KJIMHU4YECKME NPOTOKOJIbI

1. BBOAHAS YACTb

1.1. Kon(s1) MKB-10
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1.2. lata pa3paboTku/nepecMoTpa nporokoJia: 2017 rox.

1.3. Cokpauienusi, HcnoJib3yeMmble B IPOTOKOJIE

AMepHKaHcKas accoumaums no
u3yueHuto GonesHen neveHu

AHTUrNagKOMbILLEeYHble aHTHUTena
AHTUMUTOXOHAPHAaNbHbIE aHTUTENAa
AHTUHYKIeapHblé aHTHuTena

aHTUsgepHble (cneumduyeckme)
aHTMTEna

aHTMHYKMNeapHbIH hakTop

aHTMTena K rmukonpoTtempam 210

aHTUuTena K uMTonnasmaTtu4ecKomy
aHTUreHy neyvyeHu 1 Tmna

aHTUTena K MMKpocomMam neyeHn “
noyexk

aHTUTEeNna K pacTBOPMMOMY aHTUTEeHY
nevyeHu

aHTMTEnNa K PacTBOPUMOMY aHTMreHy
neyeHn M NoaXKenyao4HON Xernesbl
aHTMTEena K nectpomy 6enky 100
EBponernickas accoumaums no
u3yueHuto GonesHen neveHu

Esponetickoe obliecto
racTPOMHTECTUHAMNBHOM IHAOCKOMMM
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JSH
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AUT
AJIT
ACT
ADI
BrB
Brc
BrH

B3K

BPB
rrTn
ruK
XOA
JInBri
JINHM

JINOHTT

MHO

HACI
OAK
OAM
MBX
B
Mncx

OdobpeH

ObbeduHeHHoU Komuccuel

o kayecmey MeOUUUHCKUX ycriye
MuHucmepcmea 30pagooxpaHeHus
Pecnybnuku KazaxcmaH

om «14» dekabps 2017 2oda
lMpomokon Ne 35

KNMWHUYECKUU NPOTOKON OUATHOCTUKU N NNEYEHUA
NEPBUYHbIA BUNTUAPHbIA XONAHIUT, NEPBUYHbIN
CKJNTIEPO3UPYIOLLNIA XONAHTUT

A.B. HEPCECOB, A.M. PAUCOBA, A.E. T’)KYMABAEBA, JI.A. KAUBYJIJIAEBA,
A.A. KOHBICBEKOBA, JI.T. MAKAJKNHA

MMMYHOTNIOBYnnH
SnoHckoe obLuecTBO renaTonoros

Mop(*)onormqecxaﬂ cnuctema OueHKH
3aboneBaHusi neyYeHu

nepuHyKneapHble aHTMHENTPOMUIbHbIE
aHTUTena

ayTOMMMYHHbBIM renaTut
anaHMHOBas aMMHOTPaHcepasa
acnaparvnHoBas amMMHOTpaHcdepasa
anbda-cdeTonpoTemnH

BMPYCHbIM renatut B

BMPYCHbIM renatut C

BEPXHSIsl FPaHULLA HOPMbI

BOCNanuTenbHble 3aboneBaHms
KULLEeYHMKa

BapMKO3HOE pacLUMpPEHHE BEH
ramma-rnytTamuntpaHcnenTtmnasa
renaTouennonspHas KapuuHoma
)enesonedUUMTHas aHEMMUS
nuvnonpoTtenabl BbICOKOM MAOTHOCTH
nunonpoTtenabl HVI3KOH MIOTHOCTH

nuvnonpoTtenabl O4eHb HM3KOM
MNOTHOCTH

MeXAyHapoAHOe HOPManM3oBaHHOE
OTHOLLEHHWE

HearnKororbHbIM CTeaTorenaTmr
obLumMi aHanM3 KpoBswm

obLWMM aHanM3 Moum

nepBuYHbIM BUNMapPHbIM XOnaHruT
npoTpombuHoBoE Bpems

NEPBMYHbIM CKNEPO3UPYHOLLMI XOMaHrMT
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s — ne4yeHo4Has 3HuedpanonaTms
PA — pPEeBMaTtoupHbIi apTpUT

CKB — CHUCTEMHAas KpacHasi BOM4aHKa
T —  TpurnMuepuabl

T —  TUPEOTPOMNHbIM FOPMOH

Y3M —  YnbTpasBYKOBOE MCClEefoBaHUe

1.4. ITos1b30BaTe/ I MPOTOKOJIA: TACTPOIHTEPOJIOTH, TEpPa-
HIEBTHI, BpauM 00IIell NPaKTUKH, TelaToOMINapHbIC XUPYPTH.

1.5. Kareropusi mnauueHToOB: B3pOCIbIE.

1.6. llIxaaa ypoBHS 10Ka3aTeIbHOCTH

1.7. Onpenenenue:

KJIMHUYECKUE NMPOTOKOJ1bI

YOXK —  ypcopes3oKcHUxoneBas KMcrnoTa
arr —  dpyHKUMOHarnbHbIe NPobbl NeveHu
L —  UMPpPO3 neuyeHu

LLcb — wenoyHas gocdarasa

arac — 330¢paroracTpopyoneHOCKonus
K —  A3BEHHbIN KOMUT

IepBuuHblii OMIMAPHBII XOJMAHTUT (IpeKHEE HauMe-
HOBaHHWE — TICPBUYHBIA OMJIMAPHBIN LUPPO3) — XPOHUUECKOE
ayTOMMMYHHOE 3a00J1eBaH1e, XapaKTepU3YIOIIeecs IPOrpeccu-
PYIOIIMM HETHOMHBIM JIECTPYKTUBHBIM BOCIAJIEHUEM MEJKHX
BHYTPUIICYEHOUHBIX JKETYHBIX [IPOTOKOB, UX JAaJIbHEHIIINM pa3-

COOTBETCTBYHOLLLYO nonynaunro

A BbicokoKauecTBeHHbIM MeTaaHanms, cuctemartmueckun ob3op PKU unm kpynHoe PKM ¢ oueHb Hu3koM
BEPOATHOCTbIO (++) cucTemaTtnyeckor owmnbku, pesynbTaTbl KOTOPbIX MOTYT BbiTb PacnpoOCTPaHeHbl Ha

B BbicokokauecTBeHHbIM (++4) cucTemaTMieckmii 0630p KOrOPTHBIX MIM WMCCIEAOBaHMM Cry4ak-KOHTPOrb,
MIM BbICOKOKavecTBeHHoe (++) KOropTHoE, MnM MCCNEROBaHMIM Cry4Yai-KOHTPOMb C OYEeHb HU3KMM PUCKOM
cucteMaTmyeckon owwmbku unm PKU ¢ HesbicokMm (+) pMCKOM cucTemaTMyecKol oLwwmbKMu, pesynbTaTbl
KOTOPbIX MOTYT 6bITb PacNpPOCTPaHEHbl HA COOTBETCTBYHOLLYIO MOMYSALMIO

COOTBETCTBYHOLWLYO nonynaunro

C KoropTHoe mnu nccneposaHue cry4ai-KOHTPOIb, MM KOHTPONMPYEMOE MccriefoBaHne 6e3 paHpommsaumm
C HEBbICOKMM PMCKOM CUCTEMATHHECKOM OLMOKM (+), pe3ynbTaTbl KOTOPbIX MOrYT BbITb pacnpPoOCTPaHeHb!
Ha cooTBeTcTBytowyto nonynsaumo unu PKM ¢ oyeHb HM3KMM MMM HEBBICOKMM PMCKOM CMCTEMAaTMHECKOM
ownbku (++ unm +), pesynbTatbl KOTOPbIX HE MOryT ObITb HEMOCPEACTBEHHO PAaCMPOCTPaHeHbl Ha

D Onucanune cepun cnyyaes UMM HEKOHTpOINMpyemoe mnccrnegoeaHme, UnM MHeHne 3KCnepTos

GPP Haunyuwas knuHuyeckas npakTmka

PYLIEHHEM U UCUYE3HOBEHHEM C ITOCIEAYIOMUM (HOPMHUPOBAHHU-
eM ¢pubpo3a 1 ero KOHEUHOHU CTa K — Uppo3a redenu [1-4, 7).

NB! Pacnpoctpanennocts [IBX cocraBnser 1,9-40,2 na
100 000 nacenenus. 3abosieBaHUE NPeoOIaJAET Y JKCHIUUH,
B 95% - B Bo3pacte or 30 10 65 5eT, XOTA UMEIOTCS JaHHbIE
0 TEHJCHIUH K MOBBIIICHHIO PACIPOCTPAHCHHOCTH CPEIH
My>k4mH [8, 9].

IlepBUYHBIN CKJIEPO3HPYIOIIMI XOJAHIUT — XPOHHUYE-
CKoe Tporpeccupylomee 3a0o1eBaHne HEN3BECTHON ITHOJO-
THH, XapaKTepHu3ylolieecs: BocnajieHneM, Gpudpo3oM U pa3Bu-
THEM CTPUKTYP CPEAHHUX U KPYIHBIX BHYTPH- M BHEIECUEHOU-
HBIX JKEITYHBIX ITPOTOKOB [4, 6].

NB! 3a6oneBaemocts coctasisier 0,54-1,25 ma 100 000
Hacenenus, 70% 3aboseBIInX — My>K4uHbI Miasie 40 jer.

Tabnmua 1 - Knuumyeckme ctagum NMBX

1.8. Kinacecnpukanus

Enunoii xiaccupuKauy MEpBHYHLIX XOJIECTATHUECCKUX
3a0oyieBaHuil TIeYeHH He cymiecTByeT. CyIecTBYIOT KITMHUYe-
ckue ¥ MOpP(hOJIOrHYECKUE KiacCU(UKAIMU, TPEIIIOKEHHBIC
Pa3IHYHBIMU MEXKIYHAPOIHBIMU COOOIIECTBAMH U JKCIIEPT-
HBIMH TPYyNIaMH, a TaKKe CHCTEMaTH3MPOBAHHBIC CBEICHUS
00 OCIIO)KHEHHUSIX M aCCOLMUPOBAHHBIX 3200ICBAHUSIX.

1.8.1. Knaccuduxauus [IBX:

B cooTBeTCTBUH C peKOMEHAANMSIMU STIOHCKOH HCCclenoBa-
TENBCKOM IPYIIIBI M0 rernaToOounapHbiM 3adomeBanusiM (2012 1),
MO KIMHUYECKUM OCOOCHHOCTSIM BBIACISIOTCS OECCHMIITOM-
Hast ¥ cumnromarudeckas craauu [16X (tabn. 1). Mopdoso-
rudeckas kiaccudukanus 16X npencrasnena B Tabmune 2.
Beinensitor Takxke ocoobie popmel I16X (Tabm. 3) [1-4,10].

Cragus

Kpurepum

1. BeccumntomHas crapgus (6-MBX)

° OTCYTCTByIOT CMMMNTOMBbBI NopaxXeHusa nevyeHn

2. CumntomaTtudeckas (npogeuHyTas) ctagms (c-MNbBX)

* UMeroTca CMMATOMBI nopax<eHua nevyeHu

2.1. Cumntomatunyeckas besxentywHas (c1-MBX)

* Bunnpy6un coiBopoTtkn <35 mkmonb /n (<2,0 mr/pn)

2.2. CumntomaTtundeckas xentywHas (c2-INbX)

* Bunupy6uH cbiBopoTku =35 mkmonb /n (22,0 mr/pn)

Tabnuua 2 - Mopdonornueckme cragum MNMbX

Cragus TMCTONOrMYECKHME KPUTEPHH

| * AYTOMMMYHHasi MPOrpeccHpyroLLLas AECTPYKLMS BHYTPUMNEHYEHOUHbIX XKenyHbix npoTtokos (XHIOX)
I ¢ XpOHMUYECKHUM BHYTPUMNEYEHOUHBIM XonecTas

1] * [enatouenntonsipHbie NOBPEXLEHUS

v * M1bpos3 1 popmmpoBaHme cent
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K YECKUE NMPOTOKOJ1bl

Tabrvua 3 - Ocobble popmbl MBX
®dopmbi MBX Kpurepum
Pannmi MBX * Hanmune AMA 6e3 cumntomos NBX npu HopmanbHbix P

* MMcTonorMyeckmMe M3mMeHeHus OTCYTCTBYIOT UMK HE3HAYUTENbHbI

Atunmunbin NBX (ayToMmMyHHbINM | * KnuHudeckas kapTuHa MBX npu otcyTctBum AMA 1 Hanuumm BbICOKOrO TMTPA

XOMaHrMT, ayTOMMMYHHas ANA
xonaHruonarTms)
AMA-HeratueHbin NMBX * 10% nauueHToB ¢ BMOXMMMYECKMMHU U TUCTONMOMMHECKMMM MPU3HAKaMM

xonecrtasa npu otcyTcteum AMA

Cunppom nepexnecta MNbX-AUT * MaumenTbl ¢ MBX ¢ KNMHMKO-TUCTONOrMYECKUMM, CEPONOrMHECKMMMU

npusHakamu AU 1 NOBbILLIEHHOM aKTMBHOCTLIO amMMHOTPAaHCdepas

* OnarHoctmka: 2 n3 3 kputepmes NBX B couetanmn ¢ 2 us 3 kpurepmes AMI:
— Kpurepun MBX: (1) LLLAP >2 BIH wnm ITTM >5 BIH; (2) AMA >1:40;

(3) xapakTepHoe nopaKeHue MEenyHbIX MNPOTOKOB MPU MMCTONOMMUECKOM
uccnenoBaHum

— Kpurepun AUT: (1) ANT >5 BIH; (2) IgG >2 BIH unu ASMA+; (3)
YMEPEHHbIM UMK TSHKENbIM NOrPaHMYHbIM renaTMT NpM rMCTONOrMYECKOM
uccneaoBaHum

* }enatenbHo ructonoruyeckoe uccrenoBaHme

1.8.2. Knaccuduxanus IICX
[ICX xnaccuduuupyercss B 3aBUCMMOCTH OT KajiuOpa BOBJICYCHHBIX B MATOJOTHUYECKHX IPOIECC JKEIYHBIX MPOTOKOB
(tabmn. 4), a Taxke Mopdonorudecku (tadm. 5) [4-6].

Tabnuua 4 - Bapuantel NMCX
BapuaHT Oco6eHHOCTH
MCX c BoBneyeHnem * Hanbonee 4acTbIi BapHaHT
KPYMHBIX YeMn4HbIX °* MOpaaeT KPYrHble BHYTPU- M BHEMEYEHOUHbIE XKEMUYHbIe MPOTOKM;
NpPOTOKOB
* NOATBEPKAAETCH XONaHrMorpagryecKkm;
* OMAarHOCTUPYETCSl HA OCHOBAHWMM XaPAaKTEPHbIX KMMHUYECKMX, BMOXMMMUECKHX U
MOPONOrMYECKMX M3MEHEHMM
MCX c soBneyeHnem * pepkui Bapmant (1,7%);
MENKUX HEMHHbIX * NoOpParkaeT MEerNKHE XKeMuHble BHYTPMMNEYEHOUHbIE MPOTOKM, He BUAMMbBIE MPK
NpOTOKOoB XornaHruorpadmu;
* NOATBEPKAAETCH MOPIONOrMHECKH
Cungpom nepexnecta | uawe y geten (35%), Hexenn B3pocnbix (10%);
AUM-NCX * MPUCYTCTBYIOT CEPONOrMYECKME U rucTonorudeckme ocobeHHoctn AU B couetaHum ¢
xapaktepHbiMMu gns NCX xonaHrMorpadryeckMmm AaHHbIMK
Tabnvua 5 - Mopdonormyeckne ctagum NCX
Cragusa UsmeHeHHns
| * yBEnM4eHne, OTeK M PybLOBble M3MEHEHMsI MOPTaNbHbIX TPMAK, WMHPUILTPALMS MOHOHYKNEAPHbIMM
KMeTKamu, YacTMuHble HEKPO3bl M paspyLUeHME OTAENbHbIX MEeryHbiX MpPOoToKoB. [lponudepaums
MEXKAOIbKOBbIX YEM4HbIX MPOTOKOB C HANMHYMEM MOHO- M MONMMOPAOHYKIEAPHBIX KIETOK (BbIPaXKEHHOCTb
BocnarneHust MeHblue, yem npm MBLL)
I * passutMe pubposa B noprarnbHbIX TPMARAX, PACMPOCTPAHSIIOLLLErOCs B OKPYIKAIOLLLYHO MapeHXMMy
I * MOCTOBMAHBIM (PMBPO3, BblparKeHHas LyKTONeHus
\% * LMpPpPO3

J171s1 OLIEHKH COCTOSIHHS KOMITEHCAIMY OOJBHBIX IUppo3oM medenn B ucxoze [16X u IICX npuMeHstoTest MOAU(UIIMPOBaH-
seie kinaccuduranuu Child-Turcotte-Pugh, npeacrasnennsie B Tabnuie 6, a Takoke MELD.
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KJIMHUYECKUE NMPOTOKOJ1bI

Tabmvua 6 - MoanduumpoBaHHaa knaccucbukaums no Child-Turcotte-Pugh

Mapametpsbl/ bannbi 1 2 3
O6wui 6unpybuH, mMKmons /n 17-70 70-170 >170
AnbbymuH, r/n 35< 28-35 <28
Nt <70% 40-70% <40%
wnn MHO <1,7 1,7-2.3 >2,3
Acumt Het YMepeHHbIM BbipakeHHbIH
SHuedanonatus Her 1—-2 ctenenu 3—4 cteneHu

5-6 6amnoB: kitacc A, 7-9 6amos: kinace B, 10 -15 6aios:
knacc C

1.8.3. OcioxkHeHHUs] MEePBUYHBIX X0JIeCTATHYECKHX
3a00J1eBaHMI

Tabnuua 7 - OcnoxHenmns MBX m NMNCX

Ocnoxnenus [16X n TICX MoryT ObITh KITacCHPUIIIPOBa-
HBI KaK OCIIOKHEHUSI IPOorpeccupyromiero 3adoneBanus (1up-
po3a) MeYeHu, OCIOKHEHUS! X0JIecTa3a U OCIOKHEHUs CO CTO-
POHBI XKETUEBBIBOIAIINX TyTei (Tabin. 7) [1-7, 10].

OcnoxHenuns LM
* acumT

e TLUK

* BPB nuwieBopa, xenyaka M KpOBOTEUYEHMUS U3 HUX

* CMOHTaHHbIM BaKTepHarnbHbIi NEPUTOHUT
* renaTopeHarbHblM CUHOPOM
* neyeHouHas 3HuedanonaTus

OcrnoxHeHus xonecrasa
(bonee xapakTtepHbl gns MNBX)

* LepMaTut
* cTeaTopes

* pedmumT *K

* }XKb

* OCTEOoneH1s, OCTeonopos
* manbabcopbums

¢ rmnepxonecrtepuHemms
® KCAHTOMaATO3

MPOPAacTBOPUMbIX BUTAMMHOB

OCrOMHEHMSI CO CTOPOHbI ENYEBLIBOASLLMX
nytein (xapaktephsl gns MNCX)

® XONnaHrMokKa
* KapuuHoMma

* LOMMWHaHTHbIE BUNMapHbIE CTPUKTYPbI
* 6aKTepHarbHbIM XONaHrmT
* XKB (xonegoxonuTmas)

puMHOMa
YeN4YHOro ny3blps

1.8.4. AcconruupoBaHHbIe 3200J1eBAHUS

CymiectByer psin 3a0oneBanuii, accoruupoBansbix ¢ [I6X u I[ICX, naHHbIe 10 KOTOPBIM MpezcTaBieHsl B Tadnuie 8 [1-7, 10].

Tabnuua 8 - 3adoseBanus, accouunpoBannsie ¢ [IBX u TICX

ncx

3aboneBaHus nex
lactpoaHTeponornueckne |« XKKb
*B3K
* Llennakus

*B3K (5K, 6onesHb KpoHa)
» KonopekTanbHbiM pak

* [MaHkpeatut

e Llenmakus

DHOOKPHHHbIE * Tupeoungut Hashimoto

* Tupeongut
e AU 1 Tnna

Pesmaronornueckue * CucTeMHas cKknepoaepmms
* CREST-cuHgpom syndrome
e CuHpgpom Sjogren

* PeBMaTongHbIM apTpuT

* Cungpom Raynaud

* PeBMartounpHbiii apTpuT
» Capkoupos

Opyrue ¢ JlerouHbIM MHTEPCTULMANBHBIN

OMCTanbHbIN)

* [NoueuHbiH TyBynsapHbIM aumao3 (MPOKCUMMarbHbIN,

* lemaTonoruyeckme 3abonesaHus

prbpos
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K YECKUE NMPOTOKOJ1bl

NB! IIpu nocraHoBKe Auarfo3a HEOOXOAMMO YKa3aTh HO-
30JI0THYECKYI0 (OpMYy, OMOXHMHYECKYIO WM THCTOJOTHYe-
CKYIO aKTUBHOCTb, CTaJIHIO 3a00JIeBaHMsI, OCJIOKHEHHUS XOJIeC-
Ta3a, a TaKXKe OCIIOKHEHUS IPOrPEeCCUPYIONIETo 3a00IeBaHMs

(1mMppo3a) medeHu U accollMMpOBaHHbIC 3a0oneBanus. B nua-
rao3e 16X HeoOXoauMo Takke OTpasuTh 0coObie (OPMBI, a
B nnarHo3e [ICX — oTpa3uTh KajauOp MOpaKEHHBIX KEITYHBIX
MIPOTOKOB.

2. METO/bI, OJAXO/bI M IIPOLEAYPHI JUATHOCTUKHT

JuarHocTudeckne KpuTepuu:
2.1. Kanoowbl, npenbsasinsemsie nanuentamu ¢ [16X u [ICX, npeacrasnens! B Tadmuue 9 [1-7, 10].

Tabrnuvua 9 - ¥ano6bl npu xonecrtaTMueckux 3abonesaHusix

HaumeHoBaHHne nbX ncx
CHMMNTOMBI * OTCYTCTBME KMMHWUYECKMX CMMMTOMOB; * 60nb B NPaBom
XOnecTaTM4eCKMX * obwas cnabocTb, yTOMMSEMOCTb; BEPXHEM KBafpaHTe;
3aboneBaHuM * CUMATOMBI XONEeCTasa; * XMBOTa;

* MOTEMHEHUE KOMXMK; * KOXHbIM 3y[,;

* KOXHbIM 3yf, pacyecsl; * XenTyxa;

* pMCKOMAOPT B NpaBom nogpebepbe;

OUCDYHKLMM;

(npusHaku octeonoposa)

* MoBbILLEHWE
TemnepaTtypsbl Tena

CMMNTOMBI KoMnnekca Sicca;
Kentyxa;
BO3MOXHa 6ECCOHHMLLA, fenpeccus M gpyrue KOrHUTMBHbIE

6onm B KOCTAX, YMeHbLUeHHne pocCTa, naTtonorn4yeckne nepenombl

CHMNTOMBI M
ocno)Henus LN

KPOBOTEYEHMS U MENEHa;
acumT n gpyrue nposBreHns nopTanbHOM rMNepTEH3uM;
HapYLUEHWs1 CO3HaHMs M apyrue nposeneHus M13;
cumnTtomsbl LK

CHMMNTOMBI
aCCOLMMPOBAHHBIX
3a6oneBaHni

KcepodTanbMms M/ Unu KCEPOCTOMMS MpK cuHagpome Sjogren;
CYXOM CHMHOPOM;

TMpeouamuT XalwmMmoTo;

PA;

CHMMMNTOMbI M OCIIOXKHEHUs opYyrux conyTtcTeytowmx AU3;

B3K (uawe npwu MCX)

BapuanTtsl MaHudecTauy XonecTaTuieckux 3aboneBanuii orpaxensl B Tadmuue 10.

Tabrvua 10 - MaHMdecTaums xonectaTMYeckMx 3aboneBaHmi

CHMMNTOMBI

KommeHTapumn

3yn (50%)

* MoXeT BO3HUKHYTb BO Bpemsi 6EpeMEHHOCTH U OLUIMBOYHO AMArHOCTMPOBATLCS KaK «3yA,
6epeMeHHbIX»

Cnaboctb (20-50%)

* OpHa M3 OCHOBHbIX MPUYMH YXYALLEHHUs Ka4eCTBa KM3HM

* CyuiecTByeT TaK Ha3blBa€MbIM LLEHTPAarbHbIM KOMMAOHEHT, KOTOPbIM YacTO CBS3aH C
KOTHUTMBHBIMM HapyLUEHUsMH (MNoxasi MaMsTb M KOHLLEHTPALMS), YTO MOXKeT BbiTb
ownboYHO MHTEprpeTHpoBaHo Kak 13, ocobeHHo y naumeHToB ¢ oTcyTcTBuem LI

KoxHble nposenexHnsa

(40%)

* MuneprimrmenTaums (25-50%, 13-3a OTNOMKeEHUs MernaHWHa)

* Pe)ke KCaHTOMbI, KCaHTenasmbl, KCeEpo3, Aepmarorpadmsm, rpubKoBble MHIEKLMM

Komnnekc Sicca

* LLIpoko pacnpocTpaHeH, BKtOYaeT CyxoCTb rnas uM/unmu CyxocTb BO PTY, a TaKxKe
AMcparmio M CyxocTb Briaranuua

* CUMNTOMBI KOMMMNeKca Sicca Heobxoammo audepeHLMpoBaTb C CMHAPOMOM Sjogren

CucrtemHsble
nposBReHms

* PA (5-10%), MBbX-aptput (10%, PMd-HeratmeHbIM cMHOBUMT ¢ BOBrnedeHnem 1 unm Gonee
cycTaBos)

* Cungpom Sjogren (40-50%) ¢ KEPaTOKOHBIOHKTUBUTOM M KCEPOCTOMMEN

* Cknepopepmusi (5-15%, B 50% BosHukaeT nepep, npossneHusamu MBX)
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. KJIMHUYECKUE NMPOTOKOJ1bI

Ilpoooncenue mabauysr 10

CHMNTOMBI KommeHTapmum

Opyrue cumnTombl * [luckompopT B NpaBOM BEPXHEM KBAJPAHTE XMBOTA

* Octeonopos (M3-3a UHrMBMPOBaHUS OCTEOBNACTOB TOKCHHAMM), OCTEOMANALMS, AedULUT
BMTaMMHa xonekanbuudepona

* KoruutueHble pacctpoictea (NamMsaTi, KOHLEHTPALWMM)

* OcnoxHenus LIM: kposoTeuenne n3 BPB, acumt, neyeHouHas aHuedanonaTms

2.2. DusukajibHOE 00c/1e10BaHIE
Pesynbrarel ¢pusukansHoro oocaenosanus nauuenTos ¢ IIBX u IICX orpaxens! B Tabmuue 11 [1-7, 10].

Tabnvua 11 - Mu3muKanbHOe o6CNefOBaHME MALMEHTOB C XONeCTaTMYeCKMMM 3aboneBaHMAMMU

e KcaHTenasmbl, KCAHTOMbI

* Xentyxa

Mposenexus nbX ncx
Mon/Bospact * XeHwuHbl * My>U4UHblI

* 40-60 ner * 25-45 nert
KokHble nposeneHus * M'MnepnurmeHTaums * 3yn,

* DKcKopHaLumm * Xentyxa

[enatocnneHomeranus

* l'enatomeramus (70%) ~ ¢ nporpeccupoBaHrem

* CnneHomeramusi (5% npwu obpalyernn) vale
CBMAETENLCTBYET O MOPTANbHOM MMNEePTEH3UM

¢ CnneHomeranus

* AbgomuHanbHas 6onb

Mposenenuns LM » CocypmcTble 3BE3[,04KM

KoHe4yHocTeMn

* ACUMT, OTEeKM

d ATpOCbMH BUCOYHbIX MbILLL, M MPOKCUMATlbHbBIX MBbILLLY

* Acumt

* DHuedanonaTtus

Konbuo Kayser-Fleischer

* Bcnepcteue HakonneHus megum

* Heob6xoanumo pucdpcbeperumposats ot 6onesHn Wilson

MeHee xapakTepHoO

Opyrue nposenexHus * OcTeonopos

* B3K B aHamMHese
* Cnaboctb

* [MoTeps Beca

* Jluxopapka

» Creatopes

2.3. JIabopaTopHbIe uccaeT0BAHUS

2.3.1. OcHoBHble (00s13aTe/IbHBIE) Ja0opaTOpPHbIE HC-
ciaegoBanus Biutodarot (Y A) [1-6,11-14]:

* OAK ¢ nozicueToM TpoMOOLIMTOB:

— B LIEJISIX BBISIBIICHUSI IIUTONCHUH Y nanuenToB ¢ LT u ero
OCJIOKHEHUSIMHU;

— B LIEJISIX BBISIBJICHUSI OCTPO(]a30BbIX MOKa3aresie y namu-
eHToB ¢ nHpekuusmu npu LI, a Takke 0CIOKHEHHBIM (THO#-
HbIM) Xonanrurom npu ICX.

* buoxumnueckuii ananus kposu (ACT, AJIT, ITTII, D,
o0mwmii OunupyOuH, npsMoi OWIMPYOUH, HENpsIMOH Owmiiu-
pyOuH, aibOyMUH, raMMa-TJIOOYJIMHBI, OO XOJIECTEPHH U
¢dpakiuu, TT, KpeaTHHUH, MOYSBHHA, TITIOK03):

— B IIEJISIX BBISIBJICHHS LIMTOJIMTUYECKOTO CUHIpoMa (Tabm. 12),
XOJIECTATUYECKOT0 CHHPOMA, CHHIPOMOB I€4€HOYHO-KIIETOU-
HOHM HEIOCTaTOYHOCTH M UMMYHHOT'O BOCHAJICHUS,

— B LIEJISIX OLEHKH JIMITUIHOTO M YIJIEBOAHOTO OOMEHa.

* Koarynorpamma: MHO wnu 1B

— BxoauT B nnepedens OIIII;

— CITY’KUT JJIS OLIEHKH 11€4€HOYHO-KIETOYHOM HeJ0CTaToY-
HOCTH.

* Onpeneneanie AMA (AMA-M2) B kpoBu:

— crennuuHbI UMMyHosorudeckuit mapkep I[1bX.

* Onpenencuue Anti-sp100, Anti-gp210 B KpoBH:

— crneuuduyHble UMMYHOJIOIH4YecKue Mapkepbl AMA-He-
raruBHoro I16X;

— uccnenytorcs y AMA-HeraTuBHbIX NAllUEHTOB C MOJ0-
3penuem Ha [16X.

* Onpenenenue ANA (ANAS) B kpoBu:

— ummyHonorndeckuit Mmapkep AMA-nerarusroro [1bX u
couetannoro AUT;

— uccnenyercs y AMA-HEraTuBHBIX MAallMEHTOB C TOJO-
3penueM Ha I1BX unu nogoszpenuem Ha AUT.

* Onpenenenne p-ANCA B kpoBH:

— uMMyHosoruueckuii mapkep [1CX.

* Onpenenenne IgM B kpoBu:

— uMMyHostornueckuit mapkep I116X;

— BXOJIUT B IIKaJIbI olleHKH 3 dekTuBHoCcTH YIXK.

. MEDICINE (Almaty), Ne10 (196), 2018




KJIMHU4YECKME NPOTOKOJIbI

* Onpenenenune ADII B kposu:

— MapKep rernaToleUIIoIIpHON KapIIMHOMBI;

— UCTIONB3YeTCs B LEISIX CKPUHUHTA.

* Onpenenenue CA 19-9 B xkposu:

— MapKep XOJaHTMOKaPLIHOMBI;

— HCIIOJIb3yeTces B 1essX ckpuHuHra mpu ICX.

ITo pesynsratam AJIT, ACT BO3MOKHO ompe/enieHre 0no-
XHUMHYECKOW aKTMBHOCTH Tenaruta (tadm. 12).

Tabrmua 12 - CreneHb OGMOXMMMYECKOM aKTMBHOCTM
renaTMra
CreneHb aKTMBHOCTM AT (ACT)
MuHManbHas <BI'H
CnabosbipakeHHast <5 BrH
YMmepeHHas 5-10 BrH
BbipaxkeHHas >10 BrH

2.3.2. JlonosiHUTeIbHBIE J1a00paTOpHbIe 00C1e10BAHMS
Brutouarot (Y A-B)[1-6, 11-14]:

* OMOXMMHYECKUI aHaJIU3 KpOBH (TMPOTEHMHOTpamMma, Iie-
pynorazmus, JITIBIL, JITTHII, JITIOHII, xexuHble KUCIOTHI,
MOHU3UPOBAHHBIN KabIHid, pocdop);

* onpenenenne 25-OH ButamuHa D, (onueBoil KUCIOTHI,
BUTaMuHa Bi2, 3pUTpOIosTHHA, OCTEOKAIBLIMHA B KPOBH;

* OIpeJIeNIeHHE KETUYHBIX TUTMEHTOB B MOYE;

* onpenenenue 1gG B kxpoBu;

* onpezenenue 1gG4 B kpoBy;

» onpenencHue ANCA combi, ANF, Anti-SLA-1, Anti-
SLA/LP, Anti-LKM-1, Anti-LC-1 B xpoBu;

* onpeJiesieHre (PeKaIbHOTO KallbIIPOTEKTHHA;

* onpenenenne HBsAg, anti-HBs, anti-HBc, anti-HCV B
KpOBH,

* OnpeJiesIeHHe TPYIIIBI KPOBH;

* onpeJiesieHue pesyc-hakTopa;

* OAM;

* KOIporpamma.

2.4. UHCcTpyMEHTAJIbLHbIE HCCIeTOBAHUS

2.4.1. OcHoBHBIe (00s13aTeJIbHbIE) HHCTPYMEHTAJIbHbIE
o0cJieioBaHMs nMpeacTasiiensl B Tadauue 13 (V[ A) [1-6].

Tabrnuvua 13 - O693aTenbHblie HHCTPYMEHTaNbHbIe MCCNefOBaHMS

nex |

ncx

* Y3U opraHoB 6proLLHOM MONMocTH

* Henpsimas anactorpacus neyeHm
— B Liensix onpepeneHus ctagum 3abonesaHus neveHun

— B LLeNsiX OLLeHKM MPM3HAKOB NMporpeccupyroLero 3abonesaHns neveHu, Hammums cocyamcTbix Toombosos, LK,
XOMaHrMOKAPLIMHOMBI, @ TaK}Ke MCKIOUYEHHS! MPUUMH BTOPMHHOIO XONecTasa

* MPXTTr:
* OPXIr:

— BbINOMHAETCS Nof cepaumen;

XONaHrMoKapuuHoMmbl y nauueHTos ¢ [CX
* MneokonoHockonums:

B3;
— BbINOSIHAETCS NOJ, BHYTPMBEHHOM cepaumen;

—uccneposanue 1 nuHuM B Lensx BepudmKaumm guarHosa MNCX
—LenecoobpasHa, ecnu pesynbtatel MPXIT 1 6uoncim neyeH COMHMUTENbHBI MM AaHHbIE METOAbI MPOTUBOMOKA3aHbI;

— Heo6XOAMMO B3BECUTb PUCKM B CPABHEHMM C MOTEHLMANBbHOM MOMb30M;

—nepeg IPXIMI y naumertos ¢ NCX nokasaHo npodunakTyeckoe HasHauYeHMe aHTMBMOTUKOB;
—nepep, unn nocne IPXMT B wensx NpoUnakTMKKM NaHKpeaTHTa LenecoobpasHo HasHauYeHue
uHgomeTtaumHa (100 mr) mmnm guknoderaka (150 mr) pekTanbHo;

— pekomeHpoBaH oTbop AyKTanbHbix Mpob (LeTouHas uuTonorus, aHRobunmapHsie 6uoricum) B cocTase
nepsuuHoro obcnenosaHus s NOCTAHOBKM AMAarHO3a M onpefeneHus CTaguu rnofo3peBaemont

— NMOKa3aHa BCéM NnaumMeHTamM C YCTaHOBJITIEHHbIM OUArHO30M MNCX e Lenax UCKnro4YeHusa acCcouumnpoOBaHHbIX

— PEKOMEH[,0BaHO WMCMONb30BaHME BMTalbHbIX METOAOB OKpalumBaHus (xpomoaHgockornmu), NBI unm
OPYrMX BMOOB Y3KOCMNEKTParibHOW 3HBOCKOMNMKU C MPMLENbHbIMM Brorncusmm

Henpsimasi 3nacrorpadusi meyeHu — MeETOHA, BaIuau-
3MpOBaHHBIN C HCroNb30BaHuWeM anmapara FibroScan, mpe-
UMYyIIeCTBEHHO [uia BUpycHoro remnaruta C. Tem He MeHee,

CYILIECTBYIOT PEKOMEH/IALNH 110 WHTEPIIPETALMN PE3YIIBTATOB
y TAIHEeHTOB ¢ XPOHUYECKUMH XOJIECTATHIECKUMHU 3a00IeBa-
Husmu (Tabi. 14) [15-17].

Tabnvua 14 - UHTepnpeTaums pe3ynbTaTOB HEMPSIMOM 3nacTorpacmm nevyeHm

Crapms, cooTHocMumas ¢ METAVIR KMa
FO- F1 1-7
F2 7-11
F2-F3 11-15
F3 15-16
F3-F4 16 — 17,5
F4 17,5 v Bbllwe
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2.4.2. JlonoIHATEIbHbIE HHCTPYMEHTAJIbHbIE 00C/IeI0BAHMS, TPOBOAUMbIE HA aMOYJIaTOPHOM YPOBHE, IPEACTABICHBI
B Tabmute 15 (V] A-B) [1-6].

Tabnmua 15 - JlononHMTenbHbIE MHCTPYMEHTaNbHble ob6cnefoBaHMs
neXx ncx

« Jrac;

* Y30l cocynoB neyeHn u ceneseHku;

* ¥Y3M nneBpanbHbiXx Nornocrewn;

* buoncusa neueHu;

* KT vnu MPT OBl ¢ BHYTPMBEHHbIM KOHTPACTHbIM YCHUIIEHUEM;
* OKT;

* PeHTreHorpadmsi opraHoB rpy/AHOM KNeTku.

* MPXITT; ¢ JHpockonuyeckoe Y3M, Bkntouas
* MineokonoHockonus; BHyTpunpoTtokosoe Y3M [IDUS];

* PeHTreHoBcKas AByaHepreTHyecKas AEHCUTOMETPMUS MOSICHMYHOro oTaena | * XonaHrMockonus;

MO3BOHOYHMKA M LWeNKK Beppa (Mo mokasaHusm); * 3oHp0Basi KOH(POKarbHasi nasepHas
* PeHTreHonoruyeckoe obcrnenosaH1e rpyaHoOro M NOsICHUHHOrO OTAENoB aHpgomukpockonms (pCLE).
MO3BOHOYHMKA B BOKOBOM MPOEKLM MPK HANMUMM KIIMHUYECKMX MPOSIBIIEHMM

OCTEOMNOPOTUHECKMX MEPENOMOB MO3BOHKOB.

2.4.3. Mopdoiiornyeckoe ucciaeg0BaHHe MEYEHU TPU [Ipu I[ICX mopdonornyeckoe ucciaeroBaHue 000CHOBa-
XOJIECTATUUECKUX 3a00JI€BaHMUX, COIIACHO CYIIECTBYIOIIMM  HO Y MAI[EHTOB C BOBJICUYEHUEM MEIKUX JKEITUYHBIX IPOTOKOB
PEKOMEHAMAM MEKAYHApPOIHBIX coobuiecTB, B Hacrosimee (Y[ A). XapaKTepHbIMU FUCTOJIOTHYECKUMH OCOOEHHOCTS-
BpeMsI He SIBIISIETCS 00s3aTeNIbHBIM 1 BBITOMHSIETCS 110 1I0Ka3a- MU SIBISIOTCS: HE3HAYUTEIbHAs MM yMEpEeHHas WHQOUIb-
HUSIM y OTJIEIbHBIX TPYII NanueHToB [1, 4, 6]. Tpauus NPeUMYLIECTBEHHO JUMdonuTamu (pexe HEUTpo-

TIpu I1IBX Mopdonorudyeckoe mccienoBaHue 000CHOBaHO — (uiiaMu U 303MHO(DUIAMH), a TAKKE MOPTaNbHBIN (HUOPO3
y MAIUEeHTOB ¢ OTCYTCTBUEM [IBX-criernpuyeckix aHTUTEN, @ [0 TUIY «JIYKOBOHU IIETyXH» BOKPYT JKEIYHBIX KaHAJbIICB.
TaKKe TpH mpeanonaraeMbix coderanubix AUL u apyrux ay-  Mopdonorudeckas kinaccuukanus (craauu) [1IBX npuse-
TOUMMYHHBIX 3a0oneBaHusx, a takke HACD (V][ A). Xapak-  neHa B tabnuue 5.

TEPHOM THCTONOrHYeckoi ocobeHHOCThIO [IBX siBisieTcst Xpo- 2.5. Kputepun THArHOCTHKH XOJIECTATUYCCKHUX 3a00J1e-
HUYECKUH HETHOWHBIN IeCTPYKTUBHBIN X0IaHTUT. Mopdosoru-  BaHUil EYEHH C yUETOM Pe3y/IbTaToB 00CIeIOBaHUS [IPUBE/E-
yeckas knaccudukanus (craauu) [IBX npusenena B tabnuie 2. Hel B Tabnuue 16 (Y A) [1-6].

Tabnmua 16 - Kputepun AMarHOCTMKM xonectatMyeckux 3aboneBaHmi
Kputepum neXx ncx

OCHOBHBbI€e OpuH U3 cnepyrowmx: CoueTtaHue cnepyrolmx:

* [NoBbilweHne akTMBHOCTM LLID B coueTaHmm ¢ | © TunmuHble AaHHblE XOMNaHruorpadgmm:
Hanumem AMA (AMA M2) B tutpe >1:40 MYNbTUdOKamNbHbIE CTPUKTYpPbI (cTEHO3bI/

*Mpu AMA HeratueHom [MBX: Hanuume [pMnaTaumm) BHYTPpH- M/ MM BHENEYEHOUHbIX
xonecTasa (nosbileHne akTuBHocTh LLIAD 1/ | HenqHbIX NPOTOKOB)

vnm [TTIT) B coueTaHun co cneupudmuecKon * OTcyTCTBME MPUYMH BTOPUHHOTO
MMmyHodntoopecueHumern ANA (sgepHble CKMepO3UPYHIOLLLEro XOMNaHrMTa, B TOM 4ucne
TOYKM, NMEePUHYKNeapHble 060AKM) U BCNEACTBME OMEPAaTMBHbIX BMELLATENbCTB Ha
Hannumem anti-sp100, anti-gp2108 MEInYHbIX MPOTOKAaxX M APYruxX NPUYMH

* Y naupeHToB ¢ otcytcTtBuem [BX-
cneumudHUIecKUX aHTUTen, a TaKKe Mpu
npepnonaraembix covetanHbix AU, ppyrux
ayTOMMMYHHbIX 3abonesaHusx u HACT :
rucTornornyeckme MPM3HaKM XPOHUUECKOro
HErHOMHOro AECTPYKTMBHOIO XONaHrMTa

JdononHutenbHble | * XapaKTepHble M'MCTONOrMYECKME AaHHbIe * XapaKTepHble rMCTONOrM4YEecKMe OaHHble
* MNosbiweHne yposHs IgM » Conytcteytowee B3K (K s 70-90%);
* Hanunune p-ANCA (70%)

* CbIBOPOTOUYHbIE MapKepbl xonecrtasa (B

ocHoBHOM LLID)
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Kputepun nuarnoctuku ocodbix Gopm 16X mpueneHs!
B Tabmnuue 3.

2.6. IToka3zaHust VISl KOHCYJIBTAIMHU CIIEHHATUCTOB:

* KOHCYNbTalUs HMHPEKIHOHHCTA IPU IOJO3PESHUH Ha
OCTpBIH BUPYCHBII TeNaTuT, MHYEKIMOHHYIO THapero (TIpH co-
nyrerByromux B3K), HHTepKyppeHTHbIE HHPEKLUHY;

* KOHCYJIBTAIMsl OHKOJIOTA, XHPypra Mpy MOAO3PEHNH Ha
OITYXOJIH TICYCHH ¥ TAHKPEaTOOUITHAPHON 30HBI;

* KOHCYJBTallUsl KapAHOJOra MpH IIaHUPOBAHMUHU OIepa-
THUBHOTO JICYCHUST;

* KOHCYJIBTAllMsl aHECTE3MOJIO0Ta NPH IUIAHUPOBAHUH OTIe-
PaTHUBHOTO JICUCHHUS,;

2.7 Aaroputm quarnoctuku [IBX, IICX npencrasnen Ha cxeme 1.

* KOHCYJIBTAIIMs 9HJOKPHUHOJIOTA TP HATMIUHI TOPMOHAITb-
HBIX HapyIICHUH H 0CTEON0pO3a;

* KOHCYJIbTALlUSI OPTaIbMOJIOTa MPH MOAO03PEHUH Ha 00-
ne3Hb Wilson, comyTcTBYOLIMI CUHIPOM Sjogren;

* KOHCYJIBTAIHSI CTOMATOJIOra IPH KCEPOCTOMUM;

* KOHCYNBTaNUs reMaroiora npu passuran JKJA, domme-
BO-ZIcUUNTHOI 1 Bi2-1euiutHoi aHeMusX;

* KOHCYJBTAIMSI PEBMATOJIOTa MPH COITyTCTBYIOIUX AUD-
(Gy3HBIX 3a00JICBaHUSX COEAMHUTEIBHOW TKAaHW W HAJIUYUH
0CTE0I0pP03a;

* KOHCYJIBTAIMs HEBPOMATOJIOTa ¢ 1eNbio TuddepeHnnans-
HOTO IMarHO3a KOTHUTHBHBIX HAPYyIICHHI.

JKanoObI Ha C.TIa6OCTB, 3y, THIEPIUTMEHTAIIUIO K IPYTUE TPOABJICHUA X0JIE€CTa3a

!

Onpenenenne @, I'TTII, npsmoro
ommmpyouna; HBsAg u anti-HCV; Y31 OBI1T

Het u3menenmnit

Hopwmanbasie nokasatenu LD, T TII n/umu
psiMOTo OUTHpyOnHAa;
HBsAg, anti-HCV (--)

JlononHuTENEHOE 00CIICIOBAaHHE HA TIPEAMET
IpyTuX 3a007eBaHU

EcTbh u3menenus

1 ID/TTTII w/mnm npsimoro OunupyOuHa;
HBsAg, anti-HCV (--)

}

AMA (AMA M2), MPXIIT

AMA umu AMA M2 (--)
MPXIIT" 6e3 u3MeHeHU I

AMA unmu AMA M2 (+)

AMA i AMA M2 (--)
XapaKTepHLIe HN3MCEHCHMUSA KEITYHBIX

MPXIII" 6e3 usMeHeHHI npoToKos npu MPXTIT
ANASs nnu anti-sp 100 wu
anti-gp 210 (+)
AMA-neratuBnbii [1BX 16X I[ICX

Cxema 1 - AnarHoctnueckuit anroputm MBX, MCX
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. KJIMHUYECKUE NMPOTOKOJ1bI

3. TAKTUKA JIEYEHUS HA AMBYJIATOPHOM YPOBHE

3.1 TakTHKa Jedyenus HA aM0yJIATOPHOM YPOBHe JIOCTaTOYHBIM NOTPEOJICHUEM TIPOAYKTOB, COACPIKAIINX Kallb-
Jleuenwne 16X n [ICX npenycmarpusaet (Y A) [1-6]: UM, )KHPOPACTBOPUMBIE BUTAMHUHBI,
* HEMEIMKaMEHTO3HbIE MEPOIIPUATHS, * 3apeT Ha NOTPeOIeHUE aJIKOT O,
* 0a3MCHYIO JEKAPCTBEHHYIO TEPAITHIO; * 3aIpeT Ha KypeHue;
* TEpaIuio CUMIITOMOB (OCJIOKHEHHUI) X0lecTasa; * [TOXyJCHHUE MPH N30BITKE BECa;
* TEpamMio MPOrpeccHpyromero 3a0oneBaHus IEYECHH * IOCTaTOYHOE TMOTPEOICHUE KHUIKOCTH;
(umppo3a u ero OCIOKHEHUH); * ymepenHas uacossiuus (npu [16X);
* TEPAIHIO aCCOIMMPOBAHHBIX 3a00JICBAHUH.  akuuHanus nporus HAV, HBV, no nokazanusim — npo-
3.1.1 Hemeauxamenrto3noe Jjedyenue IIBX, IICX Bxmo-  TUB C€30HHOTO TPUMIIA.
qaet (Y1 A-B) [1-6]: 3.1.2 MenqukaMeHTO3HOE JiedeHue:
* CcOOMOIeHNe TPHUHIMIIOB PAlMOHAIBHOTO ITUTAHHUS C 3.1.2.1 basucnas tepanus 16X npeacrasnena B Tabnuie

18 (VI A-B) [1-4, 18-23].

Tabnmua 18 - basucHas Tepanms MBX

Mpenapar KommeHTapmm

Bo Bcex cnyyasax

YIOXK * €MHCTBEHHbIM NpPenapaT, NPOAEeMOHCTPMPOBABLLMI AONTOCPOUHbIM 3PdEKT;

* ynyJwaet BMOXMMHYECKHME, TMCTONOMMUECKME NAPAMETPbI, YOJIMHAET NPOAOMKNTENBHOCTb
MU3HKU U Bpems Ao TI, HO He OKa3bIBaeT CyLLECTBEHHOro 3pdeKTa y NaLMEHTOB C
npoaBuHYTbiMK cTagmsamu BX;

* YOXK HasHauaeTcst noxuaHeHHO B po3e 13-15 mr/kr/cyTku;

* YOXK obbluHO Ha3zHa4YaeTcs gBa)KAbl B AeHb, 3PPEKTUBHOCTb aHANOrM4YHa npm
OfHOKPATHOM MpHeMme.

MaumeHTbl € cy6onTMManbHLIM OTBETOM (He-oTBeTOM) Ha YAXK

Besagubpar* * pekomeHngosaH JSH (2014 r.) B kombuHaumm ¢ YOXK y naumeHToB, HE oTBeYaroLumx Ha
moHoTtepanuto YOXK;

* MO3MTUBHO BMSIET Ha PYHKLMOHArbHbIE MPOBbI NeveHu;

* 400 mr/cyTku;

* MOXET BbI3BaTb PabJOMMONM3, MOBbILLIEHWE aKTUBHOCTH TPAHCAMMHAE3 U Psf, APYIMX
NOBOUHBIX SIBFIEHMM, MPOTMBOMOKA3aH MpH NeYeHOHYHON He[0CTaTOHHOCTH.

MeHoubpat * pekomeHgosaH JSH (2014 r.) B kombuHaumm ¢ YOXK y naumeHToB, HE oTBevaroLmx Ha
tepanmio YOXK;

e ot 145 mr/cytkn go 200 mr/cyTku B COOTBETCTBUMM C MHCTPYKLMEN MPUMEHSIEMOrO
npenapara;

* MOXeT Bbl3BAaTb pa6ﬂ,OMMOl'IM3, NoOBbILLE€HNE aKTMBHOCTU TpaHCaMMHa3 U psag, gpyrux
I'IO60"IHbIX ﬂBﬂeHMﬁ, NPOTUBOMOKAa3aH npu I'Ie"IeHO‘-IHOﬁ HegOCTAaTO4YHOCTMH.

O6eTtmxonesas * opobpeHa FDA u pekomenpgosaHa EASL (2017 r.) gns nauMeHTOB, He OTBEYarOLMX Ha
kucnota® Tepanmio YOXK;

* ucnonbsyetcs B KombuHaumm ¢ YOXK munu moHotepanum (npu HenepeHocumoctn YO XK);

°* Ha3Ha4YaeTCs B HavanbHOM Jo3e 5 mr/cyTkn ¢ TutTpoBaHmem fo 10 mr/cyTkM B 3aBMCMMOCTH
OT NEePEHOCMMOCTH B TeueHne 6 mMecsLeB.

NB! *npumensTs nocne peructpanuu Ha Teppuropun PK

Kpurepuu otera Ha Tepanuto Y/IXK npusenenst B Tabnuue 19 [24].
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Tabnvua 19 - Kputepum ouenkn apdektupHoctu YAXK

HasBaHue Mepvon
MokasaTtenu oTBeTa Ha TepanMio
KpHTEepMeB Habnopenus
Rochester 6 mecsues o LLIdd <2 BI'H mnu nHpekc Medio (Mayo score) <4,5
Ehime 6 mecsues e | TTTN >70% v Hopmanmzaums [TTIM
Paris | 1 rop, e b <3 BI'H unun yposenb ACT <2
* Bunmupy6bun <BMH wnu <1 mr/an (17,1 mkmons /n)
Paris Il 1 ron, o LLIcb <1,5 BrH wnn ACT <1,5 BrH, mnm 6unmpy6bun <1 mr/gn (17,1
MKMoOrnb /1)
Barcelona 1 rog, o | WM >40% unm Hopmanmsaums
Rotterdam 1 rop, * Hopmanusauus 6unmybuHa m/mnm Hopmanusaums anbbymmHa
Toronto 2 ropa o LLIdD <1,67 BIH
Japan 2 ropa e LLIdb u AJIT <1 BIH — oTBeT umeertcs
¢ 1-1,5 BI'H — otBeT He3HauUTErNbHbIM
*> 1,5 B[H — oTtBeT oTcyTctBYeET

Buoxumudeckuil oTBeT sBIsieTCsl HanOoIee BAIMAU3UPOBAHHBIM HHCTPYMEHTOM olieHKH 3¢ dextuBHocTu YAXK (uare ue-
pe3 12 MecsleB), JIErKO IPUMEHUMBIM B KIIMHMYECKOM IPAKTUKE AJIs pELIeHHs BOIIPOCa O MEPEX0JIe Ha CIAEAyIOLMI ATall Tepa-
nuu. [Mapmwkckue kpurepun /I npusHansl Hanbonee MPOCTEIMU, YIOOHBIMHU U HA/ISKHBIMU.

BaswucHas tepanust mpu 0coObix BapuanTax [16X npeacrasnena B Tabnuie 20 (VI A) [1, 2, 14].

Tabrnmua 20 - Ba3ucHas Tepanms npu ocobbix BapuaHTax MBX

puaHTbl MBX

KomMmeHTapui

CumnTtomartuyeckas
(npopBuHyTas) cragms

* acpcpekt YOXK HesHauuTeneH y naumeHTOB C BbIPaXKEHHOM XKEernTyXoMH;
* paccmaTpuBatoT nokasanus k 1M1

beccumntomHas cTtapma

¢ YOXK Ha3HauaeTcs:
—npu nosbiwexun LLIA >1,5 BI'H;
—wnu nosbiwenun ACT, m/umm ANT

Pa

HHuM [BX * fle4eHne He MoKasaHo;
* HabnropgeHue kaxaple 1-2 ropa

AMA-HeratueHbin MBX

* neyeHne cooteetctByeT AMA-nosutueHomy MBX

AU

Cunppom nepexnecrta MNbX-

« YOXK;

* npepHu3onoH unu 6ypeconup, (y naunentos 6e3 LUM) B cooTeeTcTBMM C
pekomeHpauuamu no AUI;

° MO BO3MOXHOCTH nepexoast Ha moHoTepanuto Y XK nocne ncuesHoseHus
npusHakos AUl

3.1.2.2 Tepanusi 0CHOBHBIX CHMIITOMOB/CUHIPOMOB, BecTpeuaromuxes npu [IBX
[TomMumo Ga3uCHOI Teparuy MPOBOIUTCS KOPPEKIIMS CUMIITOMOB (OCJIOKHEHHIT) X0JlecTa3a U acCOLMMUPOBAHHBIX 3a00JIeBa-
Huii (tadm. 21) (YA A-B) [1-4, 6, 18-23, 25-29].
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3.1.2.3. JlexkapcrBenHast Tepanus [ICX

Ha nanHbIi MOMEHT HE MMOKa3aHO JOCTOBEPHOTO BIIMSHUS
KaKoTro-J1100 JIEKapCTBEHHOT'O CPEJICTBA Ha UCXObI U ITPOJIO0I-
JKUTEIBHOCTD XU3HU y nanueHtoB ¢ IICX. IenecooOpa3nHo
ncrionb3oBanue YIXK (B cpemnem 20 Mr/Kr/cyTku) Ha Heo-
HPENeNICHHO JOJTroe BpeMs, YTO YIydlIaeT OHOXMMHUYECKHE
IOKa3aTeld, OTHAKO He TPEeOTBpallaeT Pa3BUTHE OMIHAPHBIX
CTPHKTYD, HE CHIDKaeT HykaeMocTh B TII u neranbHoCTh (Y]]
C). [Ipu npucoeanHEHUH BOCTIATIEHUS, THOMHBIX OCIOKHEHUN
HOKa3aHa KOMOMHAIMS ¢ METPOHHUIA30JI0M WIN IPYTHMMH aH-
THOAKTepUAIBHBIMU TTpenapaTaMu  (He(pTPHAKCOH, LHUIPO-
(utoxcanuH, 1eBoQIOKCaIMH, BAHKOMHULIMH 1 aApyrue) (VI A).

Cunzpom nepexiecra IICX ¢ AUIDT sieantcst B COOTBET-
CTBHH ¢ 1poTokosioM AUT.

Jleuenune accoruupoBansbix ¢ 16X u [ICX 3a6oneBanuii
TIPOBOJMTCS COIIACHO COOTBETCTBYIONIUM KIMHUYECKUM IPO-
TOKOJIAM.

3.1.2.6. IIBX u GepeMeHHOCTH

Meunemxment [TBX npu 6epeMeHHOCTH OCYIECTBIISIETCS C
yueToM cienyromux noiaoxenui (Y A-B) [1]:

* OepemeHHOCTh y nanueHTok ¢ [16X npu orcyrcreun 111,
B LIEJIOM, TIPOTEKAET YOBIETBOPUTEIBHO;

 nareHTkaM ¢ [1BX, mmanupyoommM 6epeMeHHOCTb, a
Taroke oepeMeHHbIM ¢ [IBX, TpeOyroTcs KOHCYIbTalus U Ha-
OnroficHNEe KBATM(HUIIMPOBAHHOTO TaCTPOIHTEPOIIOTa;

* cormacHo pexkomenaauusm EASL (2017 1), Bo Bpems Oe-
PEeMEeHHOCTH ToKa3aHo mpopomkenue npuema Y/[XK;

* Tepamus KOXKHOT'O 3y/a U APYTHX IPOSBICHUI XoliecTasa

[Ipu BO3HMKHOBEHNH OCJIOKHEHUH X0JiecTa3a Teparus co-
oTBeTcTBYeT TakoBoil mpu [16X [4, 6].

3.1.2.4. JlekapcTBeHHasl Tepanusi OCJA0KHEHUH THUPPO-
3a neyeHu

B cinywasx nupporuyeckoit cragun [1BX n [ICX Tepanus
ocnoxkHenuil LI nmpoBoauTcs cOMIaCHO COOTBETCTBYIOLIMM
KIIMHUYECKUM MPOTOKOJIAM.

3.1.2.5. JlekapcTBeHHasi Tepanusi ACCOHMHMPOBAHHBIX
3a0os1eBaHu i

OCYILIECTBIISICTCS C y4eTOM Mpoguiis 0€30MacHOCTH Tpernapa-
TOB BO BpeMs1 06pPEMEHHOCTH B COOTBETCTBUU C YTBEPAKICHHbI-
MU UHCTPYKLMSIMHU 110 IPUMEHEHHIO;

* y nauuenTok ¢ LIIT B ucxone IIBX 6epeMeHHOCTD COMpsi-
JKeHa ¢ BBICOKUMHU PUCKaMH OCJIOKHEHHUH CO CTOPOHBI MaTepH
1 TJIOJa, B CBSI3U C YeM aOCOIIFOTHO IPOTHBOIOKA3aH U PEKO-
MEHJIOBAHO COOMIONCHNE KOHTPALIEIILIUH.

3.1.2.7. IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEICTB
Ha aM0YyJIaATOPHOM YPOBHE TIpEICTaBIICH B Ta0muie 22.

Tabmmua 22 - NMepeyeHb OCHOBHbIX NIEKAPCTBEHHbIX CPEACTE Ha aMbGynaTOpHOM ypoOBHe
MHH

prO,D,eBOKCMXOJ'IeBaﬂ KHUCNoTa

dapMakoTepaneBTMYECKas rpynna Jo3upoBka ya

Kancyner 250,300,450 mr | A

Mpenapatb! »enyHbIx KMCnoT
Kop ATX: AO5AA02

3.1.2.8. IlepeyeHb JONOJIHUTEILHBIX JIEKAPCTBEHHBIX CPeICTB HA aMOY/IaTOPHOM YPOBHe IPEJCTaBIIEH B Tabauue 23.

Tabmmua 23 - MepeyeHb JONOMHMTENBHLIX NEKAPCTBEHHbIX CPEACTB Ha aMbynaTopHOM ypoOBHe

MHH npenaparta dapMakoTepaneBTMYEeCKas rpynna Jlo3upoBKa ya

Byneconug, [ntokokopTHKOCTEPHOAbI Kancyna 3 mr B
Kop, ATX: RO3BAO2

MpepHnsonoH Crepougpl Tabnetka 5 mr B
Kop, ATX: HO2ABO06

MeTnnnpepgHM30noH Crepougpl TabneTka 4, 16 mr B
Kop, ATX: HO2ABO04

O6eTtunxonesas kucnora® [MNpenapartbl }KenyHbIX KMCNOT Tabnetka 10 mr B
CeneKTHBHbIM aroHUCT gpapHE30MFBHOro
X-peuentopa (FXR)
Kop, ATX: AO5AA04

MerHocpubpar Mnonunupemmueckuit npenapar Tabnetka 145, 160 mr Cc
Kop, ATX: C10ABO5

Besadgubpar* Mnonunupe muyeckmit npenapar Tabnetka 200 mr C
Kop, ATX: C10AB02

XrnoponmpamuH AHTUrMCTaMMHHbIE NpenapaTtsbl Ans P-p pnsiB/BuB/M B
CUCTEMHOIro AenCcTBMA sBeegeHus 20 mr/1 mn
Kop ATX: RO6ACS53

(beHobapbutan, kKombUuHMpoBaHHble | BapbutypaTtbl U 1X NponsBogHble Tabnetka 100 mr B

npenaparbl, cofepKaLume Kop ATX: NO3AAO2

deHobapbuTan

104 MEOULIUHA (Anmatsl), Ne10 (196), 2018 .




KJIMHUYECKUE NMPOTOKOJ1bI

Ilpooonsicenue mabauyvr 23

MHH npenapara apMakoTepaneBTMYECKas rpynna JAo3upoBKa ya
XonectMpamuH*® IMnonmMnupemuyeckre npenaparsbl MopoLllok Bo chnakoHax B
Kog ATX: C10ACO1 no 500 r u B nakeTtax
no 4 r; tabneTtkn gns
pasxeBbiBanusa 1,5 r;
cycrneHsus ans npuema
BHYTPb 3 r BO chriakoHax
Pucamnmupn MpoTMBOMMKPOBHbIE Npenapatsbl Ans Kancyna 150 mr B
CUCTEMHOrO UCMONb30BaHUSA
Kog ATX: J04ABO02
HantpekcoH CpepncTBa Ans KoppeKumn HapyLueHuH Kancyna 50 mr B
MpW ankoronmMsame, TOKCHMKO- W
HapKOMaHMH
Kog ATX: NO7BB04
CepTtpanmH AHTHMpenpeccaHTbl TabneTka, nokpbiTas B
Kop, ATX: NO6ABO6 obonoukor (50 mr, 100
Mr)
labaneHTnH MpoTuBO3aNMNenTMHeCKoe CPeACTBO Kancyna 300 mr B
Kog, ATX: NO3AX12
Kanbuutpuon Butamun D u ero ananoru Kancyna 0,25 mkr, A
Kop ATX: DO5AX02 0,5 MKr
Kanbumi [O; MpenapaTtbl Kanbums TabneTka: kanbupms A
Koo, ATX A12AA20 kapbonat 1250 mr,
xonekanbuudepon
(Butamun Ds) 5,0 mkr
(200 ME)
Kanbums kap6oHar, MpenapaTtbl KanbLus TabneTka: Kanbupms A
Xonekanbumdpepon (Butammu [3) Kog ATX: A12AX kap6oHat 1250 mr,
xonekanbuudepon
(eutamuu D3) 5,0 mkr
(200 ME)
Anbdakanbumugon Butammn D u ero aHanoru Kancyna (0,25 mkr, A
Kog, ATX: A11CCO03 1 MKr); pacteop gns
npuema BHYTPb B Macne
(9 mkr/mn)
AneHgpoHar BucdocgoHarts! Tabnetka 10 mr, 70 mr A
Kog, ATX: M0O5BA04
M6anppoHoBas KucnoTta BucdocooHaTsl Tabnetka 150 mr, A
Kog ATX: MO5BA06 Pacteop ans 8/B
BBEAEHUS
3oneppoHoBas KucnoTa BucdoceoHaTsl KoHueHTtpat gns A
Kop, ATX: MO5BAO08 NPUroTOBMNEHWsl pacTBopa
ans MHAPY3uM 5 mn
(1 donakoH)
Tepunapatug, Tepunapatup, PacTtBop pgns nogkoxHoro | A
Kog, ATX: HO5AAO02 BBegeHus, 250 mkr/mn
ButamuH petuHon ButammHbl TabneTka, copeprxaLuas A
Kog, ATX: A11C AO1 no 30 mr ButammHa A
ButamuH Tokodpepon ButammHbl Kancyna 100 ME, 200 ME | A
Kog ATX: A11HAO3
ButamuH meHapguoH AHTUremopparmyeckme cpencTea Tabnetka 15 mr A
Kog, ATX: BO2BA
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MHH npenapara apMakoTepaneBTMYECKas rpynna o3upoBKa ya
JleBoTHpOKCHH Mpenapartbl gns neuexus 3abonesaHuM Tabnetka 25 mkr, 50 mkr, | A
LUMTOBMOHOM enesbl 100 mkr
Kop, ATX: HO3AAO1
Henesa cynbdar Mpenapartb! ABYyXBaneHTHOro enesa Opaxe (325 mr xeneza) | A
ANs nepoparnbHOro NPUMeHeHus TabneTtku
Kop, ATX: BO3AAO7 NP ONOHIMPOBAHHOTO
penctems (80 mr xkenesa)
LinaHokobanamuH CTuMmynsaTopbl remonoasa PactBop gns MHbeKkumM A
Kog ATX: BO3B AO1 0,05%, 0,02% (500, 200
MKr / Mn)
Monunesas kucnota ButamuHbi: Tabnetka 1 mr A
Kop ATX: BO3BBO1
MeTtponngason MpoTMBoMKKpPOBHbIE MpenaparThbl Pacteop pns B
Kop ATX: GO1AFO1 MHPY3UIM COREPIKMT
meTpoHugasona 5 mr/
MI;
Tabnetka 250, 500 mr
LedTpHrakcoH MpoTtrBommKpObHbIE Npenapartsbl Mopowok 1 r gns B
Kop, ATX: J01DD04 NPUroTOBNEHUs pPacTBopa
onsi 8/B 1 B/ M BBEEHMS
LinnpodbnokcaumH MpoTMBOMMKPOBHLIE Npenapartbl PactBop ans uHbekumit 2 | B
Kop, ATX: JO1TMAO02 mr/mn, tabnetka 250 mr,
500 mr
MunokapnuH Mpenapartbl ans nevexus 3abonesaHui PactBop (kannu rnasHbie) | B
rnas 10 mr/mn
Kop, ATX: SO1EBO1
LUesumenmn™ MapacumnatomMmMmeTHKM Tabnetka 30 mr A
Kop ATX: NO7AXO03
LinknocnopuH* Mpenapartbl gns nevexus 3abonesaHum Kannu rnasHeie 0,05% 1 B
rnas mn
Kog ATX: SO1XA18
MaHkpeaThH MuwesaputenbHoe depmeHTHoE KuweuHopactBopumbie A
CpeacTso MMHM MUKpOCEpPBbI
Kop ATX: AO9AAO02 10 000, 25 000 EA,

3.3 laabHeiiniee BeeHue:

NB! * npuMeHsTh nocie perucrpanuu Ha Teppuropuu PK

3.2 Xupypruueckoe BMelIaTe/1bCTBO: HET.

3.3.1 Junamuyeckoe Hadaronenue 3a manuentamu ¢ IIBX u IICX npencrasneno B tadmuie 24 (Y A-B) [1-6].

Tabnumua 24 - iMHaMMyeckoe HabniofeHne 3a naumeHTamu ¢ MBX u NMCX (MMHMManNbHLIM NepeyeHb ™)

Mokasarens

MeproaMYHOCTb M 0CO6eHHOCTH KOHTpoOnsa

OAK ¢ nogcyetom TpomboumTOB

* Kaxkgble 6 mecsiues (npu LM — kaxppie 3 mecsaua)

mouesuHa, xonectepuH, MHO)

Buoxmumuueckun npocouns (ACT, ANT, LW, ITTM,
6unupy6BUH 1 ero dpaxkumm, anbbyMmH, KpeaTMHUH,

* Kaxkgble 3-6 mecsaues (npu LM — kaxpgbie 3 mecaua)

TupeoupHbiit ctaryc (TTI)

* ExxerogHo

CopeprkaHne KMPOopPacTBOPHUMbIX BUTAMMHOB B KPOBU

* Kaxxgble 6 mecsiues

ADI

e Kaxxgple 6 mecsiues

CA 19-9 (npu MCX)

e Kaxxgple 6 mecsues

Y3M opraHos 6pHOLLHONM MOMNOCTH

* Kaxxgble 6 mecsiues
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Mokasarenb MepMOAMYHOCTL M OCOBEHHOCTH KOHTpONS
3rac (s cnywasx LIM) * Kaxkpgble 1-2 ropa (B 3aBMCMMOCTH OT pe3ynbTaToB
npegbigywen IOC)
MneokonoHockonus (B cnyuvasx MNCX) * Mpu otcytcteun B3K Ha MomeHT nepeuyHOM

[OMarHOCTUKM — Kakaple 5 net
* Mpu Hanmumn B3K — exxeropgHo

* Ins koHTponsa gucnnasum npu NCX-accoummpoBaHHOM
B3K pekomeHAayeTcs MNEOKONOHOCKONMS C
MCMOMNb30BaHMEM BMTArbHbIX METOLOB OKPALLMBAHMS
(xpomosHpockonmm), NBI unm gpyrux supos
Y3KOCMEKTPanbHOM 3HAO0CKOMMUM C MPULLENbHBIMU
6uoncuamm

PeHTreH-geHcHTOMETPUS KOCTEN e Kaxkgble 2 ropga
*TMpn UMPPO3€E NEYEHU M ErO OCNOMHEHMSAX, a TAKIKE acCOLMMPOBAHHBIX 3aDONEBaHMAX MHTEPBAN MEXAY OTAErNbHbIMM
MCCNENOBaHMUSIMM MOXET BbITb YKOPOUEH M MO MOKAa3aHWUsIM Ha3HauYeHbl JOMOMHMTENbHblE NabopaTopHbIe TECTbl U MH-
CTPYMEHTarbHblE MEeTOofbI

3.4 UuaukaTopbl 3¢ (eKTHBHOCTH JedeHUsI U §€30MACHOCTH METO/I0B THATHOCTHUKY M JIeUeHHsI:

* HopManu3aius QyHKIHOHAIBHBIX P00 neuenu (1uist [IBX — coorBercrBue Paris I, I u apyrum kputepusiM 3G HeKTHBHOCTH
JiedeHust cornacHo tabnuie 19);

* perpeccusi CHMIITOMOB XOJIE€CTa3a, YAy4lIeHHe KaueCTBa KU3HHU;

* OTCYTCTBHE IPOrPECCUPOBaHHMs 3200IEBaHUS [ICYCHU.

4. TOKA3AHMUS JJIS1 TOCIIUTAIM3ALIAN C YKASAHUEM THUITA TOCIIMTAJIN3ALIAN **:

4.1 llokxa3anus A1 NVIAHOBOI rOCIIMTATN3AIMH: 4.2 Tloxa3anus N1 IKCTPEHHON rOCIUTATU3ANUN:

* OuoIICHs IIEYEHH U YCTAaHOBJIEHUE AUArHo3a; * Ie4eHue yrpoxaromux ocnoxuenuit 1T (kpoBoreueHus

 neyenue ocnokHenuil LI1 (Bapuxo3Horo pacmmpenus — u3 BPBII, remaropeHanbHbIN CHHAPOM, CIOHTAHHBINH OakTepy-
BEH IHIIEBOAA U xKenynka, acuuta, ['TIK u npyrux); aJIbHbII IEPUTOHUT U APYTUX);

* JeueHHe coueTaHHbIX 3a0oneBanuii (B3K u npyrunx); * BBINIOJIHEHUE DJKCTPEHHBIX JHIOCKONMMYECKUX U IpPYy-

* BBINOJIHEHHE TUIAHOBBIX DHIOCKOIIMYECKUX M JPYTUX Ma-  TMX MAJOMHBA3UBHBIX BMEIIATEILCTB Ha KEIYEBBIBOIAIINX
JIONHBA3MBHbIX BMEILIATENILCTB HA JKEJIYEBBIBOAALINX MYyTAX; My TsX;

* IJTAHOBAs TPAHCIIAHTALMA IEYEHH. * DKCTPEHHAs TPAaHCIIAHTAlMA IEYEHN.

5. TAKTHUKA JIEHEHWA HA CTAIUOHAPHOM YPOBHE

5.1 HemeauKaMeHTO3HOe JIeUeHHE: CMOTPETh MOAMYHKT 5.2.1 IlepeyeHb OCHOBHBIX JE€KAPCTBEHHBIX CPEICTB:
3.1.1, myHkra 3. CMOTpEeTh MOANYHKT 3.1.2.6, mynkra 3 (tabmn. 22).

5.2 MeaukaMeHTO3HOe JIeYeHHe: CMOTPETb MOAMYHKT 5.2.2. IlepeyeHb [ONOTHUTENBHBIX JEKAPCTBEHHBIX
3.1.2, mynkra 3. CPeICTB TIpEICTaBlcH B Tabnuie 25.

Tabnuua 25 - MepeyeHb AONONHMTENbHbIX NIEKAPCTBEHHbIX CPEACTB Ha CTaLlMOHAPHOM YPOBHE

MHH npenapara dapMakoTepaneBTM4YeCKas rpynna Jo3upoBKa ya

byneconunpg, [mtokokopTHKOCTEpPHOAbI Kancyna 3 mr B
Kop, ATX: RO3BAO2

MpepHusonoH Crepougpl Tabnetka 5 mr B
Kop, ATX: HO2ABO06

MeTunnpepHnsonoH Crepougpl Tabnetka 4, 16 mr B
Kop ATX: H02ABO4

ObeTnxonesas kucnora* Mpenapartb! »enyHbIx KMcnoT Tabnetka 10 mr B
CeneKTHBHbIM aroHUCT dpapHE30MEHOro
X-peuentopa (FXR)
Kog ATX: AO5AA04

MeHobubpat Mnonunupemuyeckmit npenapar Tabnetka 145, 160 mr C
Kop, ATX: C10ABO5
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MHH npenapara MapMakoTepaneBTMYECKas rpynna Jo3upoBka ya
Besadubpar* Mnonunuaemuyeckui npenapat Tabnetka 200 mr C
Kop ATX: C10AB02
XnoponmpamuH AHTMIMCTaMMHHbIE Npenapartbl Ans P-p pns B/B 1 B/Mm BBegenus 20 | B
CUCTEMHOIO O,EeMCTBUSA mr/ 1 mn
Kop ATX: RO6ACS53
beHobapbuTan, Bapbutypartbl U Ux npoussogHbie Tabnetka 100 mr B
KOMBMHMPOBaHHblEe Kop, ATX: NO3AAO2
npenaparbl, coaepalume
dpeHobapbuTan
XonectnpammH* MnonmMnupemuueckre npenapartsl Mopoluok Bo cpnakorax no 500 r | B
Kop ATX: C10ACO1 M B nakeTax no 4 r; tabneTtku
Ans pasxesbiBanmsa 1,5 r;
CycrneHsus Ans NpMema BHYTPb 3 T
BO cpnakoHax
Pudpamnmupmn MpoTMBOMMKPOBHbIE Npenaparbl Ans Kancyna 150 mr B
CMCTE@MHOrO MCMOMb30BaHMs
Kop ATX: J0O4ABO02
HantpekcoH CpepcTBa Ans KOPPEKLMM HapyLLEHUM MpPK Kancyna 50 mr B
anKoronmMame, TOKCUKO- M HapKOMaHWH
Kop, ATX: NO7BB04
CeprtpanuH AHTHMAEnpeccaHThbl TabneTka, nokpbitas obonoukon | B
Kop, ATX: NO6ABO6 (50 mr, 100 mr).
labaneHTHH MpoTnBo3anMnenTMyeckoe cpeacTso Kancyna 300 mr B
Kog ATX: NO3AX12
Kanbuntpuron ButammuH D 1 ero aHanoru Kancyna 0,25 mkr, A
Kop ATX: DO5AX02 0,5 Mkr
Kanbummn [ Mpenapartbl kanbuus Tabnetka: kanbums kapboHaTt A
Kopg, ATX A12AA20 1250 mr, xonekanbuudepon
(Butamuu D3) 5,0 mkr (200 ME)
Kanbums kap6boHar, Mpenapatbl Kanbuus TabneTka: Kanbums KapboHat A
Xonekansuudepon Kopg ATX: A12AX 1250 mr, xonekanbumdepon
(Butamun ;) (sutamumn D3) 5,0 mkr (200 ME)
Anbdakanbumpon ButammH D 1 ero aHanoru Kancyna (0,25 mkr, 1 mkr); A
Kog, ATX: A11CCO03 pacTBop Ans nprvema BHYTPb B
macne (9 mkr/mn)
AneHppoHar BucdocdoHatsl Tabnetka 10 mr, 70 mr A
Kop ATX: MO5BA04
Mb6anppoHoBas Kucnota BucdocdoHatsl Tabnetka 150 mr, A
Kop, ATX: MO5BA06 Pacteop gns B/B BBEOEHUS
3oneppoHoBas Kucnota BucdocdoHatsbl KoHueHTpaTt ans npurotosnenus | A
Kop, ATX: MO5BA08 pacTtBopa ans MHAPY3MUM 5 mMn
(1 dpnakoH)
Tepunapatug, Tepunapatug, PactBOp pns nogkoxHoro A
Kopg, ATX: HO5AA02 BBegeHus, 250 mkr/mn
Buramun PetuHon ButamuHbl TabneTtka, cogeprawas no 30 A
Kop, ATX: A11C AO1 MF BUTamMMHa A
Butamun Tokodpepon ButamuHsbl Kancyna 100 ME, 200 ME A
Kop ATX: A11HAO3
Butamun MeHapuoH AHTUremopparmyeckue cpepcrtsa Tabnetka 15 mr A
Kop ATX: BO2BA
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npenaparbl
Kop, ATX: SO1BCO3

MHH npenapara apMakoTepaneBTMYECKas rpynna Ao3upoBKa ya
JlesoTupokcuH Mpenapartbl gns neuexus 3abonesaHum Tabnetka 25 mkr, 50 mkr, 100 A
LLUMTOBMOHOM enesbl MKF
Kog ATX: HO3AAO1
SnoaTuH-anbga AHTHMaHeMMYecKHue npenaparbl Pacteop gns 8/8B 1 n/k A
Kopg, ATX: BO3XAO1 seegerus 500 ME/mn unn 2000
ME/mn
Yenesa cynbgar MNpenapatbl AByXxBaneHTHOro enesa gns Opaxe (325 mr »enesa) A
nepopanbLHoOro NPUMeHeHus TabrneTkn NPOMOHrMPOBAHHOIO
Kop, ATX: BO3AAO7 pencteus (80 mr xenesa)
Xenesa Il ruppokenp- MpenapaTbl TpexeBaneHTHoro >enesa ans Pacteop ansi 8/B M B/M A
[AEKCTPAHOBbIM KOMMMEKC | MapeHTepanbHOro NpMMeEHeHHs BBefeHus 50 mr/mn - 2 mn
Kop, ATX: BO3ACO06
LinaHokobanammuH CTumynaTopbl reMonoasa Pacteop pns uHbekumn 0,05%, A
Kop ATX: BO3B AO01 0,02% (500, 200 mkr/mn)
Monunesas kucnota ButamuHbi: Tabnetka 1 mr A
Kop, ATX: BO3BBO1
MeTponunpaszon MpoTtuBoMMKpPOBHbIE Npenapartsbl PactBop ans uHdysmi 5 mr/mn; | B
Kog ATX: GO1AFO1 Tabnetka 250, 500 mr
LledpTprakcon MpoTtuBoMMKpOBHbIE Npenapartsbl Mopowok 1 r pans B
Kog ATX: J01DD04 NPUroTOBMEeHUsl pacTBopa Ans
B/B 1 B/M BBEEHMUS
LunpodnokcauuH MpoTtuBoMMKpPOBHbIE Npenapartsbl PactBop pns uHbekumi 2 mr/ B
Kog ATX: JO1TMAO2 mn, Tabnetka 250 mr, 500 mr
JleBodpnokcaumH MpotuBoMMKpOBHbIE Npenapartsbl Tabnetka 250 mr, 500 mr; B
Kog ATX: JOTMA12 pacteop Ans uHdysun 0.5%
(500 mr/100 mn)
BaHkommupH MpoTtuBoMMKPOBHbIE Npenapartsbl Mopoluok nModunuamnposaHHein | B
Kop, ATX: JO1XAO1 [LNs NPUrOTOBIIEHWs pacTBOPa
Ans MHAY 31K
500 mr, 1000 mr
MunokapnuH Mpenapartbl gns neuexus 3abonesaHui rnas Pacteop (kanmu rnassbie) 10 B
Kop, ATX: SO1EBO1 Mr/mn
LiesumennH* MapacrmnaTtoMmmeTHKH Tabnetka 30 mr A
Kop ATX: NO7AX03
Liuknocnopmn* Mpenapartbl gns neuexus 3abonesaHui rnas Kannu rnasHbie 0,05% 1 mn B
Kop, ATX: SO1XA18
MaHkpeatuH MuwesaputensHoe dpepmeHTHOE CPencTBo KuweyHopacTsoprMble MHUHK- A
Kog ATX: AO9AAQ02 mukpocdpepsi 10 000, 25 000 EL,
MHpomeTtauuH HecTtepounpgHbie npoTuBoBOCNanMTENbHbIE M PekTtanbHble cynnosutopun 50, A
NPOTMBOPEBMATHUYECKME CPEACTBA 100 mr
Kop ATX: MO1ABO1
OuknodpeHak HaTpus HecTepoungHbie npoTrMBoBOCNanMTErbHbIE PekTtanbHbie cynnosutopum A

50,100 mr

5.3.3 Xupypruueckoe BMelIaTeJ1bCTBO

Xupyprudeckoe JeUCHHE XOISCTaTHYECKUX 3a00JIeBaHMIH
BKJItOUaeT B cels: sHpockonuueckyt Tepanuto [1CX, acco-
IIUUPOBAHHEIX 3a0omeBanuit n ocnoxueHnit (XKKB, xomopek-
TaJBHBIA pak W T.A.), TpaHCIUIaHTanuio nedenu npu [ICX u

NB! *npumeHsATh HOCKE perucTpanuu Ha tepputopuu PK
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[1BX, a Takxe 3HAOCKONMMUYECKOE M XUPYPrUUECKOE JICUCHUE

ocnoxkuennit LI n 'K, xoTopbie BBIMOTHSIOTCS COTIACHO

COOTBETCTBYIOILIUM ITPOTOKOJIAM.
5.3.3.1 Dupockonuyeckue Metoanl Jeuenus [ICX
DHJIOCKOITUYECKUE METOJIbI TTOKa3aHbl, B OCHOBHOM, TaIlH-
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K YECKUE NMPOTOKOJ1bl .

€HTaM C JIOMUHAHTHBIMHU CTPUKTYPAaMH U BBITNOJIHAIOTCA C yUe-
oM crenyromux pekomenpanuii ESGE/EASL (Y A-C) [5]:

* OPXITII" 1 5HA0CKONMYECKHE METO/IbI JICUEHH S BBIITOJIHSIOT-
C B CTAIIMOHAPHBIX YCIOBHSAX KBAIH(HIMPOBAHHBIMH CIICIHA-
JIMCTaMH, UMEIOLIMMH OIBIT TAHKPEATOOMINAPHOI 3HI0CKOIINH;

« mepen OPXIII y manmentos ¢ [ICX moxazano npodumak-
THYECKOE Ha3HaYeHHE aHTHOMOTHKOB,

« nepex wn ocae DPXIII B memsix MpoQuiIakTHKA ITaHK-
pearuTa 1enecoodpa3Ho HazHaueHue nHaomerarpHa (100 mr)
nnu qukinogdenaka (150 Mr) pexkraibpHo;

e noMuHaHTHBIE CTPUKTYphI mipu DPXIID onpenemnstorcs
KaK CTEHO3bl AMaMETpOM MeHee 1,5 MM B OOLIEM KETYHOM
npoToke u/nian MeHee 1,0 MM B Ie4€HOUHOM TPOTOKE Ha pac-
CTOSIHHMU B IIpesieiaX 2 CM OT CIMSHUS II€4EHOUHbIX IPOTOKOB;

* B ciryyasx oOHapyxeHus ipu MPXTIIT knuHuyecku 3Ha-
YUMBIX JOMMHAHTHBIX CTPUKTYp y mamnuentos ¢ IICX supo-
CKOIIMYECKOE JICYCHHE LEeNeCO00pa3sHO MPOBOAUTH C COMYT-
CTBYIOIIUM OTOOPOM AYKTalbHBIX NPOO (IIETOYHAS LUTONIO-
THs, SHA0OMIIHapHas OHOTICHs);

* BBIOOP MEXTy CTCHTHPOBAHNEM U OAJIIOHHOI AUIaTari-
el ocTaercs Ha yCMOTpPEHHE YHJIOCKOIUCTA;

* 1[e]1eCO00pa3HO BBIOUPATh OaJIOHBI KaIUOpPOM, HE Ipe-
BBIIIAIOMIUM MaKCUMAJIBHBIN KaquOp MPOTOKOB, OTpaHHYHBA-
IOLIUX CTPUKTYPY;

Tabnuua 26 - Ocob6eHHOCTH TPAHCNNAHTAUMM NeYeHU NpPpM NepBHMUYHbIX XOoNecTaTM4eCKMX 3aboneBaHusx

* TIOBTOpHAS JWIATalls PELMAMBHUPYIOMIEH JIOMHHAHTOM
CTPUKTYpBI IienecooOpasHa, eciu: 1) jaHHas JIOMHHAHTHAs
CTPUKTYpa C OOJBILION BEPOSTHOCTBIO SIBISICTCS MPUYMHOM pe-
OUAMBUPYIOIIMX CHUMIITOMOB (XOJAHTHTA, 3yAd) W/HWIH CyIle-
CTBEHHOT'O TOBBIIICHNS] aAKTUBHOCTH (DEPMEHTOB XOJIeCTasa, JIM00
2) OTBET Ha MpeJIbIILYIIHIe JMIaTaui ObUT YIIOBIETBOPUTEIIBHBIM;

* U1l JOMUHAHTHOW CTPUKTYPBI BO BHEMIEYEHOUHBIX MPO-
TOKaX 11e1€c000pa3Ho BbIOUpATh OIUH CTEHT pazmepoM 10-Fr,
JUTSL XUJIAPHBIX CTPUKTYpP - JBa CTeHTa pa3mepoM 7-Fr, mpo-
JIBUTAEMbIX B TIPaBbIi MJIH JIEBBII [1€UEHOUHBIN POTOK (OKOH-
YaTeabHBIH AUAMETP CTEHTOB B Clydae MOATAMHOIO CTEHTHU-
pOBaHu:);

* 1[eeco00pa3Ho YOausITh CTEHTBI, UCIOIb3yeMBble IS
JIeYeHUs1 JIOMUHAHTHBIX CTPUKTYp, uepe3 1-2 Hexenu mocie
YCTaHOBKH;

* OWIMApHYIO NAMMUIOTOMAIO / COUHKTEPOTOMHIO Iielie-
Co00pa3HoO paccMaTpuBarh, B YaCTHOCTH, IOCJIE CIIOKHOHN Ka-
TETepU3allUU, NPU ATOM HEOOXOIMMO B3BECHTH OXXKHIAEMYIO
HOJIB3Y JTAaHHOW MPOLEAYPHI IIPOTUB €€ PUCKOB B KaXKJIOM OT-
JICJIGHOM CcIIydae.

5.3.3.2 TpancnianTanus nevyeHu

Oco0eHHOCTH TpaHCIJIAHTAIMY [IEYCHH U MTOKAa3aHus K ee
BBITIOJTHEHUIO TIPUBE/ICHBI B TaOnuUIax 26 1 27 COOTBETCTBEHHO
[1-4, 6, 30].

¢ Child-Turcotte-Pugh
* Bunupy6uH

* Mayo

* MELD

MporHocTMyeckne mopenu
(nokasaTenu M LIKanbl)

* 3yn, MOXKeT BbiTb €OMHCTBEHHbIM MOKAa3aHUEM

*1rog: 83-92%
* 5 net: 75-85%

BbnkuBaemocTb nauneHta /
rpadra

Peumpue NMBbX * B uenom, 30-35%

* 15 -25% B Teuenune 10 ner
* XapaKkTepu3yeTcs rpaHyneMaTo3HbIM MOPAaXKEHUEM XEMUHbIX MPOTOKOB
* AMA He sBnseTcs gMarHOCTMYECKMM TECTOM

* LlenecoobpasHocTtb npodmnaktnieckoro ucnonb3osanms YOXK He pokasaHa

Tabnuua 27 - Moka3saHus K TPaHCMJIAHTaUMM NeYeHU NPHU XonecTaTuueCKMX 3aboneBaHusx

KoM6uHaumnsa noxkasarenei
wkanbl Child-Turcotte-Pugh
u 6unmpy6una (ans M6X)

* Child—Pugh >8

* O6wmi Gunupy6uH >5,0 mr/aon (85 MkMornb /n) B coYeTaHun C OOHUM M3
CreayoLMX OCMOMXHEHMM:

—MEeYeHOYHas KOMa;

- XXKK BcnepcTeue noprtanbHoM runepTeHsmu;

— pedpaKTepHbIM acumT u/unu NneepanbHbIM BbINOT;

-CrIb, TeC, IMCc;

—-TUK;

—3y[, Bbi3blBatoLMi B6ECCOHHMLY;

—Taxenasa o6u.|,a;| cnabocTb M CHMXKEHWE KadecTsa HXU3HU, TaXKenasa ocTeomanaums.

Llikana Mayo pans MNBX
(Updated Natural History
Model for PBC from the
Mayo Clinic)

*>7,8

MELD

* >15 (KoHcynbTauus TpaHcnnaHTonora npu nokasarene >12)

5.4 JlanbHeiiliee BeaeHue:

5.4.1 lunamuyeckoe Ha0/Ja0deHne: CMOTPETh NOAMYHKT 3.3.1, myHkra 3.
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* HOpManM3auus (YHKIUOHAIBHBIX TPOO medeHu (st
IBX — cootBerctBue Paris I, Il n npyrum kpurepusm s¢pdek-
TUBHOCTH JICYCHHUS COINIacHO Tadmuie 19);

7.1 Cnincok pa3padoTYNKOB POTOKOJIA:

1) HepcecoB Anekcannp ButambeBnd — mokTop Memu-
IUHCKKUX HayK, rnpogeccop, 3aBeayromuil Kadeapoi ractpo-
SHTEPOJIOTUU M TENaTrojioruu ¢ KypcoMm sHuockonmn HUUN
KapANOJIOTUH U BHYyTpeHHHX Oonesneid M3 PK, npencenarens
Kazaxckoii accorumaru mo m3ydeHuto nedenu, wieH EASL,
AASLD, APASL, Anmarsr.

2) PancoBa Aliryiib MypaToBHA — KaHIUAAT MEAUIIMHCKAX
HayK, 3aBefyiomas | TtepameBrudyeckuM otaeneHuem HUU
Kap/MOJIOTUH ¥ BHYTpeHHUX Oose3neit M3 PK, AnmMarsr.

3) xymabaeBa Anmarynb EpknHOBHa — Maructp o0-
[IECTBEHHOTO 3[JpaBOOXPAaHEHMs, PYKOBOIUTENb PecryOmu-
KaHCKOT0 KOOPIAMHALMOHHOTO LIEHTPa TaCTPOIHTEPOJIOTHH H
TeraToNOTHH, aCCHCTEHT Kadenpbl racTpOIHTEPOJIOrUd H Te-
narojoruu ¢ Kkypcom suaockonuu HUW xapamonoruu u BHy-
TpeHHuX Oonesneit M3 PK, riaBHBIN BHEIITATHBIN TeIaTONOT
V3 r. Anmarsl, cekperapb Kazaxckoil accouuanuu 1no usyue-
HUIO niedeHu, wieH EASL, Anmarel.

4) KaiiOymnaea Jxamuist AXTaHOBHA — KaHIUIAT ME/TH-
[MHCKUX HayK, JOLEHT Kadeapbl raCTPOIHTEPOJIOTUH H rera-
Tonorun ¢ kypcom sHpockonuu HUW xapauonoruu u BHY-
TpeHHux Oonesneit M3 PK, npesunent Kazaxckoro HayqHOro
o01ecTBa 1Mo U3yYCHHIO KUIICYHUKA.

5) KonbicOekoBa Auusi AHambsIpOBHA — Maructp oorie-
CTBEHHOTO 3[[PAaBOOXPAHEHMS, PYKOBOIUTENb TeNaTOIOTH-
yeckoro nentpa AO «PecnyONMMKaHCKUA JUArHOCTHYECKUI
uentp» Kd UMC.

6) Maxankuna Jlapuca ['eHHagueBHa — KaHIWIAT MEIU-
IIMHCKUX HayK, JOLEHT KadeIphl KITMHUYECKOH (apmaxonoruu
uHTepHatypbl AO «MeguuuHckuii YHuBepcuTeT AcTaHay,
AcraHa.

7.2 Yka3aHue Ha OTCYTCTBHE KOH()IMKTA HHTEPECOB: HET.

7.3 PeneH3eHThI:

1) Maesckass Mapuna BukropoBHa — JOKTOp MEIHIIMH-
CKHUX HayK, podeccop Kadeapsl NPONEeAESBTUKN BHYTPEHHUX
6onesneit um. B.X. Bacunenko IlepBoro MockoBckoro me-
quiuHcKoro yHuepcureta uM. .M. CeueHosa, Bulle-mnpe-
3ugeHT Poccuiickoro oOriecTBa Mo W3y4YEHHIO MEYCHH, YIIeH
EASL, Mocksa, Poccus.

2) BenenwbOaesa I'ynbHapa ['abayanneBHa — JOKTOP ME/TH-
IUHCKHUX HayK, mpodeccop, 3aBeayromas kapeapoit axyib-
TeTa NOCIEeAUIIIOMHOTO 00pa3oBaHust Kazaxckoro HaloHasb-
Horo MenunuHckoro ynusepcutera uMm. C.JI. Acdhenausposa
M3 PK.

3) Barbip6exoB Kanar Ymupzakosud — 3aBenyromuii otae-
nenueM sHaockonuu HUM TpaBmaronoruu u oproneanun M3
PK, npe3unent Kazaxckoro sHI0CKONNYECKOTO 00IIECTBa.

7.4 Yka3zanue ycjioBHii mepecMoTpa nporoxouia: Ilepe-
CMOTp NPOTOKOJIA Yepe3 S JIeT MOCcie ero onyOoIMKOBaHUS HIIH
MIPY HAJTMYUHU HOBBIX METOJIOB C YPOBHEM JI0Ka3aTeIbHOCTH.

KJIMHUYECKUE NMPOTOKOJ1bI

6. HTHAUKATOPBI DO PEKTUBHOCTH JEYEHUSA NIBX, IICX

¢ perpeccus CMMIITOMOB X0JICCTas3a, YIIydlICHUE Ka4€CTBA XKU3HU,
¢ OTCYTCTBUEC ITPOTPECCUPOBAHUS 3a00J1CBaHUs IICYCHU,
¢ CBOCBPCMCHHAs TpaHCIJIaHTALlH TICYCHU.

7. OPTAHU3AIIMOHHBIE ACITEKTBI ITPOTOKOJIA:

7.5 CniucoK HCNoJIb30BAHHOM JINTEPaTyPhI:

1 EASL Clinical Practice Guidelines: The diagnosis and
management of patients with primary biliary cholangitis //
J Hepatology. —2017. — Vol. 67. — P. 145-172

2 Guidelines for the management of primary biliary
cirrhosis. The Intractable Hepatobiliary Disease Study Group
supported by the Ministry of Health, Labour and Welfare
of Japan // Hepatology Research. — 2014. DOI: 10.1111/
hepr.12270, 71-90

3 Lindor K.D., Gershwin E., Poupon R., Kaplan M. et al.
Primary Biliary Cirrhosis // Hepatology. — 2009. — P. 291-308

4 EASL Clinical Practice Guidelines: Management of
cholestatic liver diseases // J Hepatology. — 2009. — Vol. 51.
—P.237-267

5 Role of endoscopy in primary sclerosing cholangitis:
European Society of Gastrointestinal Endoscopy (ESGE)
and European Association for the Study of the Liver (EASL)
Clinical Guideline // Journal of Hepatology. — 2017. — Vol. 66.
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Hampe J. et al. The ascending pathophysiology of cholestatic
liver disease // Hepatology. —2017. — Vol. 65. — P. 722-738
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hepatitis/primary biliary cirrhosis overlap syndrome // Am J
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scale characterization study of patients with antimitochondrial
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antibodies but nonestablished primary biliary cholangitis //
Hepatology. —2017. — Vol. 65. —P. 152-163

15 Corpechot C., Carrat F., Poujol-Robert A., Gaouar F.,
Wendum D., Chazouilleres O. et al. Noninvasive elastography-
based assessment of liver fibrosis progression and prognosis
in primary biliary cirrhosis // Hepatology. — 2012. — Vol. 56.
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17 Corpechot C., Gaouar F., Lemoinne S., Kemgang
Fankem A., Poupon R., Chretien Y. et al. Fibroscan improves
the ability of the new prognostic scoring systems to predict
outcomes of PBC // J Hepatol. —2016. — Vol. 64. —P. 177-178

18 Webb G.J., Hirschfield G.M. Primary biliary cholangitis
in 2016: Highdefinition PBC: biology, models and therapeutic
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19 Rudic J.S., Poropat G., Krstic M.N., Bjelakovic
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CD000551.

20 Corpechot C., Abenavoli L., Rabahi N., Chretien
Y., Andreani T., Johanet C. et al. Biochemical response to
ursodeoxycholic acid and long-term prognosis in primary
biliary cirrhosis // Hepatology. — 2008. — Vol. 48. — P. 871-877

21 Ghonem N.S., Assis D.N., Boyer J.L. Fibrates and
cholestasis // Hepatology. — 2015. — Vol. 62. — P. 635-643

22 Yin Q., Li J,, Xia Y., Zhang R., Wang J., Lu W. et al.
Systematic review and metaanalysis: bezafibrate in patients
with primary biliary cirrhosis // Drug Des Devel Ther. — 2015.
—Vol. 9. — P. 5407-5419

23 Grigorian A.Y., Mardini H.E., Corpechot C., Poupon
R., Levy C. Fenofibrate is effective adjunctive therapy in the
treatment of primary biliary cirrhosis: A meta-analysis // Clin
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24 Trauner M., Fuchs C.D., Halilbasic E., Paumgartner G.
New therapeutic concepts in bile acid transport and signalling
for management of cholestasis // Hepatology. — 2017.
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25 Khurana S., Singh P. Rifampin is safe for treatment
of pruritus due to chronic cholestasis: a meta-analysis of
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26 Jones E.A., Neuberger J.M., Bergasa N.V. Opiate
antagonist therapy for the pruritus of cholestasis: the avoidance
of opioid withdrawal-like reactions // Q J Med. — 2002.
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27 Treeprasertsuk S., Silveira M.G., Petz J.L., Lindor
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28 Pares A., Guanabens N. Osteoporosis in primary biliary
cirrhosis: pathogenesis and treatment // Clin Liver Dis. —2008.
—Vol. 12. - P. 407-424

29 Allocca M., Crosignani A., Gritti A., Ghilardi G.,
Gobatti D., Caruso D. et al. Hypercholesterolaemia is not

associated with early atherosclerotic lesions in primary biliary
cirrhosis // Gut. — 2006. — Vol. 55. — P. 1795-1800

30 Martin P., DiMartini A., Feng S., Brown Jr R., Fallon
M. Evaluation for liver transplantation in adults: 2013 practice
guideline by the American Association for the Study of Liver
Diseases and the American Society of Transplantation //
Hepatology. —2014. — Vol. 59. — P. 1144-1165. [255] European
Association for the Study of the Liver. Electronic address ece.
EASL Clinical Practice Guidelines: Liver transplantation.
J Hepatol 2016;64: 433-485.

REFERENCES

1 EASL Clinical Practice Guidelines: The diagnosis and
management of patients with primary biliary cholangitis.
J Hepatology. 2017;67:145-72

2 Guidelines for the management of primary biliary
cirrhosis. The Intractable Hepatobiliary Disease Study Group
supported by the Ministry of Health, Labour and Welfare of
Japan. Hepatology Research. 2014. DOI: 10.1111/hepr.12270,
71-90

3 Lindor KD, Gershwin E, Poupon R, Kaplan M, et al.
Primary Biliary Cirrhosis. Hepatology. 2009:291-308

4 EASL Clinical Practice Guidelines: Management of
cholestatic liver diseases. J Hepatology. 2009;51:237-67

5 Role of endoscopy in primary sclerosing cholangitis:
European Society of Gastrointestinal Endoscopy (ESGE)
and European Association for the Study of the Liver (EASL)
Clinical Guideline. Journal of Hepatology. 2017;66:1265-81

6 Chapman R, Fevery J, Kalloo A, Nagorney DM, et al.
Diagnosis and Management of Primary Sclerosing Cholangitis.
Hepatology. 2010;51(2):660-78

7 Beuers U, Gershwin ME, Gish RG, Invernizzi P, Jones
DE, Lindor K, et al. Changing nomenclature for PBC: from
‘cirrhosis’ to ‘cholangitis’. J Hepatol. 2015;63:1285-7

8 Boonstra K, Kunst AE, Stadhouders PH, Tuynman HA, et
al. Rising incidence and prevalence of primary biliary cirrhosis:
a large population-based study. Liver Int. 2014;34:31-8

9 Griffiths L, Dyson JK, Jones DE. The new epidemiology
of primary biliary cirrhosis. Semin Liver Dis. 2014;34:318-28

10 Jansen PL, Ghallab A, Vartak N, Reif R, Schaap FG,
Hampe J, et al. The ascending pathophysiology of cholestatic
liver disease. Hepatology. 2017,65:722-38

11 Vergani D, Alvarez F, Bianchi FB, Cancado EL, Mackay
IR, Manns MP, et al. Liver autoimmune serology: a consensus
statement from the committee for autoimmune serology of
the International Autoimmune Hepatitis Group. J Hepatol.
2004;41:677-83

12 Invernizzi P, Lleo A, Podda M. Interpreting serological
tests in diagnosing autoimmune liver diseases. Semin Liver
Dis. 2007;27:161-72

13 Muratori P, Granito A, Pappas G, Pendino GM, Quarneti
C, Cicola R, et al. The serological profile of the autoimmune
hepatitis/primary biliary cirrhosis overlap syndrome. Am J
Gastroenterol. 2009;104:1420-5

14 Dahlqvist G, Gaouar F, Carrat F, Meurisse S, et al. Large-
scale characterization study of patients with antimitochondrial
antibodies but nonestablished primary biliary cholangitis.
Hepatology. 2017;65:152—63

15 Corpechot C, Carrat F, Poujol-Robert A, Gaouar F,

112

MEMILUHA (Anmatbl), Ne10 (196), 2018 .




Wendum D, Chazouilleres O, et al. Noninvasive elastography-
based assessment of liver fibrosis progression and prognosis in
primary biliary cirrhosis. Hepatology. 2012;56:198-208

16 European Association for Study of Liver Asociacion
Latinoamericana para el Estudio del Higado. EASL-
ALEH Clinical Practice Guidelines: Non-invasive tests for
evaluation of liver disease severity and prognosis. J Hepatol.
2015;63:237-64

17 Corpechot C, Gaouar F, Lemoinne S, Kemgang Fankem
A, Poupon R, Chretien Y, et al. Fibroscan improves the ability
of the new prognostic scoring systems to predict outcomes of
PBC. J Hepatol. 2016;64:177-8

18 Webb GJ, Hirschfield GM. Primary biliary cholangitis
in 2016: Highdefinition PBC: biology, models and therapeutic
advances. Nat Rev Gastroenterol Hepatol. 2017;14:76—8

19 Rudic JS, Poropat G, Krstic MN, Bjelakovic G, Gluud C.
Ursodeoxycholic acid for primary biliary cirrhosis. Cochrane
Database Syst Rev. 2012;12:CD000551

20 Corpechot C, Abenavoli L, Rabahi N, Chretien
Y, Andreani T, Johanet C, et al. Biochemical response to
ursodeoxycholic acid and long-term prognosis in primary
biliary cirrhosis. Hepatology. 2008;48:871-7

21 Ghonem NS, Assis DN, Boyer JL. Fibrates and
cholestasis. Hepatology. 2015;62:635-43

22 Yin Q, Li J, Xia Y, Zhang R, Wang J, Lu W, et al.
Systematic review and metaanalysis: bezafibrate in patients
with primary biliary cirthosis. Drug Des Devel Ther.
2015;9:5407-5419.

23 Grigorian AY, Mardini HE, Corpechot C, Poupon R,
Levy C. Fenofibrate is effective adjunctive therapy in the

KJIMHUYECKUE NMPOTOKOJ1bI

treatment of primary biliary cirrhosis: A meta-analysis. Clin
Res Hepatol Gastroenterol. 2015;39:296-306

24 Trauner M, Fuchs CD, Halilbasic E, Paumgartner G.
New therapeutic concepts in bile acid transport and signalling
for management of cholestasis. Hepatology. 2017;65:1393-404

25 Khurana S, Singh P. Rifampin is safe for treatment
of pruritus due to chronic cholestasis: a meta-analysis
of prospective randomized-controlled trials. Liver Int.
2006;26:943-8

26 Jones EA, Neuberger JM, Bergasa NV. Opiate antagonist
therapy for the pruritus of cholestasis: the avoidance of opioid
withdrawal-like reactions. O J Med. 2002;95:547-52

27 Treeprasertsuk S, Silveira MG, Petz JL, Lindor KD.
Parenteral bisphosphonates for osteoporosis in patients with
primary biliary cirrhosis. Am J Ther. 2011;18:375-381

28 Pares A, Guanabens N. Osteoporosis in primary
biliary cirrhosis: pathogenesis and treatment. Clin Liver Dis.
2008;12:407-24

29 Allocca M, Crosignani A, Gritti A, Ghilardi G, Gobatti
D, Caruso D, et al. Hypercholesterolaemia is not associated
with early atherosclerotic lesions in primary biliary cirrhosis.
Gut. 2006;55:1795-800

30 Martin P, DiMartini A, Feng S, Brown Jr R, Fallon M.
Evaluation for liver transplantation in adults: 2013 practice
guideline by the American Association for the Study of
Liver Diseases and the American Society of Transplantation.
Hepatology 2014; 59:1144—1165. [255] European Association
for the Study of the Liver. Electronic address eee. EASL
Clinical Practice Guidelines: Liver transplantation. J Hepatol
2016;64: 433-485.

. MEDICINE (Almaty), Ne10 (196), 2018

113




