO
s)ke Bpemst npu [ICX BcTpewaercss M30JUPOBAHHOE
[Opa’keHNe BHYTPUIICUEHOYHBIX KEJYHBIX ITPOTOKOB
(Menee yeM B 25% cayyaes) [41, 46].

«3ono0roit cranaapry» auarsoctuku — IPXIIT,
OJIHAKO 3Ta Ipollelypa MOKeT OCJOXKHUTbCS Pa3BU-
THEM MAHKPeaTHTa M cerncuca. B oT/ebHbIX 1eHTpax

Tabauua 6

JlnarHocTnvyeckrne KpuTepun mepekpectHoro cuuapoma IIBIL/AUT

Kpurepun IIBI]

Kputepuu AUT

Id >2 BI'H nmm p-I'TII >5 BI'H
AMA =1:40

buomncus nmeyenn — HerHOWHBIN
JIeCTPYKTUBHbBIN XOJAHTUT

Ananunamunmpancegepasa (AnAT) >5 BI'H
IgG >2 BI'H wiu ASMA B 1narHOCTHYECKOM TUTPE

broncunsa meuenn — yMepeHHbie NN BbIpa’K€HHbIC TTEPUTIOPTAJIbHDIE WJIN
TiepucerTajabHbIe JII/IM(I)OI_[I/ITaprIe CTyIlleH4aTble HEKPO3bl
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MEPBBIM IIAroM /ISl ycraHoBJeHust auarHosa [ICX
cuntaerca MPXIIT. YyBcTBUTENBHOCTb U  CIIEIH-
¢uyHOCTL MaHHOTO MeToja s auarHoctuku I[ICX
cocrasisier =80 u =87% coorsercrBerrHo. MPXIIT
JIydilie BBISIBJISIET M3MEHEHUSI TIPOTOKOB TTPOKCUMAJTb-
Hee MecTa OOCTPYKIMM, a TaKyKe IMO3BOJIsieT OOHa-
PY’KUTDb TATOJIOTUIO B CTEHKE >XETUYHBIX IPOTOKOB,
OIIEHUTb COCTOSTHWE TapeHXWMBbI TeYeHU W JAPYTUX
opranoB. Bmecte ¢ TeM HeGOIbININE U3MEHEHUST OUITU-
apHoro Tpakra B fe6ore [ICX MoryT 6bITh TIpotyIie-
HbI TIPU 3TOM WCCJIE/JOBAaHUMN.

IICX y demeu. [Ilnarnocruueckue KpUTEPUH
AHAJIOTHYHBI TAKOBBIM y B3pOCJbIX. B 47% ciydaen
comep:xanne IIIdD Moxer ObITH B TIpeaesax BO3-
pPACTHOW HOPMBI, OOBIYHO y ITUX TAIMEHTOB TOBbI-
men yposeub y-I'TII. [le6ior IICX y nereii wacto
xapakrepusyercsi kauHukoir AWI, B ToM yuciae
BbICOKMM ypoBHeM IgG, nammumem ANA u/wim
ASMA B AMarHOCTUYECKOM THUTPE W IEePHUTIOPTAJIb-
HbBIM TelaTUTOM.

Huppepenyuanrvnas duaznocmuxa: I1CX u emo-
pUUHbLL CKACPOIUPYIOWUL xoanzum. [l yecTaHoB-
gennst quartoda I[ICX Heo6XoauMO MHpeXxIe BCEro
NCKJTIOYUTD TIPUYNHBI BTOPUYHOTO CKJIEPO3NPYIOIETO
XOJIAaHTUTA: TPEANIeCTBYIONINe OTepaluu Ha KeTd-
HBIX MyTSIX, XOJAHTHOIUTHA3 W KAPIIUTHOMY >KETUHBIX
nmyTeil, XOTs clIeyeT UMeTh B BULY, YTO XOJAHTUOJIHU-
THA3 W XOJAHTUOKAPIIMHOMA MOTYT OCJIOKHSTH Tede-
nue [ICX. B kpyr auddepennmanbioii 1uarnocTuku
caenyer BkJOYaTh 1gG4-accOMMPOBAHHbBIN XOJIAH-
I'UT/ayTOMMMYHHbBIH ITAHKPEATHT, 503WHOMUIBHbIIT
xonaurut, BUY-xonanruonaTuio, peluanBUpyIONUi
THOMHDBII XOMaHTUT, UIIEMUYECKUIT XOJIaHTUT U JP.

luddepennmanbias auarHocTUKa MEXAY TIep-
BUYHBIM ¥ BTOPUYHBIM XOJAHTUTOM MOXKET ObITh
kpaiine Tpyana. Ciexyer mpWHUMATh BO BHUMaHUE
0COGEHHOCTU KJIMHUYECKOTO TeyeHus 3a00JIeBaHMUS,
Hasmune comyTcTByfonux B3K, m3MeHnenus, BbISB-
JisseMble Ha XOJaHTHOTpaMMax.

Pexomendavuu

1. Auarno3 IICX MoxeTr OBITb YCTAHOBJIEH
y TAIMeHTOB € OUOXMMUYECKUMHU MapKEépaMH XOJe-
craza, TunmmaabiMu ganabiMu MPXIIT npu uckiaode-
HUW TIPUYMH BTOPUYHOTO CKJEPO3UPYIOMIETO XOJIaH-
ruta (1I-2/B1). Buoncus npu 5ToM He 06sg3aTeNbHa,
B TO K€ BpeMs B CJIydae ee IPOBeeHNUs TOJIyYeHHbIe
JJaHHbIE TIOMOTAIOT OIIEHUTH AKTHBHOCTb W CTAJUIO
3a60JIeBaHNus.

2. Ilpn HOpMa/NbHBIX XOJAHTHOTpaMMax [JIsl Aua-
roctuky [ICX MaspIX HPOTOKOB OGUOINCHS ITI€YE€HH
neo6xomuma (I11/C2). B cjlydae HaJIU4Yus 3HAUM-
TeJbHO IIOBBIIIEHHBIX IIOKasaTeseil TpaHCaMUHa3
pe3yJabTaTbl OMOINCHU TO3BOJISIOT JAMArHOCTHPOBATD
nepekpectubii cuaapom [ICX,/AUT (I11L/C1).

3. 9PXIIT caemyer nposectu: 1) Korma gaHHbIe
MPXIIT nmeognosuauner (I11/C2) — mmarmos IICX
MOXKET OBbITb YCTAHOBJIEH TIPU TUIIUYHBIX M3MEHEHU-
ax wa IPXIIT; 2) y 6oxproro ¢ B3K npu nammaun

HopMasbHoii MPXIIT u mogospennu na IICX (II1/
C2).

4. Ecmm puarno3 [ICX ycraHOBJIEH TaryieHTaM,
y KOTOpBIX B aHaMHe3e HeT ykaszaHuii Ha B3K,
UM CJIeJyeT BBIMOJHUTH KOJOHOCKOIHMIO ¢ OuoTcueit
(ITL/C1). TIpu namuunu B3K y Gosbhbix I[TCX
KOJIOHOCKOITUIO HEOOXOJUMO TIOBTOPSIT  €3KETO/IHO
(B otnenpHbIX cayvasx — pas B 2 roga) (II1/C1).

. /171 BBISBJIEHUST 00PA30BaHUI SKETIHOTO ITy3bI-
pa tpebyerca exerognoe nposeaenne Y3U (I11/
C2).

6. PanHSg QuarHOCTHKA XOJAHTHOKAPIIMHOMDBI O
pesyJbTartaM HcCCael0BaHUsT OMOXMMUYECKUX MapKe-
POB WM [JAaHHBIM METOJOB BU3YaJIM3AI[MH B HACTOSI-
1iee BpeMs HeBO3MOKHA. [Ipy HATUYUN KIMHUYECKUX
nokazauwuii caeayer BoimoaHuTh IPXIIT ¢ merounoi
murosorueii n/unn 6uoncueii (111/C2).

7. Tlpuem YJIXK (15—20 w™r/menpb) yaydiiaer
pe3yJIbTaThl, BbISIBI€HHbIE MPU NPUMEHEHUH Tieve-
HOYHbBIE P06 U CyPPOTATHBIX MPOrHOCTUYECKUX Map-
képos (I/B1), HO He OKa3bIBaeT JOKa3aHHOTO BJIM-
AHUA Ha BbUKMBaeMocTb Gombubix [ICX (I11/C2).

8. CerogHd HeT [OCTATOYHOW JOKa3aTeTbHOMN
6a3bl /Uil MUPOKOTo ucnosb3oBanus Y /[XK B kave-
CTBE XEMOMPEBEHIUN KOJOPEKTAILHOTO paKka IpHu
IICX (I1-2/C2). lpumenenue Y/IXK mMoxer GbITh
PEKOMEH/IOBAHO B TPYIIaxX BBICOKOTO PHCKA —
HAIMeHTaM C HACJIEJCTBEHHON OTSITONMIEHHOCTBIO TI0
KOJIOPEKTAJIBHOMY PaKy, C IpPe/IIecTBYIONel KO0JIo-
peKTaJbHOU HeoTlMa3uell uin JIUTETbHO CYIIECTBY-
oMM pacrnpocrpadenubiM kouroM (II1/C2).

9. TKC u apyrue mMMYHOCYIIPECCAHTHI PEKOMEH-
IYIOTCSI TOJIBKO GOJIBHBIM C TI€PEKPECTHBIM CHHIPO-
mom TICX/AUT (I11/C2).

10. IIpu BbBIpaXKEHHBIX CTPUKTYPAX JKETUHBIX
MIPOTOKOB CO 3HAYUTENbHBIM XOJIECTA30M TIOKA3AHO
xupypruueckoe pacumpenne nocaeannx (11-2/B1).
/lpeHupoBaHre W YCTAaHOBKA OWJIMAPHBIX CTEHTOB
BBITIOJTHSIOTCSI IPU HEYIOBJIETBOPUTETBHOM a(deKTe
or pacmupenuss nportokos (II11/C2). Ilpu mupose-
[IEHUU WHBA3UBHBIX BMEIIATENbCTB PEKOMEHIYETCS
npodurakrnaeckas anruéuorunkorepanus (I11,/C1).

11. B rtepmunampubix craausax [ICX mokasana
tpadcanTaius nedenn (11-2/A1), npm Hammunm
[IUCILJIA3UY  XOJIAHTUOIMTOB WJIM PEeNUuANBUPYIOIEM
6aKTepHAIbHOM XOJIAHTHUTE TaK)Ke CJelyeT PaccMo-
TPETb BO3MOXKHOCTH ee mposeaenus (I11/C2).

4. Tlepexpectubiit cunapom IICX /AUT

JlaHHbBIN CUHAPOM TIPEACTABJSET COGONH MMMYHO-
OroCcpeIoBaHHOe  3a60/I€BaHNE U XAPaKTEPU3YETCs
rucrojornyeckumu yepramu AW v TUNWYHBIMM 114
[ICX wmamenenmsmu Ha xojanrmorpammax (IIL/C2).
[Iporuo3 y Takux OGOJBHBIX JIydllle, Y4eM TpPU HU30-
mupoBanHoM IICX, Ho xyxe, uyem mnpum AUT.
Pexomenayercss mpoBeJieHne KOMOWHUPOBAHHOIM
tepannu YIXK u ummynocynpeccanramu (I11/C2).
Ha rtepMmunanbHbix crajusx 3a60JeBaHUs MOKa3aHa
tpancmtanTanus nevenu (II1/A1) [3, 4, 6, 66].
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5. Ummynorno6ymmn G4-accouuupoBaHHbIi
xoJanrut (MAX)

10 3abojeBaHNe HEM3BECTHON ITHOJIOTUH, OIN-
CaHHOE OTHOCHUTENLHO HEJIABHO, XapaKTepusyercst Guo-
XUMUYECKUMU U XOJAHTHOTPAPUIECKUMU TPU3HAKAME
IICX, bacTbIM BOBJIEYEHHEM BHEIEYEHOUHBIX JKEJIU-
HBIX TIPOTOKOB, OTBETOM Ha MPOTHBOBOCHATINTENTBHYIO
Tepanmio, COYETAHWEM C AyTOMMMYHHBIM TTAaHKpPeaTH-
TOM, TMOBBITIEHHBIM ypoBHeM IgG4 m mHUIBTPAIM-
efi 1gG4-TO3UTUBHBIMYU TLJIA3MATHIECKUME KJIETKaMU
JKEeJTYHBIX TPOTOKOB W TIeUeHOYHOHN TKanu. B oTamuue
or IICX e accoruuposano ¢ B3K.

Pexomendauuu

1. UAX — cKkJIepo3upyonmil X0JaHTUT, OTBe-
vaionmii Ha Tepanmuio Koprtukocrepongamu (I11-2/
C2). Crpagator uM B oramune ot IICX, kak mpa-
BUJIO, TIOKUJIbIE JoJu. IIpw agekBaTHOM OTBeTe Ha
MMMYHOCYTIDECCUBHYIO Tepamnuio 3a060J€BaHUEe UMeEeT
xopommii iporaos (11-2,/C2).

2. lmarso3 MAX wMoxer OBITb YCTAaHOBJEH
0Py TUIUYHBIX JJS CKJIEPO3UPYIONIETO0 XOJAHTH-
Ta M3MEHEHUAX HA XOJAHTHOTpAMMax W HAJMYUU:
1) THUCTOJOTMYECKUX MPU3HAKOB AayTOMMMYHHOTO
nankpeatura,/ MAX umam 2) KJIaCCHYECKUX IPHU3HA-
KOB ayTOMMMYHHOTO IaHKpeaTHTa MO0 pe3yJbTaTaM
METOJ0B BHU3yaJW3allil ¥ MOBBIIIEHUH YPOBHSA
IgG4, un 3) AByX GHOXMMHYECKHUX, THCTOJIOTHYE-
CKUX, WHCTPYMEHTAJIbHBIX KPUTEPHUEB U aJI€KBATHOM
oTBeTe Ha 4-HeJleJbHBI KYypPC KOPTUKOCTEPOU/HOMN
Tepamuu, 4YTO MOJPa3yMeBaeT BO3MOKHOCTH yjaJie-
HUS GUJINAPHOTO CcTeHTa 6e3 peruanBa 0O6CTPYKTUB-
HOTO XOJIeCTa3a W CHIDKEHNE YPOBHS MEYEeHOUHBIX
npo6 HUXKe IBYKPATHON BepXHEH TPaHUIIbI HOPMBI
(II1/C2).

3. B cayuae peruamBa WM HEMOJTHOTO OTBETA
MokeT 1oTpeGoBatbes aauresnbhoe jedenne TKC u/
i asatuonpuroM (I11/C2).

6. FeHeTHYecKUe XO0JeCTaTHYECKHE
3a60./1eBaHUs TeYeHU

6.1. 3abonesanus neuenu, accoyuUPOBAHHbIE
€ MYKOBUCUUOOIOM

IMopaskenue medeHn BeTpedaercss y 27 % OGONbHBIX
MYKOBHCITHIO30M ¥ XapaKTepusyeTcsl rernaroMera-
Jiiei, TepCUCTeHInell TOBBINIEHHOTO VPOBHS, IO
KpaiiHeil Mepe, IByX MEeYeHOYHBIX MPOO, OTKIOHEHU-
samu 1o gaHHbiM Y 3U. Manudecraimst MokeT ObITh
B BH/le HEOHATAJbHOTO XOJecTrasza, crearo3a Ieye-
HY, (POKATBHOTO WM MYJbTHJIOOYJISIPHOTO IMPPO3a.
Bonesnu meyenn HaxoagTCSI HA BTOPOM MecTe Cpeju
OPUYUH CMEPTU OOJBHBIX MYKOBHCIIUIO30M.

Pexomendavuu

1. Ilopaxxenne TeyeHn HAGIIOMAETCS Y KaXKIOTO
TpeTbero GOJBHOTO MYKOBUCIHIO030M. Ero MoxHO
JINATHOCTUPOBATDL NMPU OOGHAPY>KEHUN TelaTOMerasiH,

€KeTOTHOM HCCJIeJOBAaHUM eYEeHOYHBIX 1PO0 U IIpH
nposegenun Y3U (111/C2).

2. VIXK (20—30 wr/kr/menp) yJyduraer
pesyabTaThl nedenounbix npo6 (I1/C1) u rucromo-
rudeckyio Kapruny (II1/C1) npu nopaskeHuu mede-
HA B paMKaxX MYKOBHUCIHA03a. MeanKaMeHTO3HON
Tepanuy, yJydllaioliell >KM3HEHHBIH IPOTHO3, He
cymecrsyer (I11/C2). Taktuka BBIGOPA JieYeHUS HA
TEPMUHATBHON CTasuu 3a060J€BaHUS — TPAHCIJIAH-
tarmg nevenn (I111/B1).

6.2. Ilpozpeccupyrowuti cemeliniii
BHYMPUNEUEHOUNHDLU X01eCTA3

[Iporpeccupymomuit  ceMeldHBIl BHyTpUIlleue-
HOUHBIH xoJiecTas (B aHIVIOSA3BIYHON JUTEpAType
Progressive Familial Intrahepatic Cholestasis —
PFIC) nupeacraBisier co6oil TPyIIy ayTOCOMHO-
pelleccuBHBIX 3a60JieBaHNil, KOTOpble MaHNUDECTHPY-
0T Y HOBOPOK/IEHHBIX JIUOO B PAaHHEM JIETCKOM BO3-
pacTe W TPUBOAAT K (DOPMHUPOBAHUIO ITMPPO3a Tieve-
HM B Te4YeHHe, Kak ITPABUJIO, MEPBOTO JECSATUICTHS
JKu3HU. BosibHbIe peiko KUBYT GoJsiee TPUAIATH JIET.
Boigensior Tpu THIa 3TOTO 3a60JI€BaHNS, CBSI3aHHbIE
¢ MyTallUSIMU TE€HOB, KOHTPOJUPYIOINX 06pa3oBaHue
u tpaucnoprt xenuu: npu PFIC-1 u PFIC-2 onpeje-
nsgercs Hu3kuii, a npu PFIC-3 — BbIcOKMii ypoBeHb
y-I'TII.

PFIC-1 wnaspiBaloT Takke O6o0Je3HbIO Dbaiirepa.
OO6blYHO 3y[ M KeNTyXa pasBUBAIOTCS B Tede-
HUe TepBbIX HeJeab II0CJe POXKIEHUsT pe6GeHKa.
CHavana xoJiecTa3 MOKeT ObITb 3IH30/IMYECKUM,
3aTeM CTAHOBUTCSI TlepMaHeHTHbIM. [letm oTcrator
B Pa3BUTHH, TIOAABJSIONIEE OOJBITUHCTBO GOJBHBIX
CTPAZIAlOT TaK)Ke IOTepell cJyXa, BOMHOW anapeeit
U TaHKpeaTuToM. B 6moxmMmveckux Tectax (PUKCH-
PYIOT HOPMAJIBHBIH 1 JJaxke CyOHOPMAJbHBIN yPOBEHD
y-I'TII, HopMasbHBIN yPOBEHb XOJI€CTEPUHA, YMEPeH-
HOe TIOBBIIIEHWE ToKasareneli OUIMPyOuWHA, B TOM
4yyucie KOHBIOTMPOBAHHOTO, M TpPaHCAMWHA3, Hapy-
IIeHWe CBEPTBHIBAHUS KPOBM BCJEACTBHUE JeduiinTta
putamuHa K, 3HaunTebHOE MOBBINIIEHUE COAEP KAHMS
XeHO/[e30KcuXoeBoil u xoseBoil kucaor. Y3U, KT
umm MPT He BBIABIAIOT KakoW-1M60 MATOJOTHUU,
B TOM 4HCJe pacHIupeHus BHYTPU- WX BHelle-
YEHOYHBIX JKEJYHBIX IIPOTOKOB. I'mcrosormueckoe
uccje/ioBaHue OUONTATOB TI€YEHU JIEMOHCTPUPYET
KapTUHY <«YWCTOTO» BHYTPUIEYEHOUYHOTO XOJIecTas3a
C HE3HAYUTEJbHBIM HEKPO30M TEMaTOIUTOB U oOpa-
30BaHMEM THTAaHTCKUX KJIeTOK. Y O6osbHbIX PFIC-2
0GHAPY3KUBAIOTCS TIPU3HAKU GoJiee aKTUBHOTO BOCTIA-
JIEHUSI ¥ BBIPA’KEHHOTO HEKPO3a TenaToInTOB, a Mpu
PFIC-3 — mpomudepamnus ayxryn. KpaeyroabHbM
kamaeM B gaumarHoctuke PFIC-1 gaBmsierca ompenerne-
nue mytarmu rena ATPSBS [4, 41, 52].

MyTamnum TeHa 3SKCHOPTHOW TIOMIIbI >KEJTYHBIX
kucaor (BSEP/ABCB11) upuBoiaT K pasBUTHIO
PFIC-2. Kiunuyeckue mUposBJeHUsT 3TOro 3aboJie-
Banust cxoxubl ¢ PFIC-1, omgHako BHelleueHOYHbIE
MPOSIBJIEHUS] OTCYTCTBYIOT, TOCKOJbKY BSEP akc-
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npeccupyercss Toabko B mnedenu. PFIC-2 B otsum-
ye or PFIC-1 6bicTpee mporpeccupyer 10 CTauu
¢ubposa. YpoBHE JKETUHBIX KHCIOT M TPAHCAMHHA3
B CBIBOPOTKE KPOBM IIOBbIIIEHbI, a ypoBeHb y-I'TII
Huskuit. PFIC-2 acconumpoBaH ¢ pasBUTHEM TenaTo-
HEJUTIOIIPHON KapIIMHOMBI Y neteit [48].

PFIC-3 o6ycnosiaen myrtannsyu tena MDR3/
ABCB4, Koaupylolero 3KCIOPTHYIO moMiy ¢oc-
dosmmumoB. B oTawume OT [APYyruxX THIOB MPO-
TPECCUPYIONIETO CeMEHHOTO BHYTPUIIEYEHOUYHOTO
xoJsecrasa npu PFIC-3 xonecratuueckas xesaryxa
KpaiiHe PeJKO Pa3BUBAETCS B HEOHATAJIBHOM TIepH-
osie. Manudecranus 3a60jeBaHUST TPOUCXOJUT, KaK
PaBUJIO, B JIETCKOM WK IOJPOCTKOBOM BO3pAacCTe.
[lepBble CUMITOMBI — 3TO SKEATyXa, CBETJBIH KaJl,
rermaTo- 1 CIIEHOMeTaIns Uau KOXHblii 3ya. Ha mep-
BOM TO/ly KM3HU KJIMHUYECKHe IIPU3HAKK XOJecTas3a
O0OHAPYKUBAIOT y TPeTH OOJbHBIX. Y MOJPOCTKOB
Jne6I0TOM  3a60JIeBaHUST  MOKET ObITh  KeJyJI0YHO-
KuIeyHoe KpoBoreuenue. [lo Mepe mporpeccuposa-
HUsT GOJIEBHU TMOSIBJISIIOTCST CUMIITOMBI MEYEHOUHOM
HEJIOCTAaTOYHOCTU. B OGHOXUMHYECKUX TeCTax OTMe-
yaeTcst ToBbiienne ypoBHsa y-I'TII, Tpancammuas,
KOHBIOTHpOBaHHOTO Ommpy6una, D mpu Hop-
MaJbHBIX MOKA3aTeaSAX XOJeCTepUHA U TEePBUYHBIX
KEeNTYHbIX KHCaoT. Y3WM u Xomamrmorpadus He
OOHAPYKUBAIOT KAaKUX-JIMO0 TUIIWYHBIX TPU3HAKOB
3a6oseBanus. lIpu TUCTOIOTHYECKOM WCCJIEIOBAHUH
6uonTaTa TeYeHU BBISABJSIOT TOPTaJbHbIN (ubpo3
n nposmdepanyio IyKTyJ, Ha MO3JHUX CTAIUSIX —
TUINWUYHYIO KapTuHy OujumapHoro 1mpposa. uasg
HOATBEPKJIEHNUST [MarHo3a 1e1ecoo6pa3Ho UMMYHO-
THCTOXUMHUYECKOE HCCJIe[OBaHue U MOJIEKYJISPHBIH
anamus ABCB4 [25].

Pexomendavuuu

1. PFIC 1, 2 u 3-rO TUIIOB NpPEACTaBISIOT COOOI
pelKre XpOHHMYECKHe Nporpeccupyomine 3a60seBa-
HUS y JleTeil n MoAPOCTKOB; 1-if u 2-i THIIBI XapaKTe-
pusylorcsd HuU3kuM ypoBHeM y-I'TII m MHTeHCHMBHBIM
KOXKHBIM 3y/IOM.

2. MeankaMeHTO3HON Tepannu, YJIydlramomniei
oTJaseHHbIil porHo3 mamuentoB ¢ PFIC, He cye-
creyer (I11/C2). ¥V wactu Goabubix PFIC-3 mpuem
YAXK yayumaer pe3yabTaTbl OHOXHMHYECKHUX
tectoB (II1/C2). 3yn Mosxer obserdarbcsi Ha (oHe
npuMenenust pudpammuiuna (I11/C2). [lersim, crpa-
npaomuM PFIC-1 u PFIC-2, MoseT ObITb BBIIIOJIHEHA
orepanysi YacTUYHOTO HAPYKHOTO OTBOJA KETYH
(III/C2). B TepMUHANBHBIX CTAaAUSAX MOKa3aHa
TpanciaanTanus nedenn (I1I1/B1).

6.3. obpoxauecmsennwlil peyudusupyrowuil
BHYMPUNEUEHOUNDIU X0JIeCA3

Jlo6pokavyecTBEHHDBIN PENUAMBUPYIONTNI BHYTPH-
MEYEHOYHBIH XosecTas (B aHTJIOSA3BIYHOI JuTEpaType
Benign Recurrent Intrahepatic Cholestasis —
BRIC) xapaxkTepusyercsi TEePUOANYECKUME IIU30-
JIaMHT SKeJITYXH U 3y/Jla IPU OTCYTCTBUH IPOTPECCUPO-

BaHus 3a6oseBanust nedenn. BRIC — 3abosieBanue
C ayTOCOMHO-PEIECCHBHLIM THUIOM HACJIEJ0BAHMS.
[lepBblil AMU30/ SKEJATYXU U 3y[a BO3HUKAET OObIY-
HO B KOHIIe BTOPOTO, Hayajieé TPETbero JAeCSATUJIETHS
SKU3HU, JUINTCS OT HECKOJIBKUX Heaeab 70 18 mecs-
1eB, B cpeaHeM OKojo 3 MecsieB. OO6ocTpeHus,
KaK MpaBUJIO, CIAYYaOTCS pa3d B ABa roga. Mexmy
MPUCTYTIAMU Te4eHue aOCOMOTHO GEeCCUMIITOMHOE.
Y sxermnmma Manudecramus BRIC moxer ObITh CBSI-
3aHa ¢ 6epEMEHHOCTHIO WU PUEMOM OPaJbHBIX KOH-
TpanenTuBoB. Yposenb y-I'TII ocraercs nHOopMasb-
HBIM WM CJeTKa MOBbIMTaeTcsi, a coaepskanne [I[D
MOBBINIEHO y GOJBITMHCTBA THaIeHToB. B oriamune
ot 60abubix PFIC npu BRIC orcyrcrByeT mporpec-
cupyioliee rmopakeHue rmeyeHy, HUKOrja He pa3BuBa-
eTcsl IIUPPO3.

Pexomendauuu

1. BRIC xapaxrepusyeTcst ann3ofaMn XoJaectasa,
JKEATYXHW W KOKHOTO 3y/la B TeueHNe HeJlelb — Mecs-
1eB € TOCTEAYONMM TOJHBIM pa3pelieHneM Bcex
cummnromos (I11/C1).

2. IddexrtuBHoro JiedeHus JAHHOW TTATOJOTUH
He cymecTByeT. Bosmoxno mnpumenenne Y /IXK,
pudaMnuImHa, BbITOJHEHNE HA300MIMAPHOTO Jpe-
uuposanus (I11/C2).

6.4. Cundpom Anaxuns

ITO ayTOCOMHO-IOMUHAHTHOE MYJbTHOPTaHHOE
3a0osIeBaHMe, BCTpedamolieecss y JeTell M IMOAPOCT-
KOB U XapakTepusylollleecs XPOHHYECKUM Mporpec-
CHPYIOIIIM XOJIECTA30M C JyKTONeHueil 6e3 COOTBET-
CTBYIOIIINX BOCIIAJINTETbHBIX WM3MEHEHUN B IEYECHH.
XapakTepHO THUIUYHOE JHUIO C THIEPTETOPU3MOM,
rIyOOKO TTOCAKEHHBIMU TJIa3aMU U IMUPOKON TIIIOCKOM
nepeHocHIlel, a TakXKe TOpPaskeHHe ceplla, IOoueK,
CKejieTa, IeHTPaJbHOIl HepBHOI cucrembl. Y 70%
MaIeHToB 6oJie3Hb BbI3BaHa MyTaiueil reHa JAGT.

Pexomendauuu

1. CungpoM Anaxuis XapaKTepusyercs XoJie-
CTa30M C 3yJIOM W JAYKTOIEHWeH Ha PaHHUX CTaJuSIX
B KOMOWHAIIUU C PAa3JUYHBIMA BHENEYEHOUHBIMU
3HAKaMU ¥ CUMITOMaM# MYyJbTHOPTaHHOW MaTOJOTHN
(II1/C2).

2. dddexTuBHOE
nenssectro (I11/C2).

MEeINKaMEHTO3HOE JICYCHHC

7. JlekapcTBeHHbIIl X0JiecTa3

Jexapcmeennvie nopaxenus nevenu (JITII)
IPHUHATO TOJAPA3IEIsATb B 3aBUCUMOCTH OT YPOBHS
MIOBBINIIEHNST OCHOBHBIX II€YEHOYHBIX Npo6 Ha Tera-
TOLEJIJIIOJIIPHBIE, XOJIECTaTUUECKUE U CMeEllaHHBIe.
Ecmu ypoBenp ATAT mosbimen 6osee 4eM B 5 pas
OT BepxHell TpaHMI[bI HOPMBI, a WHAEKC R, ompese-
JdeMblil kak orHouleHue yposBHs AJAT K ypoBHIO
[ITIdD, Gosibiie Wi paBeH 5, peub WAET O TenaTole-
JIIOJITPHOM TIopakeHun medeHu. Ecau yposenn D
noBelieH Gojiee yeM B 2 pasa, a uHjeKc R paBeH
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Tabauya 7

JlekapcTBeHHBIE TIpenapaThl, KOTOPbIE Yallle BCETO BBI3BIBAIOT TEMATOIETIONSIPHBIN
WM yKTYJISIPHBIIL/ IyKTYJIbHBIN XO/IecTas

TI'enaroue L moasipHbIil X01€CcTa3

JyKTyasipHbIi / IyKTY IbHBII X0J€cTa3

IToioBBIE TOPMOHBI
Kap6amaszenun

XIoprpoMas3H
AMOKCHUITUJLTAH-KJIABYJIOHOBAST KUCIOTA
TpumeronpuM-cyIbhaMeTOKCa30.T
OPUTPOMUITIH, KJIAPUTPOMUIINH
Hurpodypansr

XJjopIponaMuz

A3zaTuonpux

[Muksnociopun

[Iponacdenon

Hudenunna

JlekapcTBeHHbIE TPaBbl

HecTepounble mpoTHBOBOCHANNUTEIbHbBIE CPEACTBA, HUMECYJIN/]

Aoy pruHoa
AMOKCHUITJITMH-KJIaBYJIOHOBAsi KUCJI0Ta
A3atuonpus

Bap6utypatst

Kanrompun

Kap6amazerma

XopnponaMu/

Kanngamunmx

denntonH

Cysbnupuz
TpumeronpuM-cyabdaMeToKCa301
JlekapcTBeHHbIE TPaBBI

WM MeHbllle 2, IUATHOCTUPYIOT XOJeCTaTH4ecKoe
nopaxkenue. B ciaydyae oHOBPEMEHHOTO ITOBBIIIEHUS
yposraeit AnAT u 1D Gosee yeM B 2 pasa oT BepX-
Hell TpaHullbl HOPMbI, a R GoJsbliie 2, HO MeHbIIE 5
TOBOPAT O CMEIIAHHOM JIEKAPCTBEHHOM IIOPa’KEeHUMU.

Cpea BceX JIEKAPCTBEHHBIX TENATOMATUN JIOJIS
XOJIECTATHYECKUX TTOPaKEHUN medeHn — 0KoJo 30%.
Kak mpaBmsio, Takue TOpa’keHWsI MPOTEKAIOT Jierye,
YeM TelaTolesToJIsIpHble, HO Pa3pelialnTcs 3HAUH-
TeJbHO Me/IJIeHHee.

JITITI Berpewarorcss ¢ wactotoir or 1 caydas Ha
10000 mo 1 cayuas ma 100000 manmeHTOB, TPUHMN-
MaloONNX MeINKAMEHTbl B TEPANEeBTUYECKUX [03aX.
NupuBuayanbHas dYyBCTBUTEJIBHOCTb K Pa3BUTHIO
XoJiectasa IMoJ[ JIeHICTBUEM PA3JUYHBIX IPEIapaToB
00yCJIOBJIEHA TEHETHYECKH JIeTePMUHUPOBAHHON 9KC-
npeccueil renatoONIMapHbIX TPAHCIOPTEPOB M 9H3U-
MOB, YYaCTBYIOIUX B Peakiusax 6Guorpancgopmaiiuu.

JlexapcTBeHHBIII X0JiecTa3 MOKET ObITh BbI3BAH:
1) uHrHGMpOBaHWUEM BKCIpPECCHd U/ Uan (QYHKIMHI
rernaToOMINAPHBIX TPAHCIOPTEPOB, IPUBOASIIUM
K HapylIEeHUU CEKpelMy >KeJYd Ha TrernaTolesiio-
JIIPHOM  ypoBHE 60 2) WMHAYKIMEH BOCHAJEHMS
MO TUNY WMINOCUHKPA3UW WM TUIIEPYYBCTBUTEIHHO-
CTH Ha XOJIAHTHOIEJITIONSPHOM YPOBHE C Pa3BUTHEM
OYKTYJISIPHOTO,/ IYKTYJIBHOTO XOJIECTa3a, YTO TOXKE
BMsET Ha cexpennio xemun (tabr. 7). Peako Moxer
Pa3BUTbCS CWHIPOM HCYE3AMONINX SKEJYHBIX MPO-
TOKOB C MCXOJ0M B Ouiuapubiii 1uppo3. Ha puck
passutusa JIIIII okasbBaoT BAMSHUE BO3PACT, TOJ
HAIMEeHTOB, /1032 IperapaTa, COBMECTHOE ITIpUMeHe-
HUe JIeKapCTBEHHbIX CpeicTB [4, 41, 46].

CrnernnduunplX JAMArHOCTUYECKUX TECTOB JIJIsI
BoisiBienust JIIII we cymecrByer. Heo6xoaumo Tiia-
TEJbHO IPOAHAIM3NPOBATH MCTOPUIO 3a60JI€BaHUS,
UMeTb B BU/Y BO3MOXKHOCTb CBSI3M MEXK/y IIpUEMOM
JIEKAPCTBEHHOTO TIperapaTa 1 BOBHUKHOBEHUEM T1aTO-

JIOTUY TIeYeHM, & TaKXKe UCKIIOYHUTD JPYTHe TTPUYITHbBI
ee 3aGoneBanusi. [lst 3TOW 1€M TI0JIE3HO TPOBe-
nenne Y3U. Beinonnenue 6GuoricuM HpU YCTaHOB-
JIEHHOM [MarHo3e JIeKapCTBEHHOI'O XOoJecrasda, Kak
npaBumio, He Tpebyercsi. B GOJbIIMHCTBE Ciyyaes
IpU  IpeKpalleHny TpUeMa IpernapaToB, BbI3BaB-
HIMX XOJecTas, [OCJeJHUN paspellaeTcs B TedyeHue
3 MecaueB. B ciaydasgx Tspkesoro Iporpeccupyione-
TO WM 3aTSHYBIIEToCs TedeHHsT 6O0JIe3HH OHOIICHS
MOXKeT TOHAJOOUTbCA /I YTOUHEHMS COCTOSTHUS
MeYeHN W WCKIIOYEHUs JIPYTUX TIPUYUH XO0JIECTa3a.

Pexomendauuu

1. Juarnos xoJiectarndyeckoro JIITIT mosxer ObITH
yCTaHOBJIEH IO noBbimeHuio ypoHst 11D >2N wan
coorronrernio AgAT/TIMD <2 u HAINYUIO BpPEMEH-
HOI CBSI3M MeXKJy IIpUeMOM IIpenapaTta H IOsIBJe-
HUEM KJWHUYECKOW CHUMIITOMATHKW, a TaKXKe MpHu
UcKMoueHnn Apyrux npuunH xomecrtasa (I11/C1).
[Tposenenue 6uoncun reobsszarenpro (111/C2).

2. PexomeHnzmyercss TpekpalleHne TIpueMa Ipe-
napaTta W THIaTeJabHOe HAOJIO/IeHUE 32 KIMHUIECKON
CUMIITOMATHKON W OUOXUMUYECKUMU TOKA3aTeIsAMI
(I11/C2). ITpumenenne Y/IXK, T'KC u S-agenosmi-
L-mernonuna ans teparmu JIIIII Moxxer 6bITh ycnen-
HO, HO OTCYTCTBYeT JloKa3aTesabHas 6a3a B BUJE KOH-
TposupyeMbix uccaenosanuit (111/C2).

8. Xosecras Bo BpeMsi GepeMEHHOCTH

8.1. Buympuneuenounviii xoaecmas oepemen-
noix (BXD)

BXDb mpexacrasasier coboii ob6patumyio ¢opMmy
XoJiecTaza W Xapakrepusyercs: 1) MHTEHCHBHBIM
KOXXHBIM 3Y/IOM, BO3HHKAIOIMUM B GOJIBIINHCTBE CJIy-
JaeB BO BTOPOM WJIH TPETbeM TPUMeCTpax OepeMeH-
HocTH; 2) ToBbieHneM ypoBHs AMAT M JKeTdHbIX
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KHUCJIOT HATOMIAK M 3) CIIOHTAHHBIM paspelleHneM
BCEX CHUMIITOMOB B TedeHHe 4—6 Heeab II0OC/IE
ponos. Kimnuyeckoe snaueHue BXDB 3aksrouaercs
B IOTEHIMAJIbHOM PpHCKe a1 1miaoga (CHoHTaHHbIE
WU STPOTEHHBbIE TIPeXK/eBpeMeHHbIe POJIbI, achUK-
CHSI BO BPEMS POJIOB, BHYTPHYTPOOHAS CMEPTHOCTD),
XOTS TIO JIAHHBIM TOCJIEHUX MCCIEeOBAHNN YPOBEHDb
nepuHaTaabHoll cMeprHoctn (9,/1000) comocraBuM
C TaKOBBIM cpeau oOIell momyJsanuu. 3ya, 0coOeH-
HO CUJIbHBII II0 HOYAM, BJIMSET HAa KAaueCTBO >KU3HU
Mmartepu. [loBombHO peako mpum BXDB Bo3HukaooT cte-
aropes W TIOCJEPO/IOBbIe KPOBOTEUEHUST BCJE/ICTBUE
nedurura Butamuna K.

[Tatorenes BXD Bxkioyaer Bo3aelicTBHE TEHETH-
YECKUX, TOPMOHAJIbHBIX (DAaKTOPOB, a Takke (hakTo-
POB OKpYy:Kaiollel cpe/ibl.

Jlns ycranosaenus auartoda BXD  neob6xomu-
MO Hajuuue KOXKHOro 3yda (KOTOpbLi He MOoKer
6bITh OGBSACHEH APYTMMU IIPUYMHAMU) ¥ ITOBBINICHUE
Co/Iep’KaHMs JKEJYHBIX KHCJOT B CHIBOPOTKE KPOBU
>11 Mrmouab/s. Peako Mosker HabJI0JaTbCs U30-
JIMPOBAHHOE TIOBBINIEHNE CBHIBOPOTOYHOTO YPOBHS
JKEJTYHBIX KHCJOT, y OOJBITUHCTBA MAIMEHTOK YBe-
JIMYUBAETCS TaKyKe aKTUBHOCTb ANAT.

YpoBeHb JKEJYHBIX KHUCJIOT — CaMblli UyBCTBU-
TeJIbHBII MapKEpP XoJiecTaza GepeMeHHbIX, OH MOJKeT
MOBBITIATBCSA /10 U3MEHEHWSI [PYTruX MeYCHOUHBIX
npo6. BeposTHOCTD OCJIOKHEHUN ISl TIo/a Ccylie-
CTBEHHO Bo3pacTaer npu panHeM xHagase BXB (zo 33
HeJe GepeMEHHOCTH) U IIOBBIILEHNH YPOBHS JKeTd-

HbIX KucaoT >40 MmrMmoub/ . Ilokasarenp y-TTII
MosKeT ObITb IIOBBINIEH Ipu MyTraiusax rena ABCB4.
B 10—15% caydyaeB HaGJIOA€TCST JIETKAS SKENTYXA
32 CYeT KOHBIOIMPOBAHHOrO Ouupy6uHa. buorncus
neveHn He TpebyeTcs.

B coayyasx paHHeEro WM aTUOUYHOrO Je6ioTa
BXDb neo6xomumo mpoBoauTh AuddepeHInAIbHYO
JINaTHOCTUKY C TIPE3KJIaMIICHell M OCTPOH >KWUPOBOM
nevenpio GepeMeHnbix (tabr. 8).

Ecsu mocsie po1oB cuMmnToMatnka He pa3pemniaer-
cs1, CJeIyeT AyMaTh O APYTUX XPOHUYECKUX GoJe3-
uax nedenn — IIBI, [ICX, pedunure ABCB4 nmm
xpouudeckoM remnatute C, TpPHU KOTOPHIX KOKHDBIN
3yl MOJKET TOSIBUTHCS HA IOCJeIHUX Heeasix Gepe-
MEHHOCTH.

Tepanuss nepsoit sunun — 310 Y/AXK B mose
10—20 mr/xr/cyr. Ha ¢oHe JiedeHust yMeHbIIEHUE
BBIPAKEHHOCTH KOKHOTO 3yZa M CHIMKEHUE YPOBHS
MeYyeHouHbIX 1po6 Tpoucxoautr y 67—80% mnamwm-
eHToK ¢ BXDB. JlomosHUTENbHBIA ITOJOKUATEIbHbIN
apderT MOKHO TONYYUTh OT JOOABIEHUS K Teparun
S-anenosun-L-metnonnna [17]. Ecim 3yn we yna-
eTcs KyNHUpOBaThb B TeUYEHUE HECKOJbKUX JHEW Ha
(one crarpaprroit Tepanun Y/IXK, no3y npenapata
MOKHO YBETUYHUTH A0 25 MT/KT/CYT WIN TPUMEHNUTD
KoMOuHUpoBaHHyto Tepammio Y /XK + S-agenosus-
L-mernonun su6o Y/AXK + pudammunun [39, 42,
33, 59].

B 10% ciyuaeB BO BpeMsi GepeMEHHOCTH MOTYT
HOSIBUTHCST KAMHU B JKETYHOM ITy3bIpe Wu GHIHAPHBII

Tabruua 8

XapaxkTepucTiKa BHYTPUIIEYEHOYHOTO XoJiectada 6epeMeHHbIX, cunapomMa HELLP
U OCTPOH KUPOBOH TevyeHn GepeMeHHBbIX

BuyTtpuneuenounbrit CTpasi )KUPOBas MeYyeHb
IToxasaresn yIp HELLP-cunapom Octp p

xoJiecta3 6epeMeHHBIX 6epeMeHHbBIX
Yucno BbIABISIEMbBIX CIydaes,
% 0,1—1,0 0,2—0,6 0,005—0,01
Tpumecrp Bropoil unu tperuii Tperuii u nocse pogos | Tperuil uau mocsae poros
Hacnencrsennas
OTATOIEHHOCTD Yacto Her Penxo
Hasnune npeskiaamncun Her Jla 50%

Tunuuable KIMHTIECKHE
IIpU3HaKN

[ToBbimenne ypousi AnAT
Bunnpy6un

I/IHCprMeHTa]IbeIe METOAbI
nccae10BaHuA

MarepuHcKast CMEPTHOCTD, %

DerajbHas/ IepUHATAIbHAS
CMEpPTHOCTD, %

Penuaus npu nocaenyommx

3yA, yBeJMdeHHe COOT-
nomenuss AnAT/AcAT,
MOBBITIIEHNE yYPOBHS
SKEJTYHBbIX KUCJIOT HATO-
aK
Ywmepennoe no 10—20 N

<5 mr/
(<85 MKMOJIB,/ 1)
Hopwma
0

0,4—1,4
4570

T'emMosin3, MOBbINIEHNE
YPOBHSI TTI€YEHOYHBIX
npo6, TPOMOOIINTOIIEHNS
(4acro <50000/MK1)

YwMmepennoe g0 10—20 N

B GosbimHCTBE CIyvaeB
<5 mr/mn
(<85 MKMOIB,/ 1)

Wndapxrer neyenn,
reMaToOMBbI

1-25

11
4—19

ITeuenounas HegOCTATOU-
HOCTb C YMEDPEHHOM >KeJi-
TYXOH, KOaryJaonaTus,
sHIedaTonaTHS,
TUIOTINKEeMUS

5—15 N
Yacto <5 Mr/ it

(<85 MKkMOID,/ 1)
sKuposas nnduabTpanus

7—-18

9-23
20—70 (1pu HaMMUMK

6epeMeHHOCTAX, %

MyTaluil 3-ruIpOKCUAIUI-
KO9H3UM A JeTHIpOreHa3bl
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CHIAUK, SIPKasi CUMIITOMATHKA Habuogaerest y 1,2% u3
9TUX HAIMEHTOK. /[MarHo3 OCHOBBIBAeTCSl Ha aHAJIM3e
KJIMHUYECKON KapTHHBI, IOBBIIIEHUN YDPOBHS Ilede-
HOUHBbIX TIPo6 u gaHHbIX Y 3U. IIpu Bo3HWKHOBEHUN
OOCTPYKTUBHOTO XOJIECTa3a B Pe3yJbTaTe 3aKyNOPKH
KaMHeM OOIIero >KeJYHOro MPOTOKA WM yXYIIEHUH
TeyeHUsl NaHKpearuTa ciefyeT BbitonuHuTb IPXIIT,
C(OUHKTEPOTOMUIO ¥ HKCTPAKIUIO KaMHS TOJ| TIpU-
KPBITHEM aHTHONOTHKOB (aMmummmm). /1 Hapkrosa
B HEGOJIBIMUX [[03aX MOTYT WMCHOJb30BATHCS MeIepu-
e, ponodosi, (GeHTaHNI U MU030JIaM.

8.2. Ilpumenenue nexapcmeeHmvlx
npenapamos npu JieueHul X01ecmamu-
YecKux 3a60Ne6anull neueH 60 epems
bepemennocmu

B ciryuae HEaKTHBHOTO WJTH MAJIOAKTUBHOTO XOJI€-
CTaTHMYeCKOTO 3a60JIeBaHNS y KEHIINH [[eTOPOJHOTO
BO3pacTa BO3MOKHA HEOCJOXXKHEeHHasi 6epeMeHHOCTb
6e3 ob6octpenus 3a6ojieBaHust niedyeHu. Y OOJbHBIX
AUT nmm ¢ mepekpectHbiM cubapomom I1BIL/AUT
MOXKET BO3HUKHYTH OOOCTpeHHNE 3a00JIeBaHMS BO
BpeMsi 6epeMEeHHOCTH WJIN TIOCTe POJIOB.

Ypcodesokcuxonesas wucaoma. Ilpu xomecta-
TUYECKUX 3a00JIeBaHMSIX paspelraercss HazHadeHue
Y/IXK Bo BTOpOM U TpeTbeM TpuMecTpax OGepeMeH-
Hoctu. Hu y Marepeif, HU y HOBOPOXJIEHHBIX He
3aduKrcupoBaHo Mo6oYHbIX 3(GHEKTOB OT ee MpuMe-
HeHMs. Bo BpeMs IrpyJHOrO BCKapMJIMBAaHUS MCIOJIb-
3oBanue Y/IXK He og06peHO, MEKIy TeM CJeayeT
OTMETUTH, YTO TpernapaT MPAKTHIECKU 6e30TaceH /st
pe6eHKa, MOCKOJbKY B TPYIHOM MOJIOKe He OOGHapy-
’KEHO eT0 3HAUNTEJbHOTO COep KaHWs.

TI'noxoxopmurxocmepoudor.  Vlcnoab3oBanue
IpeIHN30I0Ha 6e30MacHO B Mepuojl 6epeMEeHHOCTH
W JIaKTallW, HO MPHU NMPUMEHEHUHW B MEPBOM TpHUMe-
CTpe YBEJIMYMBAETCS PHUCK PA3BUTUSA Y JleTell paciie-
uHbl He6a (Bosubs ryba).

Asamuonpun. Ero mpuMeHeHne O6e30IacHO IS
6epeMeHHOCTH, OJIHAKO B MCCJEJOBAHUAX HA KUBOT-
HBIX ONKMCAH TepaToreHHbINl 3¢ deKkT mnpenapara.
Pucku u BbITOJA TEpanMu AOJKHBI B JIETANSIX 00CYXK-
JlaTbCsl € TMAlMeHTKOH. B TpyaHOe MOJOKO a3aTho-
IPUH TIPOHUKAET B OY€Hb HEGOJIBIINX KOJIMYECTBAX,
HO BO3MO’KHOCTb TPY/JHOIO BCKapMJIMBAHMS TaKXXe
JOJDKHA PenaThbCcsl MHANBUILYATBHO.

Pexomendavuu

1. Muarno3s BXDb ycranasiuBaeTcss Ha OCHOBaHUHI
HOsIBIEHNUS 3yJa BO BpeMs GepeMeHHOCTH, TIOBbBI-
nreHust ypoBHeil AJAT # sKeTUHBIX KUCJIOT HaTONIAK
B CBIBOPOTKE KPOBM W MPHU HCKIIOYEHUU [J[PYTUX
npuuMH 3yAa U Hapymenus pynkunu nedenn (I11-2/
C2). /Inarnos cymTaercs NOATBEPKAEHHBIM B CJAydYae
HOpMAJTM3aIUN TIEYeHOYHBIX MPOO TIOCTEe POJIOB.

2. JKenmma ¢ BXbB wveo6xoaumo mHPOPMUPOBATH
0 BO3MOXKHOCTH IpekaeBpeMeHHbIx pozpos (11-2/B1).
CrienmaibHoe HaOTOIEHNe 3a TIOJIOM He PEKOMEH[TY-
erca (II1/C2). Tpuem Y/IXK yMeHbIIAET BBIPAXKEH-

HOCTD 3y/Ia ¥ YJIYYIIAaeT Pe3yJIbTaThl MEYEHOUHBIX P00
(I/B1), HeT [OCTATOYHBLIX JAHHBIX O 3AIIUTHOM Jeii-
CTBUHM TIPeNapara B OTHOIIEHUHN Pa3BUTHUSI OCJIOKHEHUH
y mnoga (I11-1,/C2). Ilpu nemocratounoit a¢peKTHBHO-
CTH MOHOTepaInu 1eaecoo6pasto gobasuth K Y IXK
S-apenosut-L-metnonun (1/B1). Tlpn yamanenun npo-
TPOMOMHOBOTO BpeMeHH HasHadaoT Butamuu K (II1/
C2). Bpems pofopaspemnenusi cieayer o6CyKaaTh
B Ka)kZIoM KOHKpetHOM cayyae (11-2/C2).

3. Jlns nedeHnsT KIMHIYECKN MaHU(ECTHBIX XOJIe-
CTaTUYeCKUX 3200JIeBaHUII TleYeHU MOXKHO UCIIOJIb30-
Batb Y/IXK B0 BropoM m TperbeM TpmMecTpax (I/
B1). IMaumentkam ¢ AWT Bo BpeMsi GepeMeHHOCTH
clefyeT HasHA4YaTh IPeJHN30J0H (BO3MOKHA KOMOH-
HAIUSI ¢ a3aTUONPUHOM) JIS NPeAOoTBpamieHns 060-
crpeHusi 3a60J1eBaHNsI, KOTOPOE MOXKET UMeTh 6GoJee
3HAYMMble HETATUBHbBIE TIOCJEACTBUS JIJIST UCXOJa
6epeMEeHHOCTH, YeM MOTEHIMAJbHBIH PUCK TpUMeHe-
nua nexapers (I111/C2).

4. llpn mnosBieHUn BO BpeMs OepeMEeHHOCTU
KJIMHUKY XOJIeJNTHA3a CJIeyeT BBITOJHUTD 3H0CKO-
MMYecKyio C(PUHKTEPOTOMUIO U OIEPAIUIo 10 yase-
mmo Kamua (11-3/B1). [lake B IepBOM TpHUMECTpe
PEHTTEeHOJOTHYEeCKOe JWCCJIe0BaHe HeJb3s CUNTATh
a6comorno mnporusonokaszanusiM  (I11/C2). Tlpu
6eCCUMIITOMHOE TeYeHWH KeTYHOKAMEHHON 060Jie3-
HU  XOJIEIIUCTIKTOMUIO BBITOJHSIOT TOCJ€e POJOB
(I11/C2).

9. BHeneuyeHOYHbIE IIPOABJICHUA XO0JeCTa3a

9.1. 3y0

KoxHbIii 3y MOKeT OBITh CHMITOMOM XOJIeCTa3a
mo60# atnosiornu. llaToreHes 3yma 0 HACTOSIIETO
BpeMeHu He pactmgpoBad. B TepMuUHATBHBIX CTa-
nusix 3a60JieBaHUil TeYeHH OH MOJKET Oc1abeBaTh.
Her mocrarouHoil jokasaresbHOil 6asbl, uro Y IXK
yMeHbIIaeT 3y IpU XoJecTade 3a HCKIIOYeHHEM
cayvyaeB BXb.

Kak npemapar nepBoii JUHUU [/ KyIUPOBAHUS
3y/la MHUPOKO WMCHOJIb3YIOT XOJIeCTUpaMUH. B psime
cy4yaeB TPoGJeMOil MOKET CTaTh IJI0Xasl MEPEHOCHU-
MOCTb TIperapara u3-3a ero BKyca, 4TO MOXKHO yCTpa-
HUTH JMoOaBieHueM (pPyKTOBOTO cokKa. Hamo wmmersh
B Buay, uro Y/IXK cnexyer npunuMarb He paHblile
yeM dYepe3 4 daca IocJe TIpHeMa XOJIeCTMPAMWUHA,
4TOOBI TIPEJOTBPATUTL €€ CBA3bIBAHWE W CHIUKEHHE
3(dEKTHBHOCTH Tepanum.

[TpenapaToM BTOpOIl JIMHUN CJIY>KUT arOHUCT Ipe-
raaHoBoro X-perenropa pudamnuiud. Ectb  paH-
Hble O ero AByxJieTHeM 3(PQeKTUBHOM NPUMEHEHUU.
¥ 12% 6oJibHBIX € X0JiecTa3oM Ha (hOHE HMCIIOJIb30Ba-
Hus pudaMnuimHa ONMCAHO Pa3BUTHE JIEKAPCTBEH-
HOro remaruta 4yepes 2—3 Mecsna npuema. Iloatomy
BJKHO HAuyMHATDL JIeYeHHEe C MaJsbIX /103, TIIATEeJbHO
MOHUTOPUPYS MEeUEHOUHbIE NPOOBI TIEPe yBETUIEHU-
eM 1036l [47, 53].

K mpemapartam TpeTbell JTMHWHM OTHOCST aHTaro-
HUCTBI ommonioB. VX wHCIonb30BaHWe OTPaHUYH-
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BaeTCs BO3MOKHOCTBIO BO3HMKHOBEHUS DeaKINii,
HATIOMUHAIONINX CUHIPOM OTMeHbl. EcThb naHHbBIE 006
apdeKTHBHOM TpuMeHeHun ceprpainHa (MexaHu3M
JelficTBUST He SCeH).

He pexoMeHayeTcss MCIONb30BaTh AHTUTUCTA-
MuHHBIE cpefcTBa  (OTCYTCTBUE TIOJOKUTETBHOTO
pesyJibrata), oHpaHceTpoH (orpaHuuenHas shdex-
TUBHOCTH) U (peHoGapGuTa (BbipaskeHHbIe TOOOUHbIE
peaKInm).

[Tpu pe3ucTeHTHOM K Tepanuu 3yje OMUCAHBI CJIy-
Yayl MO3UTUBHOTO 3(pPeKTa OT 3KCTPAKOPHOPATHHOTO
anbOyMMHOBOTO AMain3a, mazMadepesa u IpeHupo-
BaHUS JKEJTYHBIX MTPOTOKOB.

[TocaenqnuM cpeacTBOM JiedeHUs 3yda MOXKET
BBICTYIIATh TPaHCIIAHTAIus 1edenu [2, 3, 6—8, 46].

Pexomendauuu (puc. 2)

1. Tepamust epBOMl JMHUM — XOJECTHPAMUH 4 T
1o 4 pas B genb (I1-2/B1). Caenyer pasHectn npuem
XOJIECTHPAMUHA W JPYTUX JIEKAPCTB 10 MeHbIel
mepe Ha 4 waca (I1-3/B1).

2. Tepanus Bropoil JauHMM — PpudaMOUIIH
B cTapToBoil m03e 150 Mr, mpu TiaTETbHOM HAGJIIO-
JIEHUW 33 TeYEHOYHBIME MPOGAMU MOKHO YBEJIUYUTDH
J03y MakcuManbHo 10 600 mr/cyt (I/A1).

3. Tepanusa Tperbeil JUHUM — HAJTPEKCOH per
os B gose 50 Mr/cyT, craproBas gosa 25 mr (I/B1).
Ciefryer paccMaTpuBaTh BO3MOKHOCTH HMPUMEHEHHUSI
3TOrO Ipernapara TOJbKO 1pu HeaddeKTHBHOCTH
WM HENEPeHOCUMOCTH XoJiectupaMuta (MM Apyrux
noHOOOMeHHBIX cMoa) u pudpammuina (I11/C1).

4. Tepanusi 4YeTBEPTOil JWHUUM — CepPTPAMH
B cJydae OTCYTCTBUS 3(pdeKTta OT TpUMeHeHHS
BbineyKasanubix cpegacts (11-2,/C2).

5. Ilpn HeadpekTHBHOCTH BCeX HA3BaHHBIX TIpeTia-
PaToOB BO3MOKHO HAIPABJIEHUE TAIUEHTOB B CIIEIHA-
JIM3MPOBAHHbBIE [EHTPHI JIJISI TPOBEIAEHUST HKCTPAKOP-
MOPAJBbHOTO albOYMHHOBOTO JMaIn3a, niaazmMadepesa
WM IPEHUPOBaHus sKeqdnbix mporokos (II1/C2).

6. Ecyu BbIlIEnEpeYncIeHHbIE JTEKAPCTBA U METO-
JIbl  OKa3bIBalOTCSI HedI(PPEeKTUBHBIMU, BO3MOXKHO
BBINOJIHEHNE TpaHcmianTanuu nedern (I11/C1).

9.2. Caabocmo

Cnaboctb — xapaxrepubiii cumitoM [1BII, Bbipa-
JKEHHOCTb ee He KOPPEJUpPYeT C TSKeCTbio 3a60JeBa-
Hus nedenu. Ilpexxae yeM oTHeCTH JAHHBIM CUMIITOM
k mposBiaenusM [IBI[ HyXHO HCKJIIOYUTL ApyTue
BO3MOKHBIE NTPUYUHBI, B ToM yucae AUT.

Pexomendauuu

1. TpebyeTrcsi MCKJIIOYUTH THIIOTUPEO3, AHEMUIO,
nuabeT, aenpeccuio, NMOOOYHOE [eHCTBUE JIEKAPCTB
u np. (II1/C2).

2. Crnenyer MWHMMHU3WPOBATL TPOBOIUPYIONINE
crabocTb (PaKTOpPBI, BKJOYAS U3OBITOK AHTUTHUIEP-
TEH3UBHbBIX MPENAPATOB, HAPYIIEHUE CHA BCJEICTBHE
ynorpe6aenust kode B BeuepHue yacel u np. (I111/
C2). BakHa IICHXOJOTHYECKAs OAAEPKKA.

3. Jlna KynupoBaHMs CJaGOCTH HE PEKOMEH/LY-
ercsl TpoBejleHMe TpaHCIIaHTaimu 1nedenu  (ecam
K 3TOoMy Her Apyrux nokasanuii) (I11/C1).

9.3. Ocmeonopos

Pexomenodauuu

1. ¥V Bcex 060JBHBIX C XO0JIECTA30M HEOOXOIUMO
OTIEHUTH OTIACHOCTDH Pa3BUTHS OCTEONOPO3a, obpalnas
oco6oe BHUMaHWe Ha yCTpaHuUMble (PaKTOPBI TAKOTO
pucka u coBeTbl 10 Mojudukanuum o6pasa KU3HU
(II1/C2).

2. Ilpn ycraHoBjeHUM [MAarHo3a XpPOHUYECKO-
IO XOJIECTATUYECKOTO 3a60JIeBAHUS IEYEHU CJIeyeT
BBINOJIHUTD JgeHcuroMmerpuio (II11/C2). IloropHoe
HCClIeZIoBaHue IIPOBOAAT €XKEroJHO B 3aBUCHUMOCTH
OT BBIPAKEHHOCTH XOJIECTa3a WM WHAWBH/YATbHbBIX
dakropos pucka (I11/C2).

3. Y Bcex TalNeHTOB C XOJIECTaTHYECKUMH 3a60-
JIEBAHUSIMU TI€YE€HN TIOKA3aHO MPUMEHEHHWE KaJbITHS
(1000—1200 mr/cyt) u Buramuna D (400—800 ME/
CyT), XOTA 3TO TOJIOKEHHE HE MMEET JOCTATOYHOI
nokasareabHoit 6aser (111/C2).

4. Ecrm ipu nercutomerpun T <—2,5 win umen
Mecto marosormueckuii mepeaom (I1/B1), pexomen-
JyeTcsi TIpueM ajeHJpoHaTa Win ApyTux Oudocdo-
HaroB, npu T <—1,5 Ha3zHaueHue 3TUX IIPENAPATOB
xenarenpro (I11/C2).

9.4. JKupopacmeopumvie sumamumwl

Pexomendauuu

1. Bce GoJsibHbIE € XOJIECTAa30M JIOJIKHBI MPUHU-
MaTh HpernapaTbl Kajbliusd 1 BUTaMUH D mepopaibHO
B KayecTBe COCTABHOW 4YacTU TPOrpaMMbl 10 TpPeJ-
yupeskaenuio ocreornoposa (I11L/C2).

2. B cayuasx BbIpa)KeHHOTO X0JIecTa3a Mpyu HaJU-
YU CTeaTOped WJN JIOKA3aHHOM HU3KOM YpPOBHE
JKMPOPACTBOPUMBIX BUTAMUHOB CJI€JIyeT HA3HAYUTD
sutamunbl A, E u K per os (I1L/C2).

3. IlapenrepasbHoe Ha3HaueHue BuUTaMuHa K
MMOKAa3aHO MPOMUIAKTUYECKN Tiepe]] MPOBeleHueM
VHBA3WBHBIX MPOIEAYP B CJAydYasX BBIPAKEHHOTO
XojiecTada W TP BO3HUKHOBEHWHN KPOBOTEUEHMS

(I1-2/C1).

9.5. Bapuxosno-pacuiupenmie geHol
nuwesoda u 2enamoueNoNAPHAS KAPUUHOMA

Kax u mpu Ipyrux XpoOHHYECKUX OOJIE3HIX Iede-
HU, TIPU XOJIECTATUYECKUX 3a60JIEBAHUSIX BO3MOXKHO
[IOSIBJIEHHE BapUKO3HO-PACHIMPEHHDIX BeH IMIIeBOja
¥ TenaTole/UIoJNIpHON KapiuHoMbl. [IporpamMmbr
CKPUHUHTA, TPOPUIAKTUKA U JEeYeHWs] aHAJOTH4-
HBl TaKOBBIM IIpNM JIPYrOll TIEYEHOYHOH MaToJsIo-
run. HesaBucumble (akTOpbl prcKa BO3HUKHOBEHMS
BAapUKO3HO-PACHIMPEHHBIX BeH y GoJibHbIX [IBI[ —
ypoBeHb TpoMGotuToB <200%109/71, ypoBeHDb CHIBO-
porouHoro anpbymuHa <40 T/ ¥ CBIBOPOTOYHOTO
6unupy6una >20 MKMOJIb,/ JI.
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}
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Puc. 2. Tlogxoapl K Tepanuu KOX
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