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OOBeMHEHHON KOMHUCCHEN
10 KaueCTBY MEJAUIIUHCKUX YCITYT
MuHuCcTEpCTBA 31PaBOOXPaHEHUS
Pecnyonuku Kazaxcran

oT «14» nexabpst 2017 roma
[Tpotokos Ne 35

KJIWHUYECKHUH MPOTOKO.JI JMATHOCTUKHA U JIEYEHUA

INEPBUYHbBIN BUJILJIMAPHBIN XOJIAHIHUT, INEPBUYHbIN
CKJIEPO3UPYIOIIIUN XOJJAHTUT

1. BBOJIHAS YACTb
1.1. Koa(s1) MKB-10

MKB-10
Kon Ha3Banmue
K74.3 [lepBruHBI OMIMAPHBIN TUPPO3
K76 Jlpyrue 6osIe3HH IeYeHH

1.2. Jlara pa3paGoTku/nepecmorpa nporokoJja: 2017 r.

1.3. Coxkpamenusi, HCNoJIb3yeMble B IPOTOKOJIE:

AASLD — AMepuKaHCKasi acCOIHAaIlMs 10 U3YyUYEHHUI0 00JIe3HEH TIEUeHH

ASMA — aHTHUIVIAJKOMBIIIEYHbIE aHTUTEIIA

AMA — AHTUMHUTOXOHJpPHUAIbHBIE aHTUTETA

ANA — AHTHUHYKJICApHbIE AHTUTENA

ANAs — aHTHsAAepHbIC (crienupUIecKue) aHTUTENa

ANF — aHTUHYKJIEApHbIN (aKkTop

Anti-gp 210  — aHTHTeNa Kk mMKonpoTeraam 210

Anti-LC-1 — AHTHTEJIA K [IUTOIUIA3MATHYECKOMY aHTUTEHY NedYeHu | thuna

Anti-LKM-1 - anTHTENa K MUKPOCOMAaM TIEYECHU M MTOYEK

Anti-SLA — AHTHUTEJIa K pACTBOPHUMOMY AHTUTE€HY IIEUECHU

Anti-SLA/LP — anTHTeNa K pacCTBOPUMOMY aHTUTEHY MEYCHHU M MOJKEITYT0UHON
KeJe3bl

Anti-sp 100  — anTmTena k nmectpomy Oenky 100

EASL — EBpormeiickas accomnuarus o u3yueHuto 00JIe3Hel IeUeHH

ESGE — EBporeiickoe 0011ecTBO raCTPOMHTECTUHATILHOM 3HIOCKOTTUU

Ig — UMMYHOTJI00YJIMH

JSH — SlnoHckoe 0011eCcTBO TenaTojaoroB
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1.4. Tloan3oBaTeqid NPOTOKOJIA: TaCTPOIHTEPOJIOTH, TEPANEBThl, Bpayu oOIIEH

Mopdosornueckas CucTemMa OLEHKH 3a00JIeBaHuUs ICUCHU
MEePUHYKJICAPHBIEC AHTHHEUTPO(DUIBLHBIC aHTUTEIIA
ayTOMMMYHHBII TeNaTUT

aJlaHMHOBAasi aMUHOTpaHc(pepasa
acraparvuHoBas aMMHOTpaHcdepasza
anb(a-peTonpoTenH

BUPYCHBIN Tenatut B

BUpYCHBIN renatut C

BEPXHSSI TPAHULIA HOPMBI

BOCIAJIUTEIIbHBIC 3a00JICBaHUS KUIIICYHUKA
BAPUKO3HOE PAaCIIMPEHUE BEH
raMMa-riayTaMuiITpaHCIeNnTH 1a3a
renaToLesUII0IApHas KapuuHOMa
Kene30aepuIuTHAS aHEMUS
JIUTIONTPOTEUIbI BHICOKOU TJIOTHOCTH
JUTIONIPOTEU Al HU3KOU INIOTHOCTH
JUIIONPOTEUIbl OUEHb HU3KOM MIJIOTHOCTH
MEKIyHApOIHOE€ HOPMAJIU30BaHHOE OTHOILICHHE
HEaJIKOTOJIbHBIN CTEATOTreIaTUT

oO1uit aHAIU3 KPOBU

o0l aHAIU3 MOYHU

NEePBUYHBIN OUIHMAPHBIN XOJAHTUT
MPOTPOMOMHOBOE BpEeMsi

IIEPBUYHBIN CKJIEPO3UPYIOMIMNN XOJAHTUT
nedyeHouHas sHuedanonaTus
PEBMaTOUIHBIN apTPUT

CUCTEMHAas KpacHas BOJYAaHKA
TPUTJIUIIEPUIbI

TUPEOTPOIHBIN TOPMOH

YJIBTPa3BYKOBOE UCCIIEAOBAHUE
YPCOZIE30KCUXO0JIEBAs KUCIIOTA
GbyHKIMOHATBHBIE TPOOBI IEYCHH

LUPPO3 [I€YEHN

niesnoyHas pocdarasa
n30(aroracTpoyoA€HOCKOIHS

SI3BEHHBIN KOJIUT

MPaKTUKH, renaToOuIMapHble XUPYpPru.



1.5. KaTeropusi mnauyeHTOB: B3pOCIIbIE.

1.6. lllkana ypoBHsI 10KA3aTeJIbHOCTH

A BricokokauecTBeHHBIN MeTa-aHan3, cucrematudeckuii o63op PKU  wim
kpynHoe PKU ¢ oueHb HU3KO#M BEpOATHOCTHIO (++) CUCTEMAaTUUECKOM OIIMOKH,
pe3yNbTaThl KOTOPBIX MOTYT OBITh PacCHpOCTPAHEHbI HA COOTBETCTBYIOIUILYIO
NOMYJIALINIO

B BricokokauecTBeHHBIN (++) cuUcTeMaTHYECKHil 0030p KOTOPTHBIX WIIU
UCCIICIOBAHUM CITy4ai-KOHTPOJIb WJIM BBICOKOKAaueCTBEHHOE (++) KOropTHOE
WIM  UCCIECNOBAaHWM  CIy4al-KOHTPOJIb C  OYEHb HU3KHUM  PHUCKOM
cucrematudyeckod omuOkun wium  PKW ¢ HeBbicokuM (+) pHCKOM
CUCTEMAaTHYECKOM  OIMMOKH,  pe3ydbTaTbl  KOTOPHIX  MOTYT  OBITh
pPacIpOCTpaHEHbI HA COOTBETCTBYIOILYIO MOIYJIALINIO

C KoroptHoe wnm wuccinegoBaHWE ClAy4al-KOHTPOJb WA KOHTPOJIHPYEMOE
UccreloBaHue 0€3 paHJIOMHU3ALMH C HEBBICOKMM PHCKOM CHCTEMAaTHYECKOU
omuOku (+), pe3yiabTaThl KOTOPHIX MOTYT OBITh PpAacCIpPOCTPAHEHBI Ha
COOTBETCTBYIOIIYIO momnyisiuuio uin PKM ¢ ouyeHb HU3KHM WM HEBBICOKUM
PUCKOM CHCTEMATHUECKOU OMMOKHU (++ WK +), pe3yJIbTaThl KOTOPBIX HE MOTYT
OBITh HEMOCPEICTBEHHO PACIPOCTPAHECHBI HA COOTBETCTBYIOIIYIO MOMYJISIIIUIO

D Omnucanue cepuu CIlydaeB WIM HEKOHTPOJIUPYEMOE MCCIIEIOBAHNE WM MHEHHE
HKCIIEPTOB
GPP Hannyumias kiinHUYecKasi NpakTHUKa

1.7. Onpenenenne:

IepBuyHbIii OWIMAPHBIA XO0JAHTHUT (MpeKHEE HAMMEHOBAHHWE — TICPBUYHBIN
OWJIMapHBIN LUPPO3) — XPOHUUECKOE ayTOMMMYHHOE 3a00JIEBaHHE, XapaKTEPU3YIOLIEECs
IIPOTPECCUPYIOLINM HETHOMHBIM JNECTPYKTUBHBIM BOCITAJICHUEM MEJIKUX

BHYTPHUIIEYCHOYHBIX  JKETYHBIX MNPOTOKOB, MX JaJbHEHIIHNM  pa3pylIeHHEM |
HCYE3HOBCHHEM C MOcaeayromuM (GopMupoBanneM (Gubpo3a U ero KOHEYHOW CTAaIuH —
uppo3a nevenu [1-4, 7].

NB! Pacmpoctpanentocts [1BX cocrasisier 1,9-40,2 wa 100 000 Hacenenus. 3abosieBaHue mpeodianaet y xeuuuH, B 95% -
B Bo3pacte ot 30 10 65 5ieT, XOTS UMEIOTCS TaHHBIC O TEH/ICHIIMH K MOBBIIICHUIO PACTIPOCTPAHEHHOCTH cpeau MyxunH [8, 9].

IlepBUYHBIA CKJICPO3UPYOIIMHA XOJAHIUT — XPOHUYECKOE MPOTPECCUPYIOIIEE
3a00JIeBaHUE HEM3BECTHOM ATHOJIOTHH, XapaKTEepU3YIOIIeecss BocmajgeHueM, Gudpo3oM u
Pa3BUTHEM CTPUKTYP CPEIHUX U KPYIHBIX BHYTPU U BHEMEYCHOUYHBIX JKEITYHBIX MMPOTOKOB

[4, 6].

NB! 3a6oneBaemocts cocrasisiet 0,54-1,25 na 100 000 nacenenus, 70% 3aboseBIInx — My X4uHbBI Miaiie 40 JeT.

1.8. Knaccudukanus

Enunolt xmaccudukanuyu TEPBUYHBIX XOJICCTATHYSCKUX 3a00JIeBaHUN IIEYEHU HE
cymectByeT. CymecTBylOT KIWHAYECKHE U MOPQOJIOTHYECKUE  KIIaCCH(PUKAIINH,
MPEIOKCHHBIC  PA3TUYHBIMA ~ MEKIYHAPOJIHBIMU  COOOIECTBAMUA M OKCIEPTHBHIMU
rpylnmnamMu, a TakKe CHUCTeMAaTHU3UPOBAHHBIE CBEIECHHS 00  OCJIOXKHEHUSIX U
aCCOIMUPOBAHHBIX 3a00JICBAHUSIX.



1.8.1. Knaccupukanus IIBX:

B coorBercTBHM € pekoMeHAAUMAMM SIMOHCKOM HMCCIEAOBATEIbCKOW TPYNIBl 110
remaroouanapHbeIM 3a0oseBanusaM (2012 r.), Mo KIMHHYECKUM OCOOCHHOCTSAM BBIACIIACTCS
OeccumrntoMHass ¥ cumnromaTtuueckas craguu I16X (Tabmuma 1). Mopdomorndeckas

knaccudukanua [IbX mpeacraBnena B Tabmuue 2. Beiaensior Takke ocoObie (Gpopmbl
[NbX (Tabmuna 3) [1-4,10].

Taoauua 1. Knnanueckue craguu I[IBX

Crangus Kpurepuu

1. beccumnromuas cragus (0-116X) e OTCYTCTBYIOT CUMIITOMBI IOPAXKEHUS
NEeYeHU

2. CumnTomatrueckasi (mpoaBUHYyTas) | o VIMEIOTCS CHMIITOMBI IOPAKCHUS TICUCHH
ctaaus (c-I1bX)

2.1. CumnToMatuyeckas Oe3xentymiHas | ¢ bunnpyOun cbIBOpoTKH < 35 MKMOJB/JT (<

(c1-TIbX) 2,0 mr/nn)
2.2. CuMnroMaTrdecKas KeJITyIIHas o bunnpyOuH cbIBOPOTKH > 35 MKMOJIB/N (>
(c2-11bX) 2,0 mr/nn)

Taoauna 2. Mopdgosaorudeckue craauu IIBX

Cragus I'mcrosnoruvyeckue KpuTepuu

I e AyTOMMMYHHAas ITPOTPECCUPYIOMIAS JECTPYKIINSI BHYTPUIICUCHOTHBIX
xemuHbIX mpoTokoB (XHIIX)

I o XpOHUUYECKHI BHYTPUIICYEHOYHBIN X0JIECTA3

11 e ['enaToneuItoIspHbIC TOBPEXKACHUS

v e ®ubpo3 u HopMHPOBAHUE CEIT

Tadamnua 3. Ocodbie popmbl ITBX

®opwmbl [1BX Kpurepun

Pannuii [1IBX e Hanmnmune AMA 6e3 cumntomoB [1BX nipu
HOopMasibHbIX DIIIT
e ['HcTONOrNYECKNE N3MEHEHUS] OTCYTCTBYIOT WM
HE3HAYUTEIIbHBI

Atununussiii [16X o Knmunnueckas kaptuna [IbX npu orcyrctBun AMA u

(ayTOUMMYHHBIN XOJAHTHUT, Hanmuuuu Beicokoro Tutpa ANA

ayTOUMMYHHas

XOJIAHTUOTIATHS])

AMA-ueratusubiii [1bX ¢ 10% manueHToB ¢ OMOXUMHUYECKUMHU U
TUCTOJIOTUYECKUMU MTPU3HAKAMU XOJIECTa3a NpH
orcyrctBun AMA

Cungpom niepexiecra [1bX- e [Tanmentsl ¢ [1bX ¢ KIMHUKO-TUCTOIOTUYECKAMMU,

ANl cepoJsiornueckuMu npuzHakamMu AV v noBbIIEHHOM




aKTUBHOCTHIO aMUHOTpaHc(hepas

e Jluarnoctuka: 2 u3 3 kpurepuen [IbX B coueranuu ¢
2 u3 3 kputepueB AUIL:

— Kputepuu [16X: (1) LD >2 BI'H unu ['TTII
>5 BI'H; (2) AMA >1:40; (3) xapakTepHoe
MOPAKEHUE KETIHBIX MPOTOKOB MPHU
TUCTOJIOTUYECKOM HCCIICTOBAHHUH

— Kpurepuun AUT': (1) AJIT >5 BI'H; (2) 1gG >2
BI'H nmu ASMA+; (3) yMepeHHBIH win
TSKEIBIN MTOTPAHUYHBIN TeNaTHT MPH
THCTOJIOTHYECKOM HCCIICIOBAaHUU

e JKenaTteabHO I'HCTOJIOTHYSCKOE HCCICA0OBAHHNC

1.8.2. Knaccupurkanus IICX

IICX

KIaccuuuupyercs B  3aBUCUMOCTU OT KajduOpa BOBJICUEHHBIX B

MaTOJOTUUYECKUX TPOoILIeCcC KeIUHbIX NpoTokoB (Tabmuma 4), a Takke mMopdosorudyecku
(Tabmuua 5) [4-6].
Tabumnua 4. Bapuanrsl HHCX

Bapuanr OcobOenHocTu

[ICX c BoByieueHHEM | ¢ HanOOJIee YACThIA BApUAHT
KPYIHBIX KEIYHBIX | @ MOpPa)KaeT KPYMHbIC BHYTPU- U BHETICUCHOYHBIE KETUHbBIC

IIPOTOKOB

IIPOTOKM;

® IIOATBCPIKIAACTCA XOJIaHFI/IOFpa(i)I/ILIGCKI/I;

® JTHUArHOCTHUPYCTCA Ha OCHOBAHHU XAPAKTCPHBIX KIIMHNYCCKHX,
OMOXUMUYECKUX U MOp(i)OJ'IOI‘I/I‘-ICCKHX U3MEHECHUMN

[ICX c BoBieueHuem | e peakuit Bapuant (1,7%);
MEJKUX KETIHBIX e TIOpaXKaeT MEJIKUE )KETYHbIE BHYTPUIICUEHOUHBIE TPOTOKH, HE

MIPOTOKOB

BUJIMMBIE TIPU XOJIaHTHOTpaduu;
 MOATBEPKIAETCI MOPPOIOTHUECKH

Cunapom e yaine y aereit (35%), nexxenu B3pocibix (10%);
nepexiiecta AU - e TPUCYTCTBYIOT CEPOJOTUUECKUE U THCTOJIOTUYECKUE
I[ICX ocobennoctu AUI" B couetanuu ¢ xapakrepuabiMu st [ICX

XOJIaHTHOTPaUIECKUMHU JTAHHBIMU

Ta6auna 5. Mopdoaoruueckue craauu [NCX

Cranus

N3menenus

e VYBEJIMYEHHE, OTEK U pPYOIOBbIE U3MEHEHHS TMOPTAIbHBIX TpHA,
UHQUIBTpAIMsT MOHOHYKJICAPHBIMU KJIETKAMHM, YaCTHUYHbIE HEKpPO3bl U
pa3pylleHHe  OTIEIbHBIX  JKeMYHBIX  mpoTokoB.  [Iponudepanus
MEKJIOIbKOBBIX  JKEIYHBIX INPOTOKOB €  HAJIMYHEM  MOHO- u

MoIMMOP(GOHYKIICAPHBIX KJIETOK (BBIPAKEHHOCTh BOCIAJICHUS MEHBIIIE,
yeM 1ipu [1BIT)

e pasBuTHe (PrOpo3a B MOPTATBHBIX TPHANAX, PACIPOCTPAHSIONIETOCS B

5




OKPY’KAIOIIYIO MAPEHXUMY

Il e MOCTOBHIHBINA PUOPO3, BRIpAKCHHAS JYKTOTIEHUS

v e IUPPO3

JIis OIIEHKU COCTOSTHUSI KOMIIEHCAMK 0OJIbHBIX Huppo3oM neuenu B ucxoje 16X u IICX
MIPUMCHSIFOTCS MOTU(UTITIPOBAHHEIC KJIAaCCU(UKAITIU Child-Turcotte-Pugh,
npejcTaBlieHHas B Tabnuie 6, a Takxe MELD.

Ta6auna 6. MonugunupoBannas Kinaccuduxanus no Child-Turcotte-Pugh

IHapamerpsl/ basibl 1 2 3
OO6mwmit Ounpyoun, Mkmons/n | 17-70 70-170 >170
Anb0OymMuH, 1/11 35< 28-35 <28
I[ITU 70%< 40-70% <40%>
mwm MHO <1,7 1,7-2.3 >2.3
Acuur Her YMepeHHbIN BripakeHHbIN
DHiledanonarus Her 1-2 crenenu 3—4 creneHu

5-6 6annoB: kitacc A, 7-9 6amnos: kinacc B, 10 -15 6amnos: knacc C
1.8.3. Oc/10:KHEeHUA MEPBUYHBIX X0JeCTATHYECKHUX 3200/ 1eBAHU I

Ocnoxuenus IIBX u I[ICX wmoryr ObITh KJIAaCCUPUIIMPOBAHBI KaK OCJIOXKHEHUS
mporpeccupyromero 3adojieBanusi (IUppo3a) TEYCHH, OCIOKHEHHsS XOJjecraza H
OCJIOXHEHHS CO CTOPOHBI JKETUEBBIBOSAINMX mMyTel (Tabmura 7) [1-7, 10].

Taoauna 7. Ocaoxxkaenus IIBX u IICX

Ocnoxnenus L1 o BPB numeBoaa, xeiryaKka 1 KpOBOTEUECHUS U3 HUX
e acuuT

e CIOHTAHHBIN OAKTEpPUANTbHBIA TEPUTOHUT

¢ TENAaTOPECHAIBHBIA CUHAPOM

e TIEUYCHOYHAs HIIe(ATONaTUS

e I'IK
OcnoxxHeHus xoJyecTa3a e JIEpMaTHUT
(6omnee xapakTepHBI JJIs e OCTEOINEHUSsI, OCTEONIOPO3
[16X) e cTeaTopes

e MasbabcopOLus

e JIeUITUT )KUPOPACTBOPUMBIX BUTAMHHOB
e THUIEPXOJECCTEPHUHEMHUS

e KCaHTOMAaTo3

e XKb
OcnoxHEHUS CO CTOPOHBI e JIOMUHAHTHbIE OMJIMAPHBIE CTPUKTYPbI
KEJITYEBBIBOJALINX ITyTEN o OakTepHaJIbHBIN XOJAHTUT
(xapaxtepnsl ais [ICX) e XKBb (xonemoxonuruas)

¢ XOJaHTHOKapOouHOMa
¢ KaphnuHOMaA KCIIYHOTO ITYy3bIpA

1.8.4. AcconuupoBaHHbIe 3200/1eBAHUS



CymectByet psan 3aboneBanuii, acconunpoBanubix ¢ [IbX u IICX, nanHbie MO KOTOPHIM
npencraieHsl B Tabmwme 8 [1-7, 10].

Tabauuna 8. 3a6oseBanus, accouunpoBanubie ¢ [IBX u [ICX

3a0oJsieBaHus IbX IHCX
I"actposnrteposnoruueckue | o KKB e B3K (JK, 0one3np
e B3K Kpowa)
o Ilenuakus e KomopeKTanpHBINA paKk

e [lankpeaTur

o [lenuakus

OHAOKPUHHBIE e Tupeouaut Hashimoto e Tupeouaur
e AUI' 1 Tuma
PeBmaTosornueckue e C(CucremHas ckieponepmusi | ®© PeBMaTOMIHBIN apTpUT

e CREST-cunapom syndrome |e Capkono3
e Cunapom Sjogren

e PeBmaronaHbIN apTPUT
e Cunnpom Raynaud

Apyrue e Jlerounsli
MHTEPCTULIMATIBHBIN PUuOpo3

e [loueunsi TyOyISIpHBIN
aruIIo3 (TpoKCUMAaIbHBIN,
JIACTaIbHBIN )

e [‘eMaToJIOrHYECKHUE
3200J1€BaHUsI

NB! Ilpu mocraHOBKe AnMarHo3a HEOOXOAMMO yKa3aTh HO30JOTHYECKYIO (OpMYy, OHOXUMHYECKYIO MM T'MCTOJIOTHYECKYIO
aKTHBHOCTb, CTaJUI0 3a00J€BaHMs, OCIOXHEHHS XOJECTa3a, a TaKKe OCIOKHEHUS IPOTPECCHPYIOIET0o 3a00JeBaHuUs
(umppo3a) Me4eHNn M accOIMMpOBaHHBIE 3a0oieBaHus. B nuarnoze I1IBX HeoOxoauMo Takxke OTpa3uTh ocoOble (GOpMEI, a B
nuarHose [ICX — oTpa3uts kaauOp mopakeHHbBIX JKETUYHBIX TPOTOKOB.

2. METOJbIL, IOAXOAbI U TPOUEAYPBI AIUATHOCTUKH
JluarHocTuyeckne KpUTEPUM:

2.1. Kanobwbl, npeapsasisiemble naruenTamu ¢ [1bX u [ICX, npencrasnens B Tabmure 9
[1-7, 10].

Ta6auna 9. ’Kanoobl npu xoJiecTaTHIECKUX 3200J1eBAHUSIX

HanmenoBanue IIBX INCX
CuMnToMbl * OTCYTCTBHE KIIMHUYECKUX CUMIITOMOB; * 00oJib B TIpaBOM
X0JIECTATHYECCKHUX e o0Omas CHa6OCTI), YTOMJISIEMOCTb; BECPXHEM KBAJAPAHTE,
3aboseBanui * CHMIITOMBI XOJIECTA3a; * KMBOTA,

* NOTEMHECHHUE KOXKHU, * KOXHBIU 3Y[,

* KOXXHBIMN 3y]I, paCUECHhl; * JKEITyXa,

* CHUMIITOMBI KOMILIEKCA SICCa; * TIOBBIIICHUE

. KeTyXa; TEMIIEpPATypHhI TeJIa




* auckoM(OpT B MPaBOM MOAPEOEPhHE;

* BO3MOXXHa OCCCOHHMWIIA, JCTNpEeccCHs |
JpyTHe KOTHUTUBHBIC TUCHYHKITNY;

* 0OIM B KOCTSX, YMCHBIICHHE pOCTa,

NaTOJIOTHYECKHE  TepesioMbl  (TMPU3HAKH
OCTEOII0P03a)

CUMITOMBI M
ocioxHeHus: IIIT

* KpPOBOTEUYCHHUS U MEJICHA,

* ACLHUT U IPYTHE NPOSBICHUSA NOPTAIBHOW THIIEPTEH3UN;
* HapylIEHUs CO3HAHUSA U Apyrue npossieHus 119;

e cumnroMsl I'TIK

CuMNTOMBI

* KcepodTaTbMHUs H/HIIU KCEPOCTOMHUS IIPH CHHIApOoMe Sjogren;

aCCOHHHpOBaHHLIX ° CYXOﬁ CI/IHI[pOM;

3a00J1€eBaHUM

* THPEOUIUT XaIUMOTO;

 PA;

* CUMIITOMBI U OCIIOKHEHUS APYyTruxX conyTcTByromux AN3;
* B3K (wame npu [1CX)

BapuanTsl MmanudecTanus xoiecTaTHUeCKuxX 3aboaeBanuii oTpaxensl B Tabmure 10.

Ta6auna 10. Manudecranus xojiecTaTUHIeCKUX 3200 1eBaHU

CumMnTombIl KomMmenTapun

3yn (50%) e MoxeT BO3HUKHYTH BO BpeMsS OEpEeMEHHOCTH U ONIMOOYHO
JMAarHOCTUPOBATHCS KaK «3y]1 OCPEeMEHHBIX)

CabocTb e OjHa M3 OCHOBHBIX IPUYMH YXYIIICHUS KA4eCTBA )KU3HU

(20%-50%)

e CymiecTByeT Tak Ha3bIBAEMBIN IEHTPATbHBIM KOMIIOHEHT, KOTOPBIA
4acTO CBS3aH C KOTHUTHBHBIMHM HapylieHUsAMH (Tuloxasi MaMmsTh U
KOHIICHTpAIHs), 9YTO MOXKET OBITh OIIMOOYHO MHTEPIPETUPOBAHO KaK
[13, ocobenHo y nanuenToB ¢ orcyrcTBueM 11

Koxurbie
MPOSIBICHUSA

(40%)

o T'unepnurmentanus (25-50%, u3-3a OTJIOKEHUS METaHUHA)
e Pexe KCaHTOMBI, KCaHTE€Na3Mbl, KCEpo3, JepmaTorpadusm,
rpuOKOBbIE MH(DEKIUU

Komruiekc Sicca

e [IIupoko pacmpoCTpaHEH, BKIIOYACT CYXOCTh TJIa3 W/WIA CYXOCThb
BO PTY, a Takke AUCc(haruio U CyXOCTh BlIarajauiia

e CumrnroMbl KoMILIeKkca Sicca HeoOXxoaumo auddepeHITupoBaTh C
CHHIpOMOM Sjogren

CucreMHbIe
MIPOSIBIICHHS

e PA (5-10%), IIbX-aptput (10%, Pd-HeraTuBHBIi CUHOBUUT C
BOBJIeUeHUEM | mim GoJiee CycTaBOB)

e Cunmpom Sjogren (40-50%) ¢ KepaTOKOHBIOHKTUBUTOM H
KCEpOCTOMHUEH

o Cxnepoaepmusi (5-15%, B 50% BO3HUKAET mepen MPOSIBICHUSIMHU
[16X)




Hpyrue e JluckoMpopT B mpaBOM BEpXHEM KBaJIpaHTE KUBOTA

CHUMIITOMBI e Ocreonopo3 (u3-3a WHTMOMPOBAHUS OCTEO0JIACTOB TOKCHHAMMU),
ocTeoMaJIsIus, 1eUITUT BUTAMUHA XOoJIMKanbliedeposa

o KoruutuBHble paccTporicTBa (TaMATH, KOHIICHTPAIIH )

e Ocnoxnenus IIII: kpoBoreuenne u3z BPB, acuurt, nedeHouHas

sHIIeanomaTus

2.2. Du3uKaJIbLHOE 00C/IeI0BAHIE

Pesyneratel ¢usukanpHOro oOciemoBannu mamueHToB ¢ [IBX m TICX oTpaxkensl B

Ta6miue 11 [1-7, 10].

Taﬁ.lmua 11. ®du3ukaabHoe oﬁcneszaHue HanueHToOB C X0JIEeCTATHIYCCKUMHU

3a00/1eBaHUAMU
IIposiBiienus IbX 11(0). ¢
ITon/Bo3pact o Kenuuusl e My>K4nHBI
e 40-60 net e 25-45 ner
KosxHble nposiBiieHNs e [ umepnurmeHTanus e 3y
e DKCKOpHALINU o Kenryxa

e KcaHTena3mbl, KCAHTOMBI
o XKenryxa

I'enaTocrieHOMEranus

e ['ematomeranus (70%) ~ ¢
IPOrpPECCUPOBAHUEM

e Crinenomeranus (5% npu
oOpallleHUH ) JaIe
CBUJICTEIBCTBYET O OPTATIHHOM
TUNIEPTEH3UU

o CruteHOMeErajiusg
e AOoMuHaIbHAS 00JIb

IIposiBiienns LI

e CocyIuCThIE 3BE€30UKHU

e ATpodusi BUCOUHBIX MBIIII] U
MPOKCUMAITBbHBIX MBIIIII]
KOHEYHOCTEH

e ACLIUT, OTEKHU

e Acuut
e DHiledanonaTus

Konsio Kayser-
Fleischer

e BeieicTBre HaKOIUIEHUST MEIU
e HeoOxomumo

muddepeHupoBaTh OT 00JIE3HU
Wilson

Menee xapakTepHO

Jpyrue nposiBiieHus

e Octeonopo3

e B3K B anamuese
e CnabocTh

o [ToTeps Beca

e JIluxopanka

e Crearopes

2.3. JlabopaTopHbIe UCCIe10BAHUS

2.3.1. OcHoBHBbIe (00513aTe/IbHBIE) JIa00opaTOpPHbIE HccaenoBanus BkiodaT (Y A)

[1-6,11-14]:

¢ OAK c nojacyeToM TPOMOOITUTOB:




- B IOCJIAX BBIABJICHUA HUTOIICHUHA Y ITAIUCHTOB C HH 1 €ro OCJIOKHCHUSIMU,

- B IETAX BRIIBICHUS OCTPO(a30BhIX MOKA3aTENeH Y MAIMEHTOB C HHPEKIIUIMU TIPH
LTI, a Takxke 0CIOKHEHHBIM (THOHHBIM) Xojanrutom npu [1CX.

e  buoxumuueckuit ananus kposu (ACT, AJIT, I'TTII, D, oOuuit OunupyOuH,
npsMoi OMIUPYOUH, HEIPSIMOM OUITUPYOUH, ATbOYMHUH, TaMMa-TJIO0YJIMHBI, OO
xonectepuH u ppakuuu, TT', KpeaTHHUH, MOYCBUHA, TJIFOK03a):

- B IEJNAX BBISIBIICHUS IUTOJIMTUYECKOTO CUHApOoMa (Tabnuia 12), Xo1ecTaTHuecKoro
CUHJIpOMa, CUHIPOMOB MEYEHOUHO-KJIETOUHON HEIOCTATOYHOCTH U UMMYHHOTO
BOCHAJICHUS,

- BIIEJIAX OLEHKHU JHUIHUIHOTO U YTIEBOJIHOTO OOMEHA.

e  Koarynorpamma: MHO unu [1B

- BX0oUT B niepeueHpb DIIII;

~  CILY’KUT JJIsl OLIECHKH IIEYEHOYHO-KIIETOYHON HEAOCTATOYHOCTH.

e  Omnpenencane AMA (AMA-M2) B kpoBu:

- crneuuduuHbli ”MMyHoJorndeckuii mapkep [1bX.

e  Ompenencaue Anti-sp100, Anti-gp210 B kpoBw:

- crneuuduuHble UMMyHoJIorndeckre Mapkepbl AMA-neratuBHoro 116X
- wuccuenyrwrca y AMA-HeraTuBHbIX NalMEHTOB ¢ nojio3peHuemM Ha [1bX.
e  Omnpenencane ANA (ANAS) B kpoBH:

- uMMmyHoJorunueckuii Mapkep AMA-HeratuBHoro [1BX u couetannoro AUIL;

- uccienyercs y AMA-HeraTuBHbBIX MAIIMEHTOB ¢ ogo3peHneM Ha [16X unun
nojgo3penueM Ha AUT.

e  Omnpenencaue P-ANCA B kpoBH:

- umMmyHosnornyeckuit mapkep [ICX .

e  Omnpenenenue IgM B kpoBH:

- uMmyHosiornaeckuit Mmapkep I1bX;

- BXOJAHWT B mIKaJibl onieHKu 3¢ dextuBHocTH Y JIXK.
e  Omnpenenenue ADII B kpoBu:

- Mapkep renatoueuUIOISIPHON KapLIUHOMBI;

- HCHOJIB3YETCS B LIEJISIX CKPUHUHTA.

e  Omnpenencaue CA 19-9 B kpoBwu:

- Mapkep XOJAHTUOKAPIIMHOMBI;

- ucroib3yercs B 1ensax ckpuaunra npu [ICX.

ITo pesympratam AJIT, ACT BO3MOXHO oOIpeaeiacHne OHOXMMHUYSCKOW aKTUBHOCTHU

renatuTa (Tabnuma 12).
Taoauua 12. CteneHb 0MOXHUMHYECKON AKTHBHOCTH renaTura

CreneHb aKTUBHOCTH AJIT (ACT)
MuHuMasbHas <BI'H
Cna0GoBbIpaxkeHHas <5 BI'H
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YmMmepeHnHas 5-10 BTH

BripaxkenHnas >10 BI'H

2.3.2. J/lonotHUTEIbHBIE JIa0opaTOpHbIE 00caenoBanus BirouaroT (Y A-B)[1-6, 11-
14]:

e  OMOXMMHUYECKHU aHATIHN3 KPOBH (IpOTEeMHOTpamma, repyioriazmut, JITIBII, JITTHII,
JITIOHII, »emgHble KHCIOTHI, HOHU3UPOBAHHBIN KabIHid, (hocdop);

e  ompeaenenne 25-OH Butamuna D, ¢honmeBoii KUCIOTHI, BUTaMuHA By,
SPUTPOIIOITHHA, OCTCOKAJIbIIMHA B KPOBH;

®  OMpe/eNieHNe )KeITIHBIX MUTMEHTOB B MOYE;
e omnpenenenne IgG B KpoBw;
o ompeaeneaue 1G4 B KpoBH;

e omnpeneieane ANCA combi, ANF, Anti-SLA-1, Anti-SLA/LP, Anti-LKM-1, Anti-
LC-1 B xpoBy;

L4 OIIPCACIICHUC (beKaJIBHOFO KaJ]LHpOTeKTI/IHa;

e omnpenenenne HBSAQ, anti-HBs, anti-HBc, anti-HCV B kpoBu;
®  OIIpEACIICHUE IPYIIIBI KPOBH,

e  ompezeleHue pesyc-hakropa,

e OAM;

e  KoIporpamMmma.

2.4. UHCTPYMeHTAJIbHbIE HCCJIeIOBAHUS

2.4.1. OcHoBHBbIE (00s13aTeJIbHbIE) HHCTPYMEHTAJIbHbIE 00C/IeI0BAHUSA TPeICTABIEHbI
B Ta6mume 13 (V]I A) [1-6].
Ta6auna 13. O6s3aTeIbHbIE HHCTPYMEHTAJIbHbIE HCCJIeJ0BAHUSA

HbX HHCX

e V3U opraHoB OproOITHOM MOJIOCTH

~ B LIEJISIX OLEHKHU MTPU3HAKOB MPOTPECCUPYIONIETO 3a00I€BaHUS TIEUEHU,
HaJU4Ms COCYAUCTBIX TpoM0030B, 'K, XomaHTHOKapIIMHOMBI, a TaKkKe
HCKJIFOUEHUS IPUYMH BTOPUYHOTO XO0JIECTa3a

e Hemnpsmas snactorpadus neueHu
- B IEJSIX ONpeeNeHus: CTaauu 3a00JIeBaHMsI IEUCHU

e MPXIII:
- uccnenoBanue 1 nuHUM B 1enax Bepupukanus auarnosa [ICX
e DOPXIII:

- uenecoodpasHa, eciau pezynbratel MPXIIT™ u Ononcun neyenu
COMHUTEJIbHBI MU JAHHBIE METObI IPOTUBOIIOKA3AHBbI;

_  BBIIOJIHAETCS O] Cedalllel,

~ HEOOXO0JHMMO B3BECHUTH PUCKH B CPAaBHCHHUH C ITOTCHIINAILHON
MIOJIB30M,

- nepen OPXIII" y nanmenTtoB ¢ [ICX nokaszaHo
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[1CX.

e 11e0K0JI0OHOCKOITHA.

~  BBINOJIHAETCS TI0JI BHYyTPUBEHHOM CelallueH;

PO IITAKTHIECKOE Ha3HAYECHUE aHTUOMOTHKOB;

- nepen unu nocie IPXIIT B niensax npodrrakTuku
naHKpeaTuTa 1e1ecoo0pa3Ho Ha3HaueHue nugometaruia (100
Mr) WK gukiodenaka (150 mr) pekranbHo;,

- PEKOMEHJI0BaH OTOOp AYKTAIbHBIX P00 (1IeTOUHAS
[UTOJIOTHS, SHI0OUTUApPHBIE OMOTICHH) B COCTAaBE MEPBUYHOTO
oOcne0BaHus Jis MOCTAHOBKU JUArHO3a U OIpeiesieHus
CTaJIuU MOJ03PEBAEMON XOIaHTMOKAPIIUHOMBI y MAI[UEHTOB C

- IIOKa3aHa BCEM MAlMEHTaM C YCTAHOBJIEHHBIM JUArHO30M
[ICX B nensx UCKIIYEHHUS aCCOLIMUPOBaHHbBIX B3;

- PEKOMEHJOBAaHO UCIOIb30BAHUE BUTAIBHBIX METOJIOB
oKparmmBaHus (XxpomosHaockonuu), NBI vnu nqpyrux Bumos
Y3KOCIEKTPATIbHON YHIOCKOIUU C TIPUIIEIbHBIMUA OUOTICHSIMU

Henpsimasi 3jiacrorpadusi meyeHdM — METOJ, BaJWIU3UPOBAHHBIA C KCIIOJIB30BAHHEM
anmapara FibroScan, npemmymiectBenno s BupycHoro remaruta C. Tem He MeHee,
CYIIECTBYIOT PEKOMEHAAIUM 10 WHTEPOPETAlUM PE3YJIbTATOB Yy IMAIMEHTOB C
XPOHUYCCKUMH XOJIeCTaTHISCKUMU 3a0oseBanusamu (Taonuma 14) [15-17].

Taoauua 14. Unrepnperanusi pe3yabTaTOB HENPAMOM 3J1aCTOrpaduu ne4YeHu

Cragus, cootnocumas ¢ METAVIR klla
FO- F1 1-7
F2 7-11
F2-F3 11-15
F3 15-16
F3-F4 16 -17,5
F4 17,5 u BoIIIIE

2.4.2. JlonmoaHUTE/]bHbIE HHCTPYMEHTAJIbHbIE 00C/JIe10BaHNS,
aMOyJIaTOPHOM YpOBHe, npezctapiieHsl B Taomune 15 (Y A-B) [1-6].

Ta6auua 15. /lonoJHUTEIbHbIE HHCTPYMEHTAJIbHBbIE 00C/IeJ0BAHUSA

IMPpOBOAUMBIC Ha

HbX

IHCX

o DI'JIC;
e V3JII' coCcy0B MEYEHU U CEIIC3CHKH;
e V3 neBpaibHbIX TOJIOCTEH;

e buorncus neyeHu,

e KT mnu MPT OBII ¢ BHyTpUBEHHBIM KOHTPACTHBIM YCHUIICHUEM;

e DOKI;

e Penrtrenorpacdusi opraHoB rpyHOM KIETKH.
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e MPXIIT;
e liieokosioHOCKOIINS,

e DHpockonuueckoe Y3U, BKIroUas
BHyTpHuIporokoBoe Y3U [IDUS];

e PeHTreHoBcKasi AByIHEpPreTHUYECKasl  X0IaHIHOCKOMHS,

JCHCUTOMETPHS MOSICHUYHOTO OTIEa
MMO3BOHOYHMKA U KU Oeapa (1o
MOKa3aHUSIM);

e 30H/10Bas KOH(POKaIbHAs Ja3epHas
sugomukpockonus (pCLE).

e Pentrenonorunueckoe O6CJ'I€I[OBaHI/I€
I'PYAHOTO M IMMOACHHUYHOI'O OTACIIA
ITO3BOHOYHHKA B OOKOBOI IMPOCKIUU IIpU
HaJIN4YUN KINHHUYCCKHUX HpOHBJIeHI/II\/’I
OCTCOIIOPOTHUYCCKHUX IICPCIIOMOB
IIO3BOHKOB.

2.4.3. Mopdoaoruueckoe uccjie0BaHue MeYeHN TIPU XOJIECTATUIECKUX 3a00JICBAHMSIX,
COrJIaCHO CYUIIECTBYIOUIUM PEKOMEHAAIUSAM MEKIYHAPOJHBIX COOOIIECTB, B HACTOSILEE
BpeMs HE SIBJIACTCS 00S3aTEIbHBIM U BBITIOJHAETCA MO MOKA3aHUSM Y OTACIBHBIX TPYIII
naiueHTos [1,4,6].

[Tpu [1bX mopdonornyeckoe nccieaoBaHue 000CHOBAHO Yy MAIIMEHTOB C OTCYTCTBUEM
[IbX-cnenuduyeckux aHTUTEN, a TaKXKe MpHU MpearnojaraeMbix codeTaHHbix AU, u
JIpyrux ayTOMMMYHHBIX 3aboineBanusax, a Ttake HACI (Y] A). XapakrepHoii
ructojoruyeckod  ocobenHocteto  [IBX  sBasiercss ~ XpOHMYECKHM  HETHOWHBIN
JNECTPYKTUBHBIM  XonmaHTUT. Mopdonoruyeckas knaccuduxamus (craguu) [IBX
npuBesieHbl B Tabmuie 2.

I[Ipu IICX wmopdonoruyeckoe wucciieqoBaHue OOOCHOBAaHO Yy TAIUMEHTOB C
BOBJICUEHUEM MEJIKUX XEITUHbIX MPOTOKOB (Y] A). XapakTepHbIMU T'MCTOJIOTMYECKUMHU
OCOOEHHOCTSIMU  SIBJISIFOTCA:  HE3HAUWUTENbHAs WIM  yMEpEHHas  WMHQWIbTpauus
MPEUMYILECTBEHHO JUM@ouuTamMu (pexe HEeUTpopuiamMu U 303WHOUIAMH), a TaKKe
MOPTANBHBIA  (QUOPO3 MO THUIY <JTYKOBOM IIENyXW» BOKPYI JKEMTYHBIX KaHAJBLEB.
Mopdonorunueckas knaccupukauus (craguun) 16X npusenenst B Tabmuue 5.

2.5. KpurTepum JHATHOCTUKHU XOJIECTATUUECKHX 3a00JIEBaHUM TICYEHH C Y4E€TOM
pe3yabTaToB 00caenoBanus npuBeneHsl B Taomuie 16 (Y] A) [1-6].

Ta6auna 16. Kpurepuu JTHATHOCTHKHU X0J1€CTATHYECKUX 32a00/1€BaHUI

Kpurepuu bX ncx

OcHOBHBIE

OnuH U3 clenyrnuXx:

o [loBbIllIECHUE AKTUBHOCTH
[I{® B coueTannu ¢ HATMYUEM
AMA (AMA M2) B tutpe >
1:40

e Ilpu AMA ueratuBHoMm [1BX:

HaJlnyue XoJiecTas3a
(noBbIieHue akTuBHOCTU [I[D
u/vnu I'T'TII) B couetanuu co

Coueranue clienyrOnux:

e TummuHble TaHHBIC
XOJIaHTHOTpauu:
MYJIbTU(OKATbHBIE CTPUKTYPbI
(cTeHo3bl/IunaTalui) BHYTPU-
W/WJIA BHETIEYCHOYHBIX
YKEITYHBIX MPOTOKOB)

e OTCyTCTBUE IPUYUH
BTOPHYHOTO
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cnenupuuecKon CKJIEPO3UPYIOIIErO XOJaHTUTa,
uMmmyHodroopectienieir ANA | B ToMm 4mciie, BCIEACTBUE

(sIepHBIE TOYKH, OIEPATHBHBIX BMEIIATEIILCTB
MepUHYKJIeapHbIe 000AKH) WM | Ha KETYHBIX MPOTOKAX M
Hanmurem anti-sp100, anti- JIPYTHX IPUYHH

gp2108

e VY IalMEHTOB C OTCYTCTBUEM
[NbX-crenupuyecKkux aHTUTE,
a TAKXKE MPHU MPEIIOIaracMbIxX
coueranHbix AWUI, npyrux
ayTOMMMYHHBIX 3a00J1€BaHUAX U
HACT': rucronoruueckue
MIPU3HAKU XPOHUYECKOTO
HETHOMHOIO IECTPYKTUBHOTO

XOJIAHTUTA
JlonmotHUTE/ILHBIE | ® XapaKTepHBIE o XapakTepHbIC
TUCTOJIOTHYECKUE TAHHBIC TUCTOJIOTHYECKUE TaHHBIC
e [loBsimenue yposHs IgM o Comnyrcrayromee B3K (SIK B

70-90%);
o Hammaue p-ANCA (70%)

o CBIBOPOTOYHBIE MapPKEPHI
xoJsecTasa (B ocHoBHOM LI[D)

Kputepun auarnoctuku oco0bix ¢popm 16X nmpusenens: B Tabmuie 3.

2.6. Iloka3zaHus 1Jis KOHCYJIbTAIIMU CIIENUAJIMCTOB!

®  KOHCYJbTallMsd HWH(PEKIIMOHUCTA TPH TMOJO3PEHUH Ha OCTPBIM BUPYCHBIN TEMATHT,
uHpexmoHHy0 nuapeto (mpu conyrcTBytonux B3K), unTepkyppeHTHbIC MHDEKINH;

e  KOHCYJbTallMs OHKOJIOra, XUpypra MpH IOAO3PEHHM Ha OIyXOJM II€YEHU U
MaHKPEeaTOOMIMAPHOI 30HBI;

L4 KOHCYJIbTAllUA KapAruOoJora Ipu IJIaHUPOBAHUH OIICPATUBHOI'O JICUHCHUS,
L KOHCYJIbTAaHs aHECTE31MO0JIOTa IIPH IIJIAHUPOBAHUH OIICPAaTHBHOIO JICYCHN,

®  KOHCYJbTallMsl DSHIOKPUHOJOTA IMPU HAIMYUM TOPMOHAJIBHBIX HApYLIEHUW U
OCTEO0II0pO3a,;

e  KOHCyJbTaIMs oTambMoiiora npu moao3peHun Ha 6ose3ns Wilson, conyrerByrorniumii
cuHapoM Sjogren;
®  KOHCYJbTallUsl CTOMATOJIOTa MPU KCEPOCTOMUM;

e  KOHCyJbTalUs remartosiora mpu pa3Butuu KA, ¢onueBo-gedunutHont m Bl2-
neOUITMTHON aHEMUSIX;

®  KOHCYJbTAIlMs PEBMATOJIOTa TMPH COMYTCTBYROMMX AUGOY3HBIX 3a00JCBaHUIX
COCTMHUTEILHON TKAaHW U HAJTMYUHA OCTEOIOPO3a,

®  KOHCYJbTAIlMs HEBpolarojora ¢ 1Hedblo  audPepeHnnanTbHOro  IUarHosa
KOTHUTUBHBIX HAPYIICHUMN.
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2.7 Anroput™m quardoctuku IIBX, IICX npencrasnen Ha cxeme 1.

’KamoOsl Ha cna6ocn,, 3yA, THIIEPIOUTMCHTALIUIO U APYTUEC ITPOSABIICHUS X0JIECTa3a

Omnpenenenue 1D, I'TTII, npsmoro
6mmnpy6una; HBsAg u anti-HCV; Y31 OBII

Het nusmenenuiz

Hopwmanbsusre nokazarenu 1D, I'TTII w/umm
npsAMOTo OMITUpyOnHAa;
HBsAg, anti-HCV (--)

CTh U3MCHCHUA

VY

1 ID/TTTII w/unm npsimoro ounupyOuHa;
HBsAg, anti-HCV (--)

JlononHuTeIbHOE 00CIIEI0OBAHIE HA TIPEIMET
JpYTux 3a00JieBaHUi

AMA (AMA M2), MPXIIT

L ]

AMA win AMA M2 (--) AMA i AMA M2 (+) AMA nwim AMA M2 (--)
MPXIIT" 6e3 H3mereHHH MPXIII" 6e3 u3MeHeHHit Xap aKHT;g :;’:{Z:ZD;ZHE/I[{;IQEK?H[IHHX
A4
ANAS unu anti-sp 100 wiu
anti-gp 210 (+)
\ 2 L\ 4 \ 2
AMA-neratuBubIi [16X [BX TICX

Cxema 1. luarnoctuyeckuii aaropurm IIBX, IICX
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2.8. JIu¢depeHnnanbHblii IMAarH03 M O00OCHOBAaHHE [IONMOJHHUTEJbHBIX MCCIeI0BAHUI TMpu 3a00J€BaHUAIX, MNPOTEKAIOUIUX C
CUMIITOMaMH XoJiecTasa, mpeacraicH B Taommme 17 [1-6].

Ta6auua 17. Indpdepenumnansupiii nnarao3 [IBX n IICX

JAuaruno3 OobocHoBaHuUe 1S Oo0caenoBanue Kpurepun nuarnosa
auppepeHHATLHOH
AHATHOCTHKH
X0JIen0X0JUTHA3 Knunanko-nabopatopHbie Y3U, MPXIII', OPXIIT, YUXT Hannuyne KOHKpEMEHTOB B )KETYHOM
CHUMIITOMBI XOJIECTa3a ITy3bIPE U JKEITYHBIX MPOTOKAX
Onyxonu Knunuko-naboparopHbie Onkomapkepsl, ¥Y3U, MPXIIT", OPXIIT, Hanuune onyxonu naHkpeaToOMiInapHoi
MaHKPEeaTOOMIUAPHOM | CHMIITOMBI XOJIecTasa YUXT', buoricust meueHu 30HBI

30HBbI

AJIKOTOJIHBIA T'€aTUT

Knunnko-naboparopubie
CHUMIITOMBI X0JIeCTa3a

ACT, AJIT, I'TTII, 1LLI®, Y3U OBII, 6uoncus
nedyeHu, anamues, onpocaukun CAGE, AUDIT

3noynorpebaeHue adKorojieM B aHaMHE3e,
JIpyTHe MPOSIBICHUS aJIKOT0JIN3Ma,
noseimenne aktuBHocTu I'TTII, ACT,
cootnomenuss ACT/AJIT >1,
MakpouurTos, B12- ponaueBo-nedpunnrnas
aHEMUsI, TUCTOJIOTHYECKass KapTHHA

OBI' Knuanko-mabopaTopHbie HBsAg (xauectBennsiii Tect), HBeAg, anti- (+) mapkepsr BI'
CHUMIITOMBI XOJIecTa3a HBs, anti-HBe, anti-HBc /IgM, anti-HBc¢ /1gG,
anti-HDV IgM, anti-HDV total, anti-HCV, anti-
HAV IgM, 1gG
JlekapcTBEeHHOE KinHanko-1abopatopHbie CBsI3b C MPHEMOM T'eITaTOTOKCHYHBIX [IpuMeHeHue remaToTOKCHYHBIX

IMOBPCIKACHUC IICUCHU

CHUMIITOMBI XOJIECTAa3a

npenapatoB, RUCAM u npyrue
BAJIUIN3UPOBAHHBIE IITKAJIBI, TEHETUYECKUE
HCCIIeIOBAHUs, OMOIICHS IICUEHHU

IIpCriapaToOB B aHAMHE3C, ITCHCTUYCCKAA
IpeaApacIiOIOKCHHOCTD, XapaKTCpHad
THUCTOJIOTNYCCKasA KapTHUHA

AUD

Knunnko-naboparopHbie
CUMIITOMBI XOJIecTa3a

ACT, AJIT, I'T'TII, L®, Y3U OBII, 6uornicus
nevYeHu, anamues, ayroanturena (AMA-M2,
ANA, anti-LKM-1, anti-SLA), ouorncus
TICUCHU

Hanuuue ayroanTuren, UATOIU3 IPU
HopManbHOU aktuBHOCTH I[P, I'TTII,
XapakTepHasi TUCTOJIOTHYECKAasi KapTHHA

[Topaxenue kocreit

Knunauko-nabopaTopHbie
CHUMIITOMBI X0JIeCTa3a

I['TTIL I®, kaneimii, hocdop, peHTreH
neacutometpus, KT, MPT

OOHapyXxeHHE KOCTHOH 1€CTPYKIHH,
THIIEePKATBIINEMUH
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I'uneptupeos

Kinunnko-naboparopHbie
CUMIITOMBI XOJIecTas3a

I'TTII, I[®, ropMOHBI IIUTOBUIKOMN KEJIE3BI

1 YPOBHSI TOPMOHOB IIUTOBUTHOM KEJE3bI

9G4 Knuanko-mabopaTopHbie 1gG4, I'TTII, I[d, Y31 OBII 1 ypoBus IgG4, myxckoit mo,

accoIMupOBaHHas CHUMIITOMBI XOJIECTa3a MOPAXKEHUE MOJKETYI0YHOM JKee3bl

XOJIAaHTUOTIATHS

Xonauruokapiuaoma | Knunuko-nmabopatopHbie e CA19-9 o Hanuume XxomaHTHOKapIIMHOMBI IPU
CUMIITOMBI XOJI€CTa3a e MPXIIT NECPBUYHOM MM JUHAMHUYCCKOM

e DOPXIIT" ¢ oT6OpOM AyKTaIBHBIX MPOO
(MeToaMu MIETOYHON IIUTOJIOTHH,
SHA0OUIUAPHBIX OMOIICUI) TIPH
ycranoBieHHOM [1CX B cirygasx (1)
IPOrPECCUPYIOLINX CUMIITOMOB
(xomanruTa, 3yaa), (2) 6eicTporo
MOBBIIICHUS aKTUBHOCTH ()ePMEHTOB
xoJiecTtasa, (3) GopmupoBaHusi HOBBIX WIH
IPOrPECCUPOBAHUS CYHIECTBYIOINX
CTPHUKTYD, BbIsABIEHHBIX ITpu MPXIIT

o dyopeciieHTHas THOpUAM3AIKS 1IN Situ
(FISH) unu skBUBaJIGHTHBIE METOIBI TIPU
COMHHUTEJIBHBIX PE3yNbTaTax METOYHON
ITUTOJIOTHH

e DHpockonuueckoe Y3, BkiIrouas
BHyTpuIipotokoBoe ¥Y3U [IDUS]

e XOJIAHTUOCKOITUA

e 30H10Bast KOH(pOKAIbHAS JIa3epHAs
suomukpockonus (PCLE)

o0caenoBanuu manuenta ¢ ITICX
MOI03PUTEIBHO MPU PE3KOM
MIPOTPECCUPOBAHUN XOJIECTA3a, MOTEPU
Beca, moeimennu CA19-9 n/umm
Pa3BUTHUU HOBOM MPOTPECCUPYIOICH
JIOMUHUPYIOIIEH CTPUKTYPHI,
YBEIMYHBAIOIIUMCS 00bEMHBIM
oOpa3oBaHUU

o [IOBBIIICHHBIN CHIBOPOTOUYHBIN
mapkep CA19-9 MoxkeT CITyKUTh
MOATBEPAKIACHUEM TUArHO3a
XOJIAHTHOKapLIMHOMBI, HO 00J1aaeT
HU3KOU CelM(UIHOCTHIO

o Bepudunupyroniue pe3ynbTaThl
BHYTPHUIIPOTOKOBOTO ¥Y3U,
XOJIAHTUOCKOIINH, 30HI0BOM
KOH(OKaJIbHOM J1a3epHOM
suomukpockonuu (PCLE) merounoi
OMOTICUM UITH YHIOO0MITHAPHBIX
ouorncuii unu FISH
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3. TAKTUKA JIEYEHUSA HA AMBYJIATOPHOM YPOBHE
3.1 TakTHKa JeyeHus1 HA aM0YJIATOPHOM YPOBHe
Jleuenue I1bX u IICX npenycmarpusaet (Y A) [1-6]:

HEeMEIUKaMEHTO3HbIE MEPOTIPUSITHS;

0a3HCHYIO JIEKapCTBEHHYIO TEPaIuIo;

TEpanuIo0 CUMIITOMOB (OCIIOKHEHHI ) X0JIECTa3a;

TEPaIUIO IPOrPECCUPYIOIIETO 3a00eBaHMs [IEYEHH (LUPPO3a U €ro OCJI0KHEHHH);

TEparuio aCCOIMUPOBAHHBIX 3a00JICBAHHM.

3.1.1 Hemeaukamenrto3Hoe Jedenne [1bX, [ICX Brmouaer (V| A-B) [1-6]:

e  COONIOZICHUE TPHUHIIMIIOB PAIMOHAIBHOTO MUTAHUS, C JTOCTATOYHBIM MOTPEOJICHHUEM,
MIPOTYKTOB, COJIEPIKAINUX KATBIIUN, KUPOPACTBOPUMBIC BUTAMUHEI,

3amnpeT Ha MOTPEOJICHUE aJIKOTOJIA;

3anpeT Ha KypeHHe,

IOXYyaHKE MPU U30BITKE BECa;

JIOCTATOYHOE MOTPEOJICHUE KUIKOCTH;

yMmepenHas uncossiius (ripu [16X);

e  paknuHanus nporuB HAV, HBV, no noka3zanusM — mpoTUB CE30HHOT'O TPHIIIL.

3.1.2 MeaukaMeHTO3HOE JieHeHHe:
3.1.2.1 basucnas tepanus [16X npencrasnena B Taomune 18 (Y] A-B) [1-4, 18-23].
Tab6uauua 18. basucnas repanus I[1BX

IIpenapar KommenTapuu
Bo Bcex cayuasx
YIXK e CIMHCTBEHHBIN Mpernapar, poaAeMOHCTPUPOBABIINN JT0JITOCPOYHBIN
ahdexr;

e yIydliaeT OMOXMMHUYECKHUE, TUCTOIOTMUYECKHUE TapAMETPBI, YIUHSET
IIPOIOJKUTEIBLHOCTD KU3HU U BpeMs 10 TII, HO He oka3bIBaeT
CyLIECTBEHHOT0 3()(heKTa y MalueHTOB C MPOJBUHYTHIMU CTaIUIMU
I1BX;

e VJIXK Ha3zHauaeTcs NOKU3HEHHO B 103€ 13-15 Mr/Kr/cyTky;

e YJIXK 00bIYHO Ha3HAYAETCS ABAXK/bI B €Hb, 3PPEKTUBHOCTD
aHaJIOTMYHA MPU OJTHOKPATHOM MpPUEME.

IHanueHTHI ¢ Cy0ONTUMAIBLHBIM 0TBETOM (He-oTBeTOM) Ha Y /IXK

be3adubpar * | ¢ pexomenmoBan JSH (2014 r.) B komOuHanmu ¢ YJIXK y nmanueHTos,
HE OTBeUarommx Ha MmoHoTepanuto Y JIXK;

e IIO3UTHBHO BIHUSACT Ha PYHKIIMOHAJIBHBIC MPOOBI IICUCHH,

e 400 mr/cyTKu;

e MOXET BBI3BaTh Pa0JOMHOJIN3, IOBBIIICHUE AKTUBHOCTH
TpaHCaAaMUHA3 U P IPYTUX MOOOYHBIX SIBJICHUM, MPOTUBOTIOKA3aH MPHU
MIEYCHOYHON HEAOCTATOUYHOCTH.

denopubdpar | e pexkomenaoBan JSH (2014 r.) B komOunanuu ¢ YJXK y manueHros,
He oTBeyvaromux Ha tepanuto Y JIXK;

e ot 145 mr/cytku 10 200 MI/CyTKH B COOTBETCTBUU C MHCTPYKIIUEN
NPUMEHSEMOTO TIPenapara,;
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e MOXKCT BbI3BAaThb pa6I[OMI/IOJ'II/13, ITOBBIIICHUEC aKTUBHOCTH
TpaHCaAMWHA3 U pAd APYIrux TOOOYHBIX HBHCHHﬁ, IMPOTUBOIIOKA3aH IIPpH
IICYCHOYHOU HCOOCTAaTOYHOCTH.

Oo0etuxonenas | ¢ ogoopena FDA u pexomenmoBana EASL (2017 r.) ans maiueHTOB,
KHACJIoTa™ He oTBeyaromux Ha Tepanuio Y JIXK;

e ucnonb3yercs B koMOuHammu ¢ YJIXK wim moHoTepanuu (mpu
HenepeHocumocT Y JIXK);
e Ha3HAYaeTCs B HAYAJIBHOM 03¢ 5 MI/CYTKH C TUTpoBaHueM a0 10
MT/CYTKH B 3aBUCIMOCTH OT IEPEHOCHUMOCTH B TeUeHHUE 6 MECSIIEB.

NB! *npumensartes nocne perucrpaunu Ha Tepputopun PK

Kputepun orBera Ha Tepanuio Y JIXK npusencus! B Tadmuie 19 [24].
Taoauua 19. Kpurepun ouenku 3¢pdpexruBnocru YAXK

Ha3Banue IMepuona Iloka3aTesin OTBETA HA TEPANHIO
KpUTepUeB | HAOJIIOeHH s
Rochester 6 Mecs1eB o I[P <2 BI'H unm ungexkc Meito (Mayo score) <4,5
Ehime 6 MecsIEB e | I'TTII> 70% wn vHopmanu3amus ['TTII
Paris | 1 rox o II[® <3 BI'H unu yposens ACT <2

bumupyoun < BI'H wnu < 1 mr/a (17,1 MkMoub/i)

Paris Il 1 rox e II® <1,5 BI'H unu ACT <1,5 BI'H unu 6unupyoun <
1 mr/mn (17,1 MKMOJTB/IT)

Barcelona 1 rox e | II® > 40% wnm HOpMATH3AIUSI

Rotterdam 1 ron o Hopmanuzamus ouinyOnHa W/WIM HOpMaJIU3auus
anbOyMuHa

Toronto 2 rona o III® <1,67 BI'H

Japan 2 roga o III® u AJIT <1 BI'H — oTBeT numeercs

e 1-1,5 BI'H — oTBeT HE3HAYNTEIBLHBII
e >1,5BI'H — otBer oTcyTCTBYET

broxumMuyeckuil OTBET ABJISIETCS HauOoJiee BATMIU3UPOBAHHBIM HHCTPYMEHTOM OLEHKH
sdpexkruBHocTH YIXK (dame vepe3 12 mecsieB), JEerko MPUMEHUMBIM B KIMHUYESCKON
MpaKTUKE JJIsl PEIIeHUs BOIpOca O MEpexoje Ha claeayrolui stan Tepanuu. [lapmxckue
kputepuu /11 mpu3Hanbl Hanbosee NPOCTHIMU, YAOOHBIMU U HA/IEKHBIMHU.

basucHas Tepanus npu ocoObix Bapuantax [16X npencrasinena B Tadmume 20 (Y A) [1,

2,14].
Ta6auua 20. baducnas Tepanus npu ocodobix Bapuantax I[IBX
Bapuanrts! I1BX KomMmenTapuii
Cumnromaruueckass | o apdexr YIXK HeznHaunTeneH y naieHToB ¢ BhIPAKEHHOM
(npoaBuHyTast) KENTYXOH;
craaus e paccmarpuBaroT nokazanus kK TII.
beccumnromuas o YJIXK HazHauaercs:

- npu noBeimenuu D> 1,5 BI'H,;
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cTaaus

~ wu nosbimennu ACT w/vmm AJIT.

Paganii [1bX

e JICUEHHE HE MTOKA3AHO;
e HaOJIOEHNE KaXKable 1-2 roga

AMA-HeraTuBHBIN
[IbX

e jieueHue cooTBeTcTBYeT AMA-no3utuBHomy 116X

Cunapom
nepexiiecta [1bX-
AUl

o YVIIXK;

e TIPEIHU30JIOH WK Oyneconus (y maruentoB 6e3 L{I1) B
COOTBETCTBHUHM C pekoMeHaauusamu no AT,

¢ 110 BO3MOYKHOCTH IlepexoasaT Ha MoHoTepanuto Y J[XK nmocne
MCUYE3HOBEHHUs pu3HakoB AT

3.1.2.2 Tepanusi 0CHOBHBIX CHMIITOMOB/CUHAPOMOB, BeTpeuawmuxces npu [IBX
[TomuMo OGa3uMCHOW Tepamuu, MPOBOJUTCS KOPPEKIHsS CHUMITOMOB (OCIOKHCHHI)
X0JIecTa3a U acCONMUPOBaHHbBIX 3a0oneBanuii (Tabmumua 21) (V/ A-B) [1-4, 6, 18-23, 25-

29].
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Ta6auna 20. Tepanusi 0CHOBHBIX CHMIITOMOB/CHHPOMOB M Hau0oJee YacThIX ACCONMUPOBAHHBIX 3a00/1€eBaHUIi, BCTPEYalOUIUXCS
npu [IBX/TICX  (NB! *npumensts nocie peructpaiyu Ha Tepputoprun PK)

CuMnTom/CHHAPOM

TaxkTnka / MeanukaMeHTO3Has
Tepanus

KommenTapuu

KoxHnpii1 3y

bazucnas tepanus [IBX/TICX

e JaHHBIC MIPEACTABIICHBI B TabmuIle 15

HemennkamenTo3Has tepanus

¢ YBIAXHSIOIINE, CMATYAIOIINE CPEICTBA (HA OCHOBE DKCTPAKTA OBCSHOU
MYKH U IPyTHE);

e TMPOXJIAJHBIC BaHHBI TIepei CHOM (0e3 UCTIONb30BaHMsI MOYAIIKH);

e TICHXOTEpAINwsl MPU COXPAHCHUH HABS3UYNBON TMPUBBIYKH YECATHCS,

e JicUEHUE YJIbTPa(QUOIETOBBIM 00Ty4YeHHEM (IIPU OTCYTCTBUH OTBETA HA
TEPAIuIo).

CeKBeCTpaHTBI JKCIYHBIX KUCJIOT.

- Xonectupamun™

e | JIMHUSA TEpanuu KOKHOTO 3y/1a;

e 4-16 r/cyTKH, 10 ¥ MIOCTIE 3aBTpaka, 3a 3-4 yaca J0 WiIu IOCJe mpuemMa
YIXK;

e peabcopOupyst IPypUTOTECHBI (KETYHBIC KHCIOTHI), YMEHBIIAET X
BCACHIBAHUE;

e BBI3BIBACT B3AYTHE KUBOTA, 3aI0p, TUAPEI0, TOITHOTY, BIUSIECT HA
abcopOIHIo TUTOKCHHA, BaphapruHa, MPOIPaHOJIoIa U THA3HIHBIX

TNy PETUKOB.

AHTHOMOTHUKU
- Pudamnunux

e 2 IUHWUS TEpANHNU KOKHOTO 3Y/1a;

e 150-600 mr/cyTkw;

* VHIyUUPYET MUKPOCOCMAIBLHOE OKUCIIEHUE;

e TEMAaTOTOKCHYCH, HEOOXOAMM MOHUTOPHHT ()YHKIIMOHAIBHBIX TIPOO
MIEUYCHU Kaxkaple 6-12 Henens.

OnuaTHbIe aHTarOHUCTHI
- Hanrpexcon

e 3 nUHUSA TEpaNUM KOKHOTO 3y/a,

o 12,5-50 mr/cyTKu;

e BBI3BIBAET CUHJPOM OTMEHBI, IOTEPIO ANNETUTA, BO30YANUMOCTD,
paccrporictBa KKT;

e IIPOTHBOIIOKA3aH MPU ONMMATHON 3aBUCUMOCTH.
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e HHrubuUTOpH CEPOTOHNHA
- Ceprpanun
_  T'aGamenTun

e 4 NWHUS TEPAIUU KOKHOTO 3y/1a;

e ceprpanuH: 25-100 Mr/cyTKH,

e rabamnentuH: 300-1800 Mr/cyTKwu;

e MOTYT BbI3BaTh COHMBOCTb, TOIITHOTY, TOJIOBOKPYKEHHE, CITa00CTh .

o bapOurypatsl
- denobapbuTan
- KomOunupoBaHHbIe
nperapaThl, CoOAepKaIIe
(henobapOuTan

e TIPU OTCYTCTBHUU BO3MOXKHOCTH NMPUMEHEHUS NpernaparoB 1-4 muHum
TEparuu KOXKHOTO 3y/1a;

e 90 Mr mepen cHOM;

e MOTYT BbI3BaTh COHJIMBOCTh B TIEPBHIC HEJIEIIH MTPHEMA.

AHTUTHCTaMUHHBIE IpcriaparTsl

e TpPU OTCYTCTBUU BO3MOKHOCTH MIPUMEHEHUS NpenaparoB 1-4 nuHunu
Tepanuu KOXKHOTO 3y/1a;
o sddexTuBHbI B 50%.

['unepxonecrepunemus

e HewmenmnkamenTo3Hoe jieueHme

e HET J0KAa3aTeJIbCTB KOPOHAPHOTO pUCKa rurnepxonecrepuaemun npu 116X
e manueHTtam 6e3 Ipyrux (GakToOpoB pUCKA MMOKA3aHbI TUETOTEPAIUS U
bu3nuecKkue yrnpaxHeHus,

e Yy MaIMEHTOB C APYTUMH (PaKTOpaMH PUCKA JICUCHUE COOTBETCTBYET
OOLIMM NPHUHIIMIIAM, OJHAKO, HA3HAYEHHE CTATUHOB HE PEKOMEHIy€eTCs,
KpOME CIIy4aeB CaMOCTOSATEIbHOI0 METa00INYECKOro 3a00JIeBaHNU.

Kcanromato3 e [lmasmadepes ¢ 1-2 HeACTHPHBIMU e 0COOCHHO MpH JTAJJOHHOM KCAaHTOMATO3¢
MHTEPBAJIAMU
Octeonopo3 o [Ipemnapatsl KanpLus e cyrounas norpedHocts 1000-1200 mr/cyTKHy;

e YaIle MCIIOJIB3YIOTCS MPemapaThl COEpIKAIINEe KOMOMHAIINIO KATBIUS U
BHTaMHWHA XOJIMKaJbIledepoa.

e budocdonars
- AneHApoHOBAas KUCIOTA
- Hb6annpoHoBas KucioTa
- 3oJieIpOHOBAask KUCIIOTA

e aneHpoHoBas kucinora: 70 mr BHYTph | pa3 B Henento (uiun o 10 mr
€KEJTHEBHO);

e wubanapoHoBas kucnorta: 150 Mr BHYTph 1 pa3 B Mecsil (’keaTesIbHO B
OJIUH U TOT ke JCHb KaKJIOro MecsIia) Wi 3 Mr B/B 6otocHO 1 pa3 B 3

MecsLa,;

e 30JICHAPOHOBAs KUCJIOTA: 5 MT B/B €KEr0JIHO;
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e TabJeTUPOBAHHBIC POPMBI IPOTUBOIIOKA3AHbI Y AIIMEHTOB C KUCIIOTHBIM
pedmrokcom u BPB

Tepunapartun

e 250 MKT HOJIKOHO €XETHEBHO;
e TIpemapatr BEIOOpa MPU BEIPAKEHHOM OCTEOIOpOo3¢ (B CIydasx MepeioMoB
B aHaMHe3e) u HedpdhekTuBHOCTH OMochoHATOB.

ManbabcopOrust

HemennkameHTO3HOE JIeUueHNE

e TI0Ka3aHO CHUKEHHE MOTPEOIIIEMOTro KUpa U BBEJICHUE B PAIlOH
CPEIHEIETIOYHbIX TPUTIIMLIEPUIOB U JTTMHHOIETIOYHBIX KUPHBIX KHCIOT
(pactuTenpHBIX Macen) 10 60 MJI/CyTKH B YUCTOM BHJIE, JIMOO MPpHU
MPUTOTOBJICHUU OJTIO]

Jedunur BuTaMuHA
Petunosna

3aMecTUTEeIbHAS TCpaIun:Aa

BUTaMHWH PCTUHOJI

o nedurut Bo3uukaet y 30% nanuenton ¢ 16X, knuHnyeckn He
MIPOSIBIISIETCS
e peruHOI: BHYTph 10 15000 E/l/cyTkm B 3 mpuema

Heduuut BUTaMHHA
Xonekanbiudepon

3amecTuTeNbHAs Tepanus

BUTAMUH XOJIMKabIehepo

e JepUIUT MOKET MPUBECTH K OCTEOMAISIINH;

e OILICHUBAETCS IO COAECPIKAHUIO B KPOBU 25-TUAPOCKCUBUTaMUHA D
(MeTabonuTa, MPOIYIHUPYEMOTO B TICUCHHU);

e 1pu coaepxkaanu MmeHee 30 amoite/i1: Xomekanbimdepon 20000 EJl/cyTkn
B TeueHue 15 nHel ¢ nmocneayromum amuTenbHbiM npuemom 800-1600
EJl/cyTKy;,

o 1pu coaepkanuu 30-50 umounn/in: Xonekansimdepon 400-800 E/l/cyTkuy;
e PEKOMEHIYIOTCS MUINEBbIE HICTOYHUKH BUTaMuHa D: xupHas pbida,
PBIOHBIHN KHP, KPACHOE MSCO, SMUHBIN KEITOK.

Heduuut BUTaMuHA
Toxodepon

e 3amecTUTEIIbHAS Tepanus

BHTaMUH TOKO(DepoT

e JePUIUT BCTpPEUACTCA PEAKO, 32 UCKIIOYCHUEM TsDKenbIX ciaydaes [1bX,
TpeOYIOMUX TPAHCIIAaHTAIIHIO;
e Ttokodepon: 400-1000 E/l/cyTku.

Hedbuuut BUTaMrHa
MeHnagnoH

e 3aMecTHUTENbHAs Tepanus

BUTAaMHWH ME€HAJAHNOH

e JeUIUT BCTPEUACTCS PEAKO, HO MOXKET BO3HUKATH MPHU MIPUEME
XOJIeCTUpaMHUHa™;

e orneHuBaercd no I1B;

e MeHaauoH: 15-30 mr/cyTku (0ObI9HO 110 4 THS ¢ 4-THEBHBIMH
nepepbIBaMy WM B 3aBUCUMOCTH OT KIIMHUYECKOW CUTYAIIHH).
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['unotupeos e CranpapTHas 3aMeCTUTEIbHAS e 12,5-200 mkr/cyTku B oguH npueM 3a 20-30 MuH 10 e1bI
Tepanus
~  JIEBOTUPOKCHUH HATpUs
Anemust e DnosTHH anbda e TIpHW HU3KOM YpOBHE 3putTpomnodTuHa (MeHee 4 EJI/m) B kpoBH,
e TI0 COIJIACOBAHUIO C TEMATOJIOTOM.
o Keneszoconep:xaiue npenaparsl e 1pu Hamnuuu JKIA;
o xenesa cyabdar 400-600 Mr/cyTKH BHYTpb;
e [IpU HEMEPEHOCUMOCTHU MEPOPANBHBIX GopM - xeinesa Il ruapokenn-
JEeKCTpaHOBBIM KoMITIEKC 100 MI/CyTKu mapeHTepaibHO;
e C OCTOPOXHOCTBIO y nanueHTos ¢ LI1.
o [lpenapatbl QonareBON KUCIOTHI, e 1pu B2 / ponueBo-nedpunintHON aHEMUY;
ButamuHa B12 e 1mankoOamamuH: 500-1000 mr/cyTKH;
e (onmeBas Kucnota: 1-2 Mr/CyTKH; B 3aBUCUMOCTH OT COCTOSIHUSA /1032
MOJKET OBbITh YBEJIHUEHA JI0 5 MI/CYTKHU.
e [Iponpanosion, Kapseaumnon e B CIIy4asix, KOrJa IPUYMHOW aHEMHUM SIBIIAETCSA KpoBOTEeUeHHE U3 BPB nim
e DHJOCKOMUYECKOE TUTHPOBAHNE nopTagbHas TaCTPOTATHS
BapUKO3HO PACIIMPEHHBIX BEH
e TIPS
o TII
Crearopes o Jluera ¢ HU3KUM COJIEpP)KAHUEM e B LEJSIX CHWKEHUS CHUKEHUS IOCTYIUICHUS JKEITYN B KUIICUHHUK
Kupa

o CpeaHenenoYHbIe TPUTIIUIIEPUIBI

o @epMeHTHI (JInIasa)

e TIIpU COIMYTCTBYIOLIEH HEJOCTATOYHOCTH MOKETYI0UHOM JKee3bl

e ATJIOTEHOBAd IHETA

e IIpU CONYTCTBYIOLIEH LETUAKUU

e AHTHOaKTEpHaTbHAS TEPAIUS
- Pudaxkcumun
- Mertponnnazon

e TIPU CUHJPOME U30BITOUHOTO OaKTEPUAIBHOIO POCTa

Komrteke Sicca

o «VcKyccTBEHHas Clie3an,
o [luxnocnopun™ (rina3zxas

e 1pu KcepodTanbMuu
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AMYJIbCHSA)

e [luThe / 3aMEHUTEIN CITIOHBI
e [lumokapnuH, HeBUMETHUH™*

e IpPU KCEPOCTOMHUU U Aucharuu

e VYBIaXHAIOLINE Kpema

e TIpPU CYXOCTH T'y0, Biarajiuina

NB! *npumensTs mocine perucrpaiuu Ha Tepputopun PK
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3.1.2.3 JlekapcrBennas tepanus [ICX

Ha nmaHHBIE MOMEHT HE TIOKa3aHO JOCTOBEPHOTO BIUSHUS KaKOTO-JIHOO
JICKapCTBEHHOTO CPEJICTBA HA UCXOJIBI M IPOAODKUTEIHLHOCTD )XU3HU Yy narueHToB ¢ [ICX.
[enecoobpazno ucnons3oBanue YJIXK (B cpennem 20 MI/KI/CyTKH) Ha HEONPEAEICHHO
JIONITOE BpEMs, YTO YJIyYIIaeT OMOXMMHUYECKHE IMMOKa3aTeld, OJHAKO HE MPEIOTBPALIACT
pa3BUTHE OWJIMAPHBIX CTPUKTYp, HE CHUkaeT Hyxaaemoctb B TII u netanbHocts (Y C).
[Ipn mpucoenMHEHNWH BOCIAJICHHS, THOWHBIX OCIIO)KHCHHU TIIOKa3aHa KOMOWHAIUSA C
METPOHHUIA30JI0M WM JPYTUMHU aHTHOAKTePHAIBHBIMH MpenapataMu (1iedTpHaKcoH,
rumnpodIiokcany, JeBodoKkcayut, BAaHKOMULIMH U apyrue) (Y A).

Cunapom nepexiecta [ICX ¢ AUT neuntcst B cOOTBETCTBUU € IpoTokosiom AUI .

IIpy BO3BHMKHOBEHUHU OCJIOKHEHHMM XOJECTa3a Tepalnus COOTBETCTBYET TakoBou npu [1bX
[4, 6].

3.1.2.4. JlekapcTBeHHAasl Tepanusi OCJI0KHEHUI HUPPO3a MeYeHn

B cnyuasx nuppotudeckoit craguu [1bX u IICX Tepanusa ocnoxuenuit L1 npoBoauTcs
COIJIACHO COOTBETCTBYIOIIUM KJIMHUYECKUM MPOTOKOJIAM.

3.1.2.5. JlekapcTBeHHAasl Tepanus acCOIUMPOBAHHBIX 3a001eBaHUI

Jleuenne acconuupoBadHelx ¢ IIBX u IICX 3aboneBaHuii IPOBOJUTCS COTJIACHO
COOTBETCTBYIOIIUM KIMHUYECKUM IIPOTOKOJIAM.

3.1.2.6. IBX u 0epeMeHHOCTH

Menemxment [IBX mnpu OepeMEHHOCTH OCYIIECTBISETCS C YYETOM  CIEAYIOIIMX
nonoxennit (Y A-B) [1]:

e OepemenHocTh y mnanueHTok ¢ I[IBX mpu orcyrctBum LIII, B memnom, mpoTekaer
YAOBJIETBOPUTEIBHO;

e namuenTtkaM ¢ [IbX, mnanupyroomum 6epeMeHHOCTh, a Takxke OepeMeHHbIM ¢ [1bX,
TpeOyeTcst KOHCYJIbTalusl U HaOII0AeHNE KBAIN(UIIMPOBAHHOTO TaCTPOIHTEPOIIOTA;

e comracHo pekomenmanusmM EASL (2017 r.), BO BpeMs OEpeMEHHOCTH IOKA3aHO
nponoskenue npuema Y JIXK;

e  Tepanus KOXKHOIO 3yJa M IPYTUX MPOSBICHUN XOJECTa3a OCYLIECTBISIETCS C YYETOM
npoduiist 0€30MacHOCTH TPEnapaToB BO BpeMs OEPEMEHHOCTH B COOTBETCTBHM C
YTBEP>KICHHBIMU MHCTPYKIUSAMU MO NPUMEHEHHIO;

e y nanuenTok ¢ LI B ucxone [IbX OepeMeHHOCTh COMpsiKEHA C BHICOKUMU pPUCKaAMU
OCJIO’)KHEHUH CO CTOPOHBI MAaTEPHU U IJI0JA, B CBSI3U C YeM aOCOIIOTHO NMPOTHUBOIOKA3aHa U
PEKOMEHI0BAHO COOJII0JICHIE KOHTPALICTILIHH.

3.1.2.7. IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEJACTB HA aMOYJIATOPHOM YPOBHE
npezcTaniieH B Tabnuie 21.

Taoamuna 21. IlepedyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPeACTB Ha amMOyJaTOPHOM
YPOBHe

MHH dapmakoTepaneBTHYECKAsI Jlo3upoBKa Y
rpynma
Ypcoae3zokcuxoiieBas [Ipenaparts! xenunbix kuciot | Kancymnst 250, 300, A
KHUCJIOTa Kox ATX: A05AAQ2 450 mr
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3.1.2.8. TlepeyeHb AONMOJHUTEJbHBIX JIEKAPCTBEHHbIX CPeICTB HAa amMO0yJaTOPHOM
yYPOBHe TipejicTaBieH B Ta0muie 22.

Taomuma 22. IlepeyeHb JIONOJHHUTEJIBHBIX JIEKAPCTBEHHBLIX CPeICTB Ha
amMO0yJIaTOPHOM YPOBHe
MHH npenapara dapmakoTepaneBTHYeCKast Jo3upoBka Y
rpynmna
byneconun [ MIOKOKOPTUKOCTEPHUOIBI Kancyna 3 mr B
Kon ATX: RO3BAQ2
[Ipenaunzonon Crepousl Tabnetka 5 Mr B
Kon ATX: HO2ABO06
MeTunnpeaHu3010H Crepousl Tabnerka 4, 16 mMr B
Kox ATX: H02ABO04
Oo6etuxonesas kuciota®* | [IpenapaThl JKeITIHBIX Tabnerka 10 mr B
KHUCIIOT
CeleKTUBHBIN AarOHUCT
dapuezougHOrO X-
peuentopa (FXR)
Kox ATX: AOSAAQ04
®enodudpar ['mnomunuaeMuyecKkuin Tabnerka 145, 160 mr | C
npenapar
Kon ATX: C10ABO05
bezadudpar* [M'mnonmunuaeMuyecKui Tabnerka 200 mMr C
npemnapar
Kox ATX: C10AB02
XJI0ponupamMuH AHTUTHICTAMUHHbIC P-p nns B/B 1 B/M B
npenaparsl Ui CucTeMHOro | BBenenust 20 mr/ 1 mu
JAEUCTBUSI
Kox ATX: RO6AC53
®denobapoOuTal, Bbapbutypatsl u ux Tabnerka 100 mr B
KOMOWHUPOBAHHbIE MIPOU3BOJIHBIC
npenapartsl, conepxanme | Kog ATX: NO3AAO2
dhenobapOuTan
Xonectupamuu™ ['mnonmunuaemMuyeckue [Topomok Bo dakonax | B
IpernapaTsl no 500 r u B nakerax
Kon ATX: C10ACO01 110 4 r; TaOJNETKN I
pa3zxeBbiBaHus 1,5 T;
CyCHEH3Us JUIsl TpueMa
BHYTpPB 3 T BO
dbaakoHax
Pudamnuun [IpoTUBOMHUKPOOHBIE Kancyna 150 mr B
npenaparsl J1Jisi CACTEMHOT'O
HCIIOJIb30BaHUs
Kon ATX: J0O4AB02
Hanrpekcon CpenctBa 1 KOppeKIuu Kancyna 50 mr B

HApYLICHUH IIpU
AJIKOTOJIM3ME, TOKCUKO- U
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HapKOMaHUU
Kox ATX: NO7BB04

Ceptpanun AHTHACTIPECCAHTHI TabneTka, MoKpbITas
Kon ATX: NO6ABO06 o6omouxoit (50 mr, 100
MT)
["abanenTHH [IpoTuBOANIMIENTHYECKOE Kancyna 300 mr
CPEACTBO
Kox ATX: NO3AX12
Kanpuurpuon Butamun D u ero ananoru Karncyna 0,25 mxr,
Kox ATX: DO5AX02 0,5 Mkr
Kanpruii /13 IIpemapatel kanpLus TaOnerka: KalablUs
Kon ATX A12AA20 kapoonat 1250 mr,
X0JIeKaIbI(epos
(Buramuu D3) 5.0 mxr
(200 ME)
Kanbius kapOoHar, [Ipenapathl KanbLus TabmeTka: KaabIus
Xonekanbiudepon Kox ATX: A12AX kapoonar 1250 mr,
(Butamun [13) XOJIeKaIbI(epos

(ButamuH D3) 5.0 Mkxr
(200 ME)

AnbhakanbIuaon Burtamun D u ero ananoru Kancyna (0,25 mxkr, 1
Kon ATX: A11CCO3 MKT); PacTBOp IS
npremMa BHYTpb B
macie (9 Mxr/mi)
AneHipoHaT bucdocdonars Tabnerka 10 mr, 70 mMr
Kon ATX: MO5BA04
NoGannpoHoBas kuciaora bucdochonarst Tabnetka 150 mr,

Kox ATX: MO5BA06

PactBop nist B/B

BBCJICHUSI
3oJieIpOHOBAsE KMCJIOTA bucdhochonarst Konrentpar aist
Kon ATX: MO5BAOS IIPUTOTOBJICHUS

pacTtBopa 11st HHQY3U
5 mi (1 ¢akon)

Tepumaparun

Tepunaparun
Kon ATX: HOSAAO02

PactBop s
MOJIKOKHOTO
BBeeHUs, 250 MKT/MIT

BurtamuH petnHON

BuramuBb!
Kox ATX: A11C A0l

TaOnerka,
coxepxaras o 30 mr
BUTAMHHA A

Butamun Tokodepon Butamunsl Kancyna 100 ME, 200
Kog ATX: A11HAO3 ME

Butamun MmeHagnon AHTUTEMOpparu4ecKue Tabnerka 15 mr
cpelncTBa

Kox ATX: B02BA

JleBoTHMpPOKCUH

[Ipenapats! s neueHus
3a00/1eBaHUi IIIUTOBUIHOMN

Tabnerka 25 Mkr, 50
MKT, 100 MKT
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KeTe3bl
Kon ATX: HO3AAO1
Kenesa cynbdar [Tpemapatsl AByxBajgeHTHOro | Jpaxe (325 mr A
KeJe3a s IepOopPAIBHOTO xKenesa)
MIPUMEHEHUS Tabnerku
Kon ATX: BO3AAO7 MIPOJIOHTUPOBAHHOTO
neiicrBus (80 mr
Kelesza)
[Muanokobanamux CTumyIsSITOpHI TEMOTI033a PacTtBop niig unbekuuii | A
Kon ATX: BO3B A0l 0,05%, 0,02% (500,
200 MKT/M1)
donueBasl KUCIOTa BuramuHsl: Tabnerka 1 mr A
Kox ATX: BO3BBO1
MeTtpoHnaazon [IpoTuBOMUKPOOHBIE PactBop nnsa undysuii | B
MpenapaTsl COJICPKUT
Kon ATX: GO1AFO1 METPOHHUIA30J1a 5
MTI/MII,
Tab6metka 250, 500 mr
Ledrpuakcon [IpoTuBOMHKPOOHBIE [Topomok 1 r mis B
npenaparsl MPUTOTOBJICHUS
Koxg ATX: JO1DDO04 pacTBopa ISl B/B U B/M
BBEJCHUS
Humnpodokcaru [IpoTuBOMHUKPOOHBIE PactBop 1151 nabekuui | B
MpenapaTsl 2 mr/mi, Tabnetka 250
Kon ATX: JOIMAO?2 Mmr, 500 Mr
[TunokaprivH IIpenapatsel aJist ieyeHUs PactBop (karu B
3a00y1€eBaHUH TJ1a3 riasHeie) 10 Mr/min
Kon ATX: SOTEBO1
LeBumenun™ [TapacuMnaToOMUMETHKHN Tabnerka 30 mr A
Kox ATX: NO7AXO03
[Huxnocropua™ [Ipenapatel AJis JieueHHst Kamnmu rnazusie 0,05% | B
3a00sieBaHUH TJ1a3 1 M
Kon ATX: SOIXAIS
[TankpeaTun IInmesapurensHOE KumeuynopactBopumsie | A
dbepMeHTHOE CPEJICTBO MUHU-MUKPOCHEPHI
Kon ATX: AO9AA02 10 000, 25 000 EJl

NB! * mpumenste nocine perucrpauuu Ha Tepputopun PK

3.2 Xwupypruueckoe BMeIIATeJIbCTBO: HET.

3.3 JlaabHeiilee BeleHHUE:

3.3.1 lunamuuyeckoe HaOawaeHue 3a nauumentamu ¢ IIBX u IICX npejacrasieHo B
Ta6muue 23 (Y]] A-B) [1-6].

Taomuna 23. /Imnammuuyeckoe Had0awoaeHue 3a mnanmeHTamu ¢ IIBX m IICX
(MHHMMAJIBbHBII NepevYeHb™)
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Ioka3areib Ieproan4HOCTH M 0COOEHHOCTH
KOHTPOJIS

OAK c nmoacdeTrom TpoMOOITUTOB o Kaxnpie 6 mecstien (mpu LT — kaxasie
3 Mecsa)

buoxumunueckuii npodgmis (ACT, AJIT, |e Kaxnasie 3-6 mecsues (mpu LI —
I ®, I'TTII, 6bunupybun u ero Gppaxu, KaxJple 3 Mecsia)
anbOyMHH, KpEaTHHUH, MOYEBHHA,
xoJsiectepud, MHO)

Tupeounansiii cratyc (TTI) e Exeroano

ConepxaHue KUPOPaCTBOPUMBIX o Kaxnpie 6 mecsiieB

BUTAMUHOB B KPOBU

ADIT e Kaxurie 6 Mecd1ieB

CA 19-9 (npu [1CX) o Kaxnpie 6 mecsieB

Y3U opraHoB OpromrHO# MOJOCTH o Kaxnpie 6 mecsiieB

OI'JIC (B ciygasx LIT) e Kaxapie 1-2 roga (B 3aBUCHMOCTH OT
pe3yabTatoB npenbiayiiei 1 J1C)

Nneoxononockonus (B ciydasx [1CX) e IIpu orcyrctBun B3K Ha MOMeHT
MEPBUYHON TUATHOCTUKH — KaXIbIE 5
JeT

o [Ipu nannuuu B3K — exxerogno

o Jlna konTpons aqucrmazuu npu [1CX-
acconunpoBanHoM B3K pekomenyercs
UJICOKOJIOHOCKOMUS € UCIIOJIb30BaHUEM
BUTAJIbHBIX METOJ0B OKpPAIIMBAHUS
(xpomosnmockomnuu), NBI nim npyrux
BHUJIOB Y3KOCIIEKTPaJIbHOU HIOCKOIHUU C
MPULIETBHBIMUA OUOTICUSIMU

PenTren-ngeHcutoMeTpus KOCTEN e Kaxnrle 2 rona

*HpI/I OUPPO3€C MEUYCHU U €TO OCIOKHCHUAX, a TAKIKEC aCCOIUMUPOBAHHBIX 3a00JIeBaHUAX HHTCPBAJI MCKIY
OTACIBbHBIMHU HCCICIOBAHUAMH MOXKET OBITh YKOPOUYCH M 110 ITOKa3aHWAM HAa3HAYCHBI JOIMOJTHHUTCIbHBIC
na60paT0pHHe TECThl U UHCTPYMCHTAJIbHBIC MCTOIbI

3.4 MHMupukatopbl 3PpPeKTUBHOCTH JiedeHHs U 0€30MaCHOCTH METO/I0B JHATHOCTUKHU
U JICYEHUS:

e HOpMayM3anusg QyHKIHOHATBHBIX P00 meueHu (it [IBX — cootBercTue Paris I, 11 u
APYrUM KpuTepusmM 3PpHEeKTUBHOCTH JiedeHus cornacHo Tabmune 19);

e perpeccus CHMIITOMOB XOJIECTa3a, YIIYYIICHUEC KA4€CTBA )KU3HH,
¢ OTCYTCTBHUC IIPOIpCCCUPOBAHUA 3a00JIcBaHUs TIEUCHU.

4. MOKA3AHUA JAA TOCIIUTAIUSAIIMN C YKAZAHUMEM THUIIA
T'OCIIMTAJIN3ALINUA**;

4.1 TIloxka3aHus 1 IJIAHOBOM IOCIIUTAJIN3AINN

. OuorICHs IEUYCHU Y yCTAHOBJICHHUE TUATHO34,
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e nedenue ocinoxuenui L{I1 (Bapuko3HOro pacuimpeHus BEH MUIIEBOJA U KETY KA,
acuuta, ['IIK u npyrux);

e JedeHue couyeTaHHbIX 3a0oseBanuit (B3K u npyrux);

*  BBIIOJIHEHUE [JIAHOBBIX YHJAOCKONMUYECKUX U IPYTUX MAJIOMHBA3UBHBIX
BMEIIATENBCTB HA KETYEBBIBOJAIINX MyTHX;

*  IUJIAaHOBAs TPAHCIUIAHTAIMS [IEYCHH.

4.2 Tloka3aHus JJisl SIKCTPEHHOM rOCIUTAJIM3AIUMN:

e JedeHue  yrpoxaromux — ocioxHenmit LI  (kpoBoreuenus w3  BPBII,
renaTopeHaIbHbIA CUHJIPOM, CIIOHTAHHBIN OaKTepUaIbHBIN EPUTOHUT U IPYTUX);

*  BBIIIOJIHEHUWE OKCTPEHHBIX JHIAOCKONMUYECKUX U  JPYyTHMX  MaJOMHBA3UBHBIX
BMENIATEIbCTB HA JKETYEBBIBOAIINX MyTSX;

*  DKCTPEHHAas TpaHCIUJIaHTAllUs EYCHHU.

5. TAKTHUKA JIEYEHUS HA CTAHUOHAPHOM YPOBHE

5.1 HeMeaukameHTO3HOE JieYeHHe: CMOTPETh NOAMYHKT 3.1.1, myHkTa 3.

5.3 MeaukaMeHTO3HOeE JiIeYeHHe. CMOTPETh MOAMYHKT 3.1.2, myHkTa 3.

5.3.1 IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEICTB. CMOTPETh MOANYHKT 3.1.2.6,
nyHkra 3 (Tabnuma 21).

5.3.2. llepeyeHb AOMOJTHUTENbHBIX JEKAPCTBEHHbIX CPEICTB IpejcTaBieH B Tabnuie
24,

Ta6immma 24. IlepeyeHb JOMOJHHTEILHBIX JIEKAPCTBEHHBIX CPEeICTB  HA
CTAIHOHAPHOM YPOBHE

MHH npenapara dapMaKoTepaneBTHYECCKas Jo3upoBka YA
rpynmna

byneconun [ TIOKOKOPTUKOCTEPHUOIBI Kancyna 3 mr B
Kon ATX: RO3BAO2

[Ipennunzonon Crepounnpl Tabnerka 5 mr B
Kon ATX: HO2ABO06

MeTunnpeaHu30I0H Crepoupsl Tabnetka 4, 16 mMr B
Kon ATX: HO2AB04

Oo6etuxonesas kucinora®* | [IpenapaTsl JKeTUHBIX Tabnerka 10 mr B
KHCIJIOT

CeneKTUBHBIN arOHUCT
dhapHe3onaHOrO X-
penentopa (FXR)

Kox ATX: AOSAA04

denodudpar [M'unmonunuaeMuyeckuit Tabnerka 145, 160 mr | C
npenapar
Kon ATX: C10ABO05

bezadubpar* ['unonunuaemMuyecKuii Ta6netka 200 mr C
npemnapar
Kon ATX: C10AB02

XJI0pOonMpamMuH AHTUTHCTAaMUHHBIC P-p nnis B/B 1 B/M B
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MpenapaThl sk CACTEMHOTO
EeNCTBUSI
Kox ATX: RO6ACS3

BBeneHus 20 mr/ 1 mon

denobapbuTa, bapOurypatsl u ux Ta6netka 100 mr
KOMOWHUPOBaHHbBIC IIPOU3BO/IHBIE
npenaparsl, cogepxkamue | Kog ATX: NO3AAO2
henobapOuTan
XonecTupamMuH™ ['mnommnuaemuyeckue [Topomiok Bo ¢rakoHax
Ipernaparsl 1o 500 r u B makerax
Koxg ATX: C10ACO1 110 4 T; TaONCTKU JJIs
pa3xeBbiBanus 1,5 T;
CyCIEH3US JUIsl TpueMa
BHYTPb 3 T BO
dbaakoHax
Pudammuima [IpoTuBOMUKPOOHBIE Kancyna 150 mr
MpenapaThl 1Jisi CACTEMHOIO
UCIIOJIb30BaHUs
Kon ATX: JO4AB02
Hanrpekcon CpencTsa g KOPpEKIUU Kancyna 50 mr
HApYLICHUH TTpU
aJIKOT0JIU3ME, TOKCUKO- U
HapKOMaHUU
Kon ATX: NO7BB04
Ceprtpanun AHTHAETPECCAHTHI Tabnerka, mokpeITas
Kon ATX: NO6AB06 o6omnoukoit (50 mr, 100
MT).
["aGanenTun [IpoTrBOANIUIIENITUYECKOE Kancyna 300 mr
CpEeIICTBO
Kon ATX: NO3AX12
Kanpuutpuon Butamun D u ero ananoru Kancyna 0,25 Mkr,
Kon ATX: DO5AX02 0,5 Mkr
Kanpruit /13 [Ipenapathl KaIbLKS TabmeTka: KaIbIus
Kong ATX A12AA20 kapoonat 1250 mr,
X0JIeKaIbI(epos
(Buramuu D3) 5.0 mxr
(200 ME)
Kanbius kapOoHar, [IpenapaTe! KaJIbIUA TabneTka: Kaablus
Xonekanbiudepon Kon ATX: A12AX kapoonar 1250 mr,
(ButamuH /13) XoJieKaabIudeposn

(ButamuH D3) 5.0 Mxr
(200 ME)

Anbhakanbmaon Butamun D u ero ananoru Kancyna (0,25 mxkr, 1
Kon ATX: A11CCO03 MKT); pacTBOp ISl
nmpremMa BHYTpb B
macie (9 Mxr/mi)
AJleHIpoHaT bucdocdonars Tabnerka 10 mr, 70 Mr
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Kog ATX: MO5BA04

NoGannpoHoBas kuciaora

bucdochonars
Kon ATX: MO5BA06

Tabnerka 150 mr,
PactBop st B/B

BBEJICHUSI
30JIeApOHOBAs KHCIIOTA bucdocdonars Konuentpar ans
Kon ATX: MO5SBAOS MIPUTOTOBJICHUS

pacTBopa a7 HHPY3Hit
5 M1 (1 drakon)

Tepunapatun

Tepunaparu
JKjKon ATX: HOSAA02

PactBop ms
[IOKOKHOT'O
BBeieHus, 250 MKr/MII

Burtamun Petnnon

Buramunbl
Kox ATX: A11C A0l

TaOnerka,
conepxaias mo 30 mr
BUTaMHHA A

Butamun Tokodepon Burtamunbl Kancymna 100 ME, 200
Kog ATX: A11HAO3 ME

Burtamna Menaanon AHTUTEMOpPpPAarn4eCKue Tabnerka 15 mr
cpelcTBa

Kox ATX: B02BA

JIeBOTMpOKCUH

[Ipenapatsl ajis neueHus
3a00/1€eBaHUi [IIUTOBUIHON
JKeJIe3bl

Koxg ATX: HO3AAO1

Tabnetka 25 Mkr, 50
MKT, 100 MKT

OnosTuH anbda

AHTHAaHEMUYECKHUE
npenaparTsl

PactBop a4 B/B u 11/k
BBenenust 500 ME/mn

Kon ATX: BO3XA01 i 2000 ME/mn
XKenesa cynbdar [Tpemapatsl AByxBajgeHTHOTO | Jpake (325 mr
xKeesa [l IepopaTbHOTO xKenes3a)
MIPUMEHEHUS Tabnerku
Kon ATX: BO3AAQ7 MPOJIOHTUPOBAHHOTO
neiictBus (80 mr
xKeyes3a)

Kenesa Il ruapoxcu-
JEKCTPAHOBBIN KOMIUIEKC

IIpenapaTel TpEXBAJIEHTHOTO
Kesesa s
MMapEeHTEPATILHOTO
MIPUMEHCHUS

Kox ATX: BO3ACO06

PactBop niis B/B 1 B/M
BBeAeHus 50 mMr/mi - 2
MII

[HnanokxoOamamMuH

CTumyIIATOpBI TEMOM033a
Kox ATX: BO3B A01

PacTtBop 151 nuHbBEKIIUN
0,05%, 0,02% (500,
200 MKr/m1)

donueBast KUCIOTa BuramuHsr: Tabnerka 1 mr
Kon ATX: BO3BBO1
MetpoHuazon [IpoTuBOMHUKPOOHBIE PactBop mnsa undyswmit
npenaparsl 5 Mr/mi;
Kon ATX: GO1AFO1 Tab6merka 250, 500 mr
HedTpuakcon [TpoTuBOMUKPOOHBIE [Topomok 1 r gos
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npenaparbl IIPHUT'OTOBJICHUA

Kon ATX: J01DD04 pacTBopa 15 B/B ¥ B/M
BBEJICHUSI
[Hunpodnokcarux [IpoTuBOMUKPOOHBIE PactBop nis nunbekuui | B
npernapaTsl 2 mr/mi, Tabnetka 250
Kon ATX: JOIMAO2 Mmr, 500 Mr
JleBodokcarua [IpoTuBOMUKPOOHBIE Tabmerka 250 mr, 500 | B
npenaparthl MT; PacTBOP JJIsI
Kox ATX: JOIMA12 uHdy3uit 0.5% (500
mr/100 mur)
Bankomunma [IpoTBOMHKPOOHBIE [Topomok B
npenaparbl IMO(PUIU3UPOBAHHBIN
Kon ATX: JO1XAO01 JUIS1 TPUTOTOBJICHUS

pactBopa 11 uHPy3uit
500 mr, 1000 mr

[TunokaprivH IIpenapatsl aJis ieueHUs PactBop (karm B
3a00JIeBaHUH TJ1a3 rnasnbie) 10 mr/min
Kon ATX: SO1EBO1

LeBumenun™ [TapacnMnaTOMUMETHKHN Tabnerka 30 mr A
Kong ATX: N07AX03

[Huxnocropun™ [Ipenapatsl AJis JieUeHHs Kamnmu rnazusie 0,05% | B
3a00JieBaHUH T71a3 1 M
Kon ATX: SOIXAIS

[TankpeaTun [TumeBapuTeabHOE Kumeunopactsopumeie | A
(bepMeHTHOE CpPEeICTBO MUHHU-MUKpPOCHEPHI
Kon ATX: AO9AAOQ2 10 000, 25 000 E/T

Nunomeranun Hecreponnueie PexranbHble A
IPOTUBOBOCTIATUTENbHBIE U | cynmo3uTopun 50, 100
MPOTUBOPEBMATUYECKHE MT
cpelcTBa
Kong ATX: MO1ABO1

Huknodenak HaTpus Hecrepounusie PexranbHble A
MIPOTUBOBOCIIAIIUTEIIbHbBIE cynmno3zutopuu 50,100
npenaparsl MT

Kox ATX: SO1BCO03

NB! *npumenste nocne perucrpauuu Ha Tepputopun PK

5.3.3 Xupypruveckoe BMeIIATeJIbCTBO

XUpypruueckoe JICUeHUE  XOJIECTaTHYECKMX 3a00JIeBaHWWA  BKIOYAeT B ceOs:
sHjockonuueckyro Tepanuio I[ICX, accounupoBaHHBIX 3a00JieBaHUNW U OCJOKHEHUU
(KKB, xonopekTaiabHbIi pak u T.4.), TpaHcruiantauuio nedenu npu [ICX u 116X, a takxke
JHJIOCKONMYECKOe M xupypruueckoe sedenue ocnoxsHenui [{II u 'K, kotopsie
BBINOJIHSFOTCS COIIACHO COOTBETCTBYIOLIUM IPOTOKOJIAM.

5.3.3.1 Duaockonuyeckue metoanbl jJeyenus INCX
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OHIOCKOIMMYECKUE METOJNIbI TOKa3aHbl, B OCHOBHOM, IAllMEHTaM C JOMHWHAHTHBIMH
CTPUKTYpPaMH ¥ BBIMOJHSIOTCS ¢ y4eToMm clieayronmx pexomenmanuii ESGE/EASL (Y
A-C) [5]:

e DOPXIII' U 5HAOCKONUYECKUE METOMABI JICUCHHsS BBIOJIHSIOTCS B CTAllMOHAPHBIX
YCIIOBUSIX KBaA(UITUPOBAHHBIMH CIICIIUATUCTAMH, VUMCIOLIMU OTIBIT
MaHKPEaTOOMIINAPHOHN SHIOCKOITUH;

e mepen OPXII y mamumentoB ¢ [ICX mokazaHo mnpoduiakThdeckoe HazHAYCHHE
AHTUOUOTHKOB,

e mepen wim nociae DPXIID B memsx mpouIakTUKKM MaHKpEaTHTa IesIecoo0pa3Ho
HazHadyeHue uHaomeranuna (100 mr) unu qukinodenaka (150 mMr) pekTanbHO;

e  JoMUHaHTHbIEe CTpUKTYpbl npu DPXII[ ompenensitorcss Kak CTEHO3bI JUAMETPOM
MeHee 1,5 MM B 00111eM KeTYHOM MPOoTOoKe U/ miu MeHee 1,0 MM B MeU€HOYHOM MPOTOKE Ha
PacCTOSIHUM B TIpeiesiaxX 2 CM OT CIIUSIHUS MEUEHOUYHBIX MPOTOKOB

e B ciuydasx oOHapyxkeHuss mpu MPXIIT KIMHUYECKH 3HAYUMBIX JOMHUHAHTHBIX
CcTpUKTYyp y manueHToB ¢ [ICX, 3HI0CKONMYECKOe JIeUeHHnEe LEeIeco00pa3HO MPOBOAUTH C
CONMYTCTBYIOIIUM OTOOPOM IYKTAJIBbHBIX MPOO (IIETOYHAS LUTOJIOTHS, SHA0OMIHapHas
ouorncus);

L BBI60p MCKAY CTCHTHUPOBAHUCM H OaJJTOHHOM IIHH&T&HHGﬁ OCTacTCA Ha YCMOTPCHHC
OHIAOCKOIIUCTA,

e  1enecoo0pa3HO BbIOMpaTh OAJUIOHBI KaTHMOPOM, HE MPEBBIMIAIONIMM MAaKCUMAaJIbHBIH
KaJIUOp MPOTOKOB, OTPAHUYUBAIOLIUX CTPUKTYPY;

®  [IOBTOpHas AWIATALMS PELMUIMBUPYIOLIEH JOMUHAHTOW CTPUKTYpBI LieIecooOpa3Ha
eciu (1) naHHAs JOMUHAHTHAS CTPUKTYPA € OOJIBIION BEPOSITHOCTBIO SIBJICTCS MPUIHHOM
PEUUANBUPYIONIMX CUMITOMOB (XOJIAHTUTA, 3yJa) W/WIW CYHIECTBEHHOTO IOBBIIICHUS
aKTUBHOCTH (DEPMEHTOB XoJjecTasa, MO0 (2) OoTBET Ha MPEABLAYIINAC JUIATAIUH OBLI
YIOBJIETBOPUTEBHBIM;

e JUIs JOMUHAHTHOM CTPUKTYphl BO BHENEYEHOYHBIX MPOTOKAX LIE€JIECO00pa3HO
BBIOMPATHh OJIMH CTEHT pazmepoM 10-Fr, s XumapHbIX CTPUKTYp - IBa CTEHTa pa3MepoM
7-Fr, mpoaBuraemMpiXx B TpaBblii WM JIEBbIA MNEYEHOUHBI MNPOTOK (OKOHYATENIbHBIN
JUAMETP CTEHTOB B CIy4ae MOATAMHOTO CTEHTUPOBAHUA);

e  1enecoo0pa3HO yAQIATh CTEHTHI, MCMOJb3yeMbIE [JIsl JICYEHUS JOMUHAHTHBIX
CTPHUKTYp, uepe3 1-2 Hejienu 1nocie yCTaHOBKH;

e  OWIMApHYIO MaNMUUIOTOMHUIO / COUHKTEPOTOMHIO I1€JIeCO00pa3HO paccMaTpuBaTh, B
YaCTHOCTH, TIOCJE€ CJIOKHOM KaTreTepu3alu, TpH 3ITOM HEOOXOJUMO B3BECUTH
OKHJIaEMYIO TI0JIB3Yy TAHHOW MPOIIECTyphl IPOTHUB €€ PUCKOB B KXKJIOM OTIICITLHOM CITydae.

5.3.3.2 TpancianTauus NMevYeHu
Oco0OeHHOCTH TpaHCIIAaHTAIIMK TIEYEHU M TIOKa3aHUsl K €€ BBIMOJHECHUIO TPUBEICHBI B
Tabmuuax 25 u 26 coorBercTBenHo [1-4,6,30].

Tadamma 25. Oco0eHHOCTH TPAHCIUIAHTALMUA TE€YeHH TNPU  NEePBUHYHBIX
X0JIeCTATHYECKHUX 3200/ BAHUAX

IIpornocTuyeckme e Child-Turcotte-Pugh
Mojeu (mokazareau u | o bunupyOun
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HIKAJIbI) o Mayo
e MELD
e 3yJ MOXET ObITh CIMHCTBEHHBIM ITOKa3aHUEM
BbrkuBaemocTh e 1rom: 83-92%
nanueHTta / rpagra e 5er: 75-85%
Pemnaus I1BX e B nenowm, 30-35%

15 -25% B Teuenne 10 ner

XapakTepu3yrTCcs rPaHyJIeMaTO3HbIM ITOPAXKECHUEM
YKEITYHBIX ITPOTOKOB

AMA He aBnseTCI IMAarHOCTHYECKHUM TECTOM
[{enecooOpa3HOCTh MPOGUIAKTHIECKOTO UCTIOIh30BAHUS
YJIXK He noka3zaHa

Tab6numa 26. IlokazaHusi K TPAHCIVIAHTAIIMM MeYEeHU TMPH XOJeCTATHYECKHX

3200JIEBAHUAX

KomOunnamus
noxkasareJjiei IKaJbl
Child-Turcotte-Pugh n
omnupyouna (aas IIbX)

e OOmwuit Ounupyoun >5,0 mr/nma (85 MKMOJIB/T) B
COUYETaHUU C OJIHUM U3 CIETYIOIMINX OCIOKHEHUMN:

- TIEYEHOYHAas KOMa,;

- KKK BcreacTue nopraapHON TMIEPTEH3HH;

- pedpakTepHbId ACIUT W/WUIIHU TIJIEBPATILHBIN BBITIOT,

- CIIb, I'PC, I'TIC;

- TTK;,

- 3y[, BBI3BIBAIOIINN OECCOHHUILY;

- TsKCIIaAa 061113;1 c71a00CTh U CHIDKEHHE KaueCcTBa
ZKHN3HH, TAXKCIIas1 OCTCOMAIAIMA.

Ixana Mayo aaa IIBX
(Updated Natural History
Model for PBC from the
Mayo Clinic)

o« >78

MELD

e >15 (KOHCyNbTaLMS TPAHCILJIAHTOJIOTA IIPU MTOKa3aTese

>12)

5.4 JlanbHeililllee BeJeHUE:

5.4.1 Jlunamuyeckoe HAOJII0eHUE. CMOTPETh MOANYHKT 3.3.1, myHKTa 3.

6. Unpukaropsl 3¢pdextuBHocTH Jedyenus 16X, IICX :

e HOpMaJM3anusg QyHKIHOHAIBHBIX P00 neuenu (st [IBX — coorBercTBue Paris I, 11 u
OpYTUM KpuTepusim 3QpGEeKTUBHOCTH JiedeHus: coraacHo Tabnuie 19);

e perpeccus CUMIITOMOB XOJIECTa3a, YIYYIICHUEC KA4YE€CTBA )KHU3HU,
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e OTCYTCTBHE MPOTPECCUPOBAHMS 3a00JICBaHUS TICUCHH;
e CBOEBPEMEHHAs TPAHCIUIAHTAIMS ITEUYCHH.

7. OPTAHU3ALIUOHHBIE ACIIEKTBI IPOTOKOJIA:
7.1 Cnucok pa3padoTUYMKOB NMPOTOKOJIA:

1) HepcecoB Anckcannp ButanbeBud — JOKTOp MEIUIIMHCKHUX Hayk, mpodeccop,
3aBeyIOMIMNA Kadeapoil raCTpOIHTEPOJOTHH U TENaTOJOTHU ¢ KypcoM sHaockormuun HUU
Kapauosioruu U BHyTpeHHux 6onesneit M3 PK, [Ipencenarens Kazaxckol acconuaiuu mno
n3ydeHuto neuenu, wieH EASL, AASLD, APASL, Anmatsl.

2) PawmcoBa Ailiryns MyparoBHa — KaHIWJAT MEIUIIMHCKHAX HaykK, 3aBemyromias I
TepaneBTuueckuM otnenaeHunem HWW xapauonoruu um BHyTpeHHuX Ooinesneir M3 PK,
AJMaTsl.

3) JbxymabaeBa AnmMaryinb EpKHHOBHA — Maructp OOIIECTBEHHOTO 3/PaBOOXPAHEHUS,
pykoBoauTens PecrmyOnuKaHCKOTO KOOPIWHAIMOHHOTO IEHTPa TacTPO’HTEPOJIOTUU U
rermaToJoruy, acCUCTEHT Kadeapbl TacTPOSHTEPOJOTMM M TeMaTOJIOTHU C  KypcoM
sugockonuu HUUW kapauonoruu u BHyTpeHHuX 6osie3neit M3 PK, riiaBHbIl BHEIITATHBIN
renarosor Y3 r. AnMarsl, cekpetapb Kazaxckoil acconuanuy o M3y4eHHUIO MEeYEHHU, YJIEH
EASL, Anmatsl.

4) KaiiOymnaeBa Jxkamuiis AXTaHOBHA — KaHAMIAT MEIUIMHCKHX HAyK, JOICHT
Ka(eapbl TACTPOIHTEPOJIOTHUHN U TeMaToIoruu ¢ KypcoM suaockonuun HUW kapauonoruu
u BHyTpeHHux Oone3Heit M3 PK, Ilpesupent Kazaxckoro Hay4yHoro ooOiecTBa o
M3YyYCHUIO KUIICYHUKA.

5) KonbicOekoBa Anus AHambsIpOBHA — MAarucTp OOIIECTBEHHOTO 3JIPaBOOXPAHCHUS,
pykoBoaMTENb Tenartojornyeckoro neHtpa AO «PecnyOnvKaHCKUIT JIHArHOCTUYECKUUN
renTp» K UMC.

6) Makankuna Jlapuca ['eHHaIMeBHA — KaHIUAAT MEAUIIMHCKUX HAYK, TOIEHT Kadeapsl
KJIMHUYecKor (hapmakosoruu nHtepHaTypbl AO «MenuuuHCcKui YHUBEpCUTET AcCTaHay,
AcraHa.

7.2 Yka3aHue Ha OTCYTCTBHE KOH(JIMKTAa HHTEPECOB: HET.

7.3 PelleH3eHTHI:

1) MaeBckass Mapuna BuUKTOpoBHA — JOKTOp MEAMIIMHCKUX Hayk, mpodeccop kadeaps
MPOTEIEBTUKN BHYTpeHHUX OoisiesHedt um. B.X. Bacunenko IlepBoro MockoBckoro
MenuuuHckoro yHuBepcutera uMm. .M. CeuenoBa, Bune-npesunent Poccuniickoro
oO1iecTBa 1o u3ydeHuto neyenu, wied EASL, Mockga, Poccus.

2) benennbaeBa I'ynbHapa [aOmyanueBHa — JOKTOpP MEIMIIMHCKHUX Hayk, mpodeccop,
3aBenytomas kadeapor (¢daxkynbTeTa TOCIEAMIUIOMHOrO oOpaszoBaHus Kazaxckoro
HanunonansHoro meauuuackoro yuupepcutera uM. C.J[. Achenausapora M3 PK.

3) batbipbexoB Kanat YMup3akoBud — 3aBeAyromIui oTAelieHneM sHaockormuu HUN
TpaBMarojiorun u oproneaun M3 PK, Ilpesupent Kazaxckoro sHI0CKONMHUYECKOTO
oO1ecTna.
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7.4 Yka3zaHue ycJ0BHH mepecMOTpa mporTokoJa: IlepecMoTp mporokosna uepes 5 jer
Mocjie ero ONyOJUKOBAaHUS WM TMpPH HAJIMYUU HOBBIX METOJAOB C YpPOBHEM
J0Ka3aTEIbHOCTH.
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