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CucremHas ckiepoaepmust (CCJl) — penkoe ayTOUMMYH-
Hoe 3a0oJieBaHME, XapaKTepu3ylolleecsl OUCPEryJsiueir uM-
MYHHO# CUCTeMBI, MUKPOCOCYIMCTHIMY ITOBPEXIEHUSIMU U (U~
OpO30M KOXM U BHYTpeHHUX opraHoB [1]. MHTepcTuLIMaibHbIE
3aboneBanus yerkux (M3J1) — gacto BcTpeuaroreecs mposiBie-
Hue CCJI [2, 3]. OHM CcylIeCTBEHHO YXY/ILIAIOT KA4eCTBO KU3HU
U MPOTHO3 3a00JIeBaHUS M TIPU MPOTPECCUPOBAHUYN CTAHOBSITCS
JOTIOJTHUTEJIEHBIM OpeMeHeM Kak JIIsl TAlIMeHTOB, TaK 1 IS CU-
CTeMbI 3[paBooXpaHeHus B 1esioM [4, 5]. B HacTosiniee Bpemsi
N3J1 aBrstoTest oqHOM U3 BEMYIIUX IPUINMH CMEPTU, CBSI3aHHBIX
¢ CCI [6].

BroisiBieHue nmopaxenus jgerkux npu CCJl TpeOyer Tiua-
TEJIBHOTO OOCJEeNOBaHMs, BKJIIOYAIOIIET0 OLEHKY KIWHHUYE-
CKUX TIPOSIBJIEHW A, BBITTOJTHEHHE (DYHKIIMOHAIBHBIX JIETOTHBIX
tectoB (DJIT), B TOM 4ucie omnpeaeneHue HopcupoBaHHON
Ku3HeHHOU eMKocTH jerkux (P2KEJ), muddysnonHoii crio-
cobHoctu nerkux (JICJI), a Takke KOMITbBIOTEpHOII TOMOTIpa-
(uu opraHoB TpynHON KJIETKM BBICOKOTO pa3pelieHus
(KTBP). KpaitHe penko, ocoGEHHO B MOCJIEIHUE TOIbI, MPU-
6eraloT K OMOTICUHU JIETKUX ¢ MOP(MOJOTMUECKUM HCCIIea0Ba-
HueM ouonTatoB. Kak npasuio, npu CCJl umeet mecto N3J1
B BUIE Hecmenu(PUIecKoil MHTepCTUIIMATBbHOW MHEBMOHUU
1Mo MOPGhOTIOTUIECKON KTacCUu(UKAIIUU C COOTBETCTBYIOIINUM
PEHTTeHOJOTUYECKUM TaTTepHOM. PeTukysnsipHbie uU3MeHe-
HUsI y OOJBIIMHCTBA MAallMEHTOB OOYCIOBJIEHBI YTOJNIIEHUEM
BHYTPUIOJIBKOBOTO JIETOYHOTO WHTEPCTULIMSI C Pa3BUTHEM
(bnGPO3HBIX U3MEHEHUIA.

IManuenTam ¢ CCJl nokazaHo BeimonHeHue OJIT (MuHU-
manbHO 310 onpeneneHue @AKEJT u JICH) u KTBP kak Ha Mo-
MEHT MOCTAaHOBKM AMArHO3a, TaK U MPU IMHAMUYECKOM Ha0JI0-
nenuu. PekoMeHnayemast KpaTHOCTh npoBeaeHus it OJIT — He
pexe 1 paza Brog, KTBP — 1 pa3 B 2 roaa npu ycioBuu, 4To na-
IIMEeHT HaXOMUTCS B KIIMHUIECKU CTaOMIbHOM cocTostHUU. [1pu
TMOSIBIEHNN KJIWHUYECKUX TIPU3HAKOB TPOTPECCUPOBAHUS
CC/l, Hamuuuu (haKTOpOB HEOJArONPUSITHOTO IMPOTHO3a WU
MPU MPOBEAECHNM aKTUBHOM Tepanuu mosropHbie DJIT mokasa-
HO ocyllIecTBIATh Kaxabie 3—6 Mec. [Topropenue KTBP peko-
MEHJIYeTCsT TIPU SIBHOM KJIMHWYECKOM YXYIIICHUW W/WIA KIIH-
HUYECKM 3HAYMMOM CHIUKeHUU rokasareseiit OJIT.

Teuenue M3J1 mpu CCJI 3HAYUTEIBHO BApbUPYETCS TIO CTE-
TIeHU TSDKECTU M TeMIIaM MporpeccupoBaHusl. BapuaHTel Teve-
HUSI, OTPaXKalollye TeMIIbl MPOrpeccupoBaHusl, UMEIOT OCHOB-
HOE 3HaueHUe B BBIOOpE TaKTUKU BeleHus1 6obHOro. Tak, y omn-
peleJIeHHOM YacTH MaIlMeHTOB MOpakeH!e JeTKMX MOXKET Ipo-
TeKaTb 0e3 SIBHOTO MPOTPECCUPOBAHUS, TIOITOMY HE BO BCEX
CITy4dasix He00XOUMO TTPOBOAUTH AKTUBHYIO TEPATTHIO.

Ha ocHoBanuu naHHBIX, MTONYYEHHBIX B ABYX PAHIOMU3U-
POBaHHBIX NBOMHBIX cienbix ucciaenoBanusix (KMccnemosanust
ckineponepmuu jgerkux I u II — SLS-1 u SLS-II) [7, 8], nns ne-
yeHnust U3J1 npu CCJ] yacto NpuMeHsI0TCSI UMMYHOCYTIpeCcCaH-
Thl — MUKO(peHoaTta ModeTua u unkiodochamua. KoHrposib
3a 9GO (GEKTUBHOCTHIO TEePanuu OCYIIECTBISIIOT IO YPOBHIO
@XKEJI. O6 3¢hdeKTUBHOCTH Teparii CBUIETEIbCTBYET CTAOM -
nu3aiust win nosbienune yposHst @2KEJI. B ciyyae Headdek-
TUBHOCTH UJIM HEMEPEHOCUMOCTH Tepanuu Hukiodochamumiom
i MukodeHosaTa MoheTUIOM BO3MOXKHO MPUMEHEHUE a3a-
TUOTIPUHA WU LUKIocnopuHa A. I[1pu HeaddeKTUBHOCTU UM-
MYHOCYTIPECCUBHOI TE€parnyu W IMPOTPECCUPOBAHUY JIETOUHOTO
(hubpo3a mokazaHa TpaHCIIIAHTALIMS JIETKUX.

B Hacrosiiiee Bpemst HaGII0AACTCS HOBBIM 3Tan U3yYeHUSs
natoreHeza CCJI. YriyOsieHre TpeAcTaBIeHU 0 MeXaHMU3Max
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MOBPEXIAIOIIMX PEAKIIMi CIOCOOCTBYET U3YYEHUIO TapreTHBIX
npenapatoB. OMHUM U3 Haubosiee N3YYeHHBIX HA TaHHBINA MO-
MEHT SIBJISIETCS] HUHTEIAHMO — BHYTPUKIETOYHBI WHTUOUTOP
TUPO3UHKUHA3 [9], 0OMOOpPEeHHBIN I JIeYeHUS UINOITaTHICCKO-
ro ¢puodpo3sa nerkux [10]. JleueHre HUHTeTaHNOOM (B 103€ 150 MT
2 pa3a B CyTKM) MALIMEHTOB C UAXONATUYECKUM (pUOPO30M Jier-
KMX 3aMeJJIsIO TIporpeccupoBaHue 3aboieBanust [11, 12]. He-
CMOTPST Ha pa3IMYHbIe TPUTTEPHBIE (aKTOPHI MINOTIATUIECKOTO
¢uodpoza nerkux u WM3Jl npu CCI, marodusuosoruyeckue
MPOLIECCHI TP 000MX 3a00JIeBaHUSIX BKIIIOYAIOT TpaHCchOopMa-
LIMI0 aKTUBUPOBAHHBIX (hrOpoO6IacTOB B MMOGUOPOOIACTH U
MU30BITOYHYIO MPOAYKIIMIO M AETO3ULIMI0 BHEKJIETOUHOTO MaT-
pukca [13—16]. IMeHHO 3TO CXOACTBO MATOr€HETUYECKUX Me-
XaHU3MOB (hOGP03000pa30BaAHMS TTOCTYKIIO OCHOBAHUEM IS
TIPOBENICHUST PAHOMU3MPOBAHHOTO TUIAIIE00KOHTPOJINPYEMOTO
uccinenoBanuss SENSCIS, B xome KOTOPOTo OIEHUBAINCH 3(P-
(bekTMBHOCTP M 0€30MacHOCTh HUMHTEAAaHMOA Yy TAlMeHTOB C
H3JI nmpu CCJI, [17]. JlanHOe MccienoBaHue BKoJano 576 ma-
LIMEHTOB, KOTOPbIE MOJTYYUIU 10 KpaitHel Mepe OJIHY 103y HUH-
TepaHuba mau 1iaue6o. Ipu ucxomgHoit oneHke y 51,9% manu-
eHTOB OblTa oOHapyxkeHa nuddysHas koxHas dopma CCH, u
48,4% nauueHTOB monyvyann MukodeHonata moderwn. IMpu
aHAJIN3€ TEPBUYHON KOHEYHOW TOYKM CKOPOCTb WU3MEHECHUS
®XKEJI cocraBuna -52,4 M B TOI B IpYIINE J€UECHUST HUHTEAA-
HUOOM U1 -93,3 MJI B roJ B rpyrrne miare6o (pazauuue — 41,0 mi
B rox; 95% noseputenbHbI nHTEpBai 2,9—79,0; p=0,04). Mex-
Iy TPYTIIIAaM¥ OTCYTCTBOBAJIO 3HAYMMOE Pa3TNIue B OTHOIICHUN
IUHAMUAKKA OLEHKM IO MOAM(UIIMPOBAHHOM IITKale KOXKHBIX
u3MeHeHuit PonHaHa n o01eii oneHku 1Mo onpocHuKy SGRQ.
Juapest, HauboJee YacToe HeXenaTelIbHOE siBJieHUe, Obl1a 3ape-
riucTpupoBaHa y 75,7 % malveHTOB B IPYIIITE JICYeHUST HUHTeIa-
Hr6oM u 'y 31,6% manueHToB B TpytIe Tuiaie6o0. OCHOBBIBAsICh
Ha pe3yJbTaTax JaHHOTO MCCIICIOBaHMSI, YIIpaBJICHUE 110 CAHM-
TapHOMY HaA30py 3a KaYeCTBOM ITMIIECBBIX ITPOTYKTOB Y MEIV-
kameHTOoB CIIA (Food and Drug Administration, FDA) omno6-
pwiio npumeHenue y nauueHToB ¢ MU3J1 npu CCJl HuHTenaHub6a
KakK eIMHCTBEHHOro mpenapara ¢ JOKa3aHHbIM aHTU(hUOPOTU-
yecKuM 3 deKToM.

CCJl — MmynbpTHOpraHHOE 3a00JIeBaHUE CO CIOXKHBIM TAaTO-
TeHE30M U BBIPAXKEHHON TeTepOreHHOCTBIO KIIMHUYECKUX Bapy-
aHTOB, IMO3TOMY TpY TUIAHWPOBAHUU Tepanmuyd HEOOXOAUMO
YUUTBHIBATh Takue (haKTOphl, KaK CTaausl U aKTUBHOCTb 3a00Jie-
BaHUsl, ObICTPOTA MPOTPECCUPOBAHUS, XapaKTep BEAYILIMX KIU-
HWYECKUX TIPOSIBJICHUI, HAJIMINE HeOIarompusiTHBIX (DakTOpoB
nmporHo3a. [lpu paHHel cTaguu, OCTPOM TEUCHMU U KIMHUYE-
CKUX TIpU3HAKaX O0IIEeT0 BOCTIAIMTEILHOTO ITpoliecca (BKIYa-
OILIETO TIOJIUAPTPUT, TOTUMUO3UT, KAPIUT, CEPO3UT U AP.) Mpe-
MOYTEeHHUE lieJecoo0pa3HO OTAaBaTh MPOTHBOBOCHAIMUTEIbLHOM
Tepanuu. Eciu ke B KauecTBe TOMUHUPYIOIIETO KIMHUYECKOTO
nposiBieHust BoicTynaeT M3J1, ocoOOEeHHO XpOHUYECKOIrO Teye-
HUSI, C TIPEBATMPOBAHKUEM TTPOIICCCOB (PUOPO3UpPOBaHUS (PETH-
KYJISIpHBIEC U3MEHEHUS B COUECTAHUM C TPAKIIMOHHBIMUA OPOHXO-
9KTa3aMu W/WUIW 3JIEMEHTaMHM COTOBOTO JIETKOTO IO JAaHHBIM
KTBP), nioxo noaaaronieecs: CTaHAAPTHOM Teparuu UMMYHO-
cympeccaHTaMM, 1eJecoo0pa3HO pacCMOTPeTh Ha3HaYeHHE
HUHTenaHuOa. Tepanuio nmpenaparoM HUHTEAAHUO Ha3zHAYalOT
MalMeHTaM ¢ y9eToM ucxomHol Tskectr M3J1, acconnmpoBaH-
Hoit ¢ CCJI, u Ipu OYeBUIHOM PUCKE €TO IMPOrPEeCCUPOBAHMSI.
AKTUBHas Teparnus rokasaHa 00JbHBIM C BepUMULIMPOBAHHbBI-
mu 110 1aHHbIM KTBP M3J1 npu CCJI ¢ KIMHUYECKUMU TTPOSIB-
JeHustMu  (OfIbIIIKa, Kaiieab) mopaxkeHust jerkux u OXKEJT
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IMamuent ¢ U3JI npu CCJL

N3zmenenns no nanapiM ®JIT u KTBP Ri

NPY NEPBUYHOM 00CJIeI0BAHHA

DXKEJ <70% u/vmm
JCJI <60%

IToBTOpHOE OOCIEIOBAHME

gyepe3 3—6 mec

pit:}

» Hunrenanuo

VBemuenne 00beMa MOpaKeHust
HeT Jerkux no nanapiM KTBP
U yXy[AleHde CHMITOMOB

KimMHnyecky cTa0uIbHOe COCTOSTHIE

®DJIT He pexe 1 pa3za B rox
KTBP 1 pa3 B 2 roga

N3amenenune O2KEJI no cpaBHeHnio
¢ mpeabIIymuM 00cie10BaHneM

Ectb yXynmenue cuMnTomMoB
u/wm kaptuabl Ha KTBP

Aneopumm HazHaueHus aHmMUupuOpomuUUecKux npenapamos
An algorithm for prescription of antifibrotic drugs

<70% w/vnu JCJT <60% OT MOJKHBIX BEJIMYMH HA MOMEHT 1~
arHocTuku [17]. Takxke Tepanus MOXeT ObITb MHULIMUPOBAHA
mipu niporpeccupoBannu U3J1 mpu CCJ, kputeprussMu KOTOPO-
ro sBisitores [18]:

— cHkeHue ®XKEJ (B abcomoTHBIX 3HaueHUsIX) Ha 10% 1
OoJjiee OT MoKa3aTeseil MpeabITyIero NCCaeJOBaHUS;

— cuuxeHue ®OXKEJI (B aGCONIOTHBIX 3HAYEHUSX) Ha
5—10% ot nokasareJieii peabIayIIEero NCCIEI0BaAHUS C YXY/IIIe-
HUEM CUMIITOMOB (ITpY OOBEKTUBHOI OLIEHKE);

— cuuxenne ®OXKEJI (B aGCOMIOTHBIX 3HAYEHUSIX) Ha
5—10% ot nokasarteseil MpeabIIyIIero NCCIeNOBaHUSI C YBEIU-
yeHueM odbeMa nopaxkeHwust Jerkux 1o gaHHbiM KTBP;

— yBeJWYeHHe o0beMa TMOpaXKeHUsl JIETKMX IO JaHHBIM
KTBP u yxyniieHne cuMnToMOB (TIpU OO BEeKTUBHOM OTIEHKE).

Heob6xonnmo yuuTeIBaTh peicTaBIeHHbIe KPUTEPUU TOTb-
KO TPU OTCYTCTBUM: 1) MAHHBIX, CBUAETEIBCTBYIONINX O HAIU-
YUU JIETOYHOU MHGbEKIUY, aJbTepHATUBHBIX MPUYUH pecrupa-
TOPHBIX CUMITOMOB; 2) HapactaHus usmeHeHuit nipy KTBP
TPY JIEBOXKETYJOYKOBOM CEePIEeYHOIM HETOCTATOYHOCTH, TPOM-
609M00TM JIETOYHOU apTepUU WA IPYTUX MTPUIUH UHTEPCTU-
LIMATEHOTO TTOPAKEHUS JIETKUX.

Wcxomst 3 pUHATHIX KpUTepueB mporpeccupoBanust U3J1,
OTIMCAHHBIX BHIIIIE, TIPEIUTOKEH aJITOPUTM Ha3HAYCHUST aHTU (DU -
OpoTUUeCcKUX TpernaparoB y 6ombHbIX ¢ M3JI, accounmpoBaH-
HeiMu ¢ CCJI (cM. pucyHoK). JledeHre TPOBOISAT JIUTEILHO, B
TeueHue roga u dosee, 00s13aTeIbHO KOHTPOJIUPYS MOKa3aTeau
O®JIT. TIpy HeOOXOAMMOCTH BO3ZMOXHO COYETAHME HUHTEAHU -
06a ¢ UMMYHOCYIIpecCaHTaMH1, B 4aCTHOCTHM, ¢ MUKOdeHoaTa
ModeTrioM.

Takum 00pa3oM, UCXOIST U3 BBIIIECKA3aHHOTO, YIaCTHUKU
CoBeTa 9KCIEePTOB CYMTAIOT 11eJ1IeCO00pa3HbIM:

® aKTyaJu3upoBaTh MPOOJIEMy NUArHOCTUKU W Teparuu
M3J1 npu CC/I xak Ha (eaepalibHOM, TaK U Ha PErMOHaIbHOM
YDOBHE;

* PYKOBOJICTBOBAThCSI MYJBTUAUCITUTIMHAPHBIM TTOIXOIOM
K muarHoctuke u jedeHuto M3J1 mpu CCJl ¢ oGs3aTeIbHBIM
MPUBJICUYEHUEM CMELMATMCTOB: PEBMATOJIOTa U PEeHTTeHoora
(cmeumnanucta no KT-auarHoctuke), mpu HEOOXOAMMOCTH
nuddepeHIMaNTbHON TUATHOCTUKM B CJIOXHBIX KIMHUYECKUX
CUTYaIusIX — ITyJIbMOHOJIOTa 1 MOpoJiora;

* PEeKOMEHIOBaTh BKJIIOUEHME TIperapata HUHTeNaHUO B
KJIMHUYeCcKKe pekoMmeHaauu 1o gedeHnto U3J1 mpu CCI.
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