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Cnucok cokpaueHui



Scl-70 - anTuTeNa K TOoNoU3zoMepase 1

AJl — aprepualibHOE 1aBIIEHUE

A3A - azaTnonpuH

AH® — anTuHyKI€apHbIN (aKkTOp

AITA - aHTULIEHTPOMEPHBIE aHTUTEINA.

BUI" — BHYyTpUBEHHBII HIMMYHOTJIOOY/IHH

I'K - rmrokoKOpTHKOU B

I'M® - ryanuzuamoHodocat

I'OPB - ractpo-330¢areanbHas pedarokcHas 60JIe3Hb
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JIOK — nteuebHas puskyabTypa
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MCKT - mynbTHCTIUpaIbHAsE KOMIIBIOTEpHAst TOMOTpadusi OpraHOB rPYIHOM KICTKH
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HIIBII — HecTeponiHbpie MPOTUBOBOCTIAIUTENBHBIE ITPENapaTh
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PTM - putrykcumab



CK® — ckopocThb KiIyOOUKOBOH (pUIbTpaniuu
COD - ckopocTh OCenaHus SpUTPOLIUTOB

CIIK - ckneponepMUyeCKU TOYEUHBIN KpHU3

CP — cungpom Pelino

CPb - C-peakTuBHBIN O€IIOK

CC/I - cuctemHas ckiepoaepMus

TU3 -Tormmmzymad
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OKI — anexrpokapauorpadus

TepMuHbI 1 onpeneeHUs



I'eHHO-MHKeHEepHBIEe OMOJIOTHYECKHe Ipenaparbl — TIpyNNa JIEKAapCTBEHHBIX CPEICTB
OMOJIOTHYECKOTO TPOMCXOKACHUS, B TOM YHCIIE MOHOKIIOHAJIbHBIE AaHTUTENA (XUMEpHbIE,
I'YMaHU3UPOBAHHBIE, MIOJTHOCTHIO YEJIOBEYECKUE) U PEKOMOMHAHTHBIE OeNIKH (OOBIYHO BKIIIOYAIOT
Fc ¢parmenta IgG uyenmoBeka), MOJlyuyeHHbIE C IOMOILIBIO METOIOB TI'€HHOM WHXXEHEpHUH,

CHCI_[I/I(I)I/I‘{eCKI/I MOJaBJIAIOIIUEC HMMyHOBOCHaHHTCHLHBIﬁ mponecc.

JururajbHble pyOUNKH — PAcIOJOKEHHbBIE HA MOAYIIEYKaX NajbleB KUCTEH OQUHOYHBIE MIIU
MHOKECTBEHHBIE YYaCTKH aTpo(uu B BHUJIE TOYCYHbIC BTSDKCHMH KOXKH BCIICACTBHE JIOKATHHOM
UIIEMUH, @ HE TPaBMbl WIH IPYTUX NPUYHH.

JururajibHble I3BOYKH — JIOKAJIbHBIA AEPEKT KOKU MOIYyIICUeK MajJbleB KUCTEH W/UIN CTO,
00bIYHO He Oojiee | ¢cM MO MakCHUMAalIbHOMY JUAMETPY, SIBJISETCS MPOSBICHUEM BBIPAKEHHOM
JIOKaJIbHOW MIIEMUH

JIérounasi aprepuajbHast runeprensus (JIAI') — noBblllIeHHE 1aBICHUS B JIETOYHON apTepUH
BbIllIe 25 MM.pT. CT. B MOKoe (IpU KaTeTepu3allid MpPaBbIX OTAEIOB cepjlia), 00ycClIOBJIEHA
MIOPaXEHUEM apTEPUAIIBHOTO pyca JIETKUX.

Hecrteponansie nporuBoBocnaaurebubie npenaparsl (HIIBII) — rpynma cuHTeTMYECKHX
JIEKapCTBEHHBIX CPEJCTB, 00aaronmx CUMIITOMATHYECKUM 00€300IMBaIOIINM,
KAPOTOHMKAIOIINM U IPOTHBOBOCHAIUTENBHBIM (P PEeKTaMu, CBI3aHHBIMH B MIEPBYIO OYEPEb C
MHTUOMLIMEN  aKTUBHOCTU  IIMKJIOOKCHUI€Ha3bl - (epMeHTa, pEerylupyrollero CHHTE3

HPOCTArJIaHANHOB.

IIpoxcuMajibHasi CKJEPOAEPMHUS - CHMMETPUYHOE YIIJIOTHEHHUE KOXH, PAacCIpOCTPaHSIOIIEECs
BBIIIIE MCTHO-(AIAHTOBBIX CYyCTaBOB.

CkJiepeneMa WM OT€K KHUCTeH - yBEIWYEHHE MAacChl MATKMX TKaHEW NajblEB PYK, M3-3a
OTEYHOCTH KOXH, COIMPOBOXKIAETCS YMEHBIIEHUEM BBIPAXKCHHOCTH KOXKHOTO PHUCYHKA H
pa3riakUBaHUEM CKJIAIOK KOXKH.

CxJiepoakTHINA - YIUIOTHEHHE KOXKU NasblieB pyk nuctanbHee [IOC cycraBoB, crudaTenbHble
KOHTpakTypsl [1DC 3a cyetr nepuapTukyisipHoro ¢Gpudposa, yMeHbIICHHE 00beMa MATKHX TKaHEH
KOHIIEBBIX (pasiaHr.

CraHaapTHble (0a3ucHble NMPOTHBOBOCHAINTE/IbHbIE MPeNapaTbl — Irpyna CHHTETUYCCKUX
MIPOTHBOBOCTIAJIMTENBHBIX  JICKAPCTBEHHBIX  CPEACTB  XHMHYECKOTO  MPOUCXOXKICHHS,

MOJIABJISIIOIIMX BOCTIAJIEHUE U MPOTPECCUPOBAHUE IECTPYKIIUU CYyCTAaBOB.

TejleaHTHOIKTA3UU - BUJUMBIC IIATHUCTO PaACIIUPECHHBIC TMOBCPXHOCTHBIEC KPOBCHOCHBIC

COCYIbI, KOTOPBIC HMCYUC3AIOT IPHW HAJAABJIMBAHUHW W MCIJICHHO 3aIllOJIHAKOTCA, KOIrZda AaBJICHHUC



ymenbinaetcs. Teneanrnodkrasuu npu CCJl okpyriioit ¢popmbl, XOpOIIO OTTPAaHUYEHBI IPYT OT
JIpyra U MOTYT JIOKQJIM30BATHCS KaK Ha KOJKE, TaK U HA CIU3UCTHIX.

®enomeH PelfHO - AITHM30/1bI PEXOANIEN JUTUTATBHON HIIIEMUN BCIEICTBUE BA30KOHCTPUKIIUU
JUTUTAIIbHBIX apTepuid, NMPEeKaANUUISIPHBIX apTEPUOJT M KOXKHBIX apTEPUOBEHO3HBIX IIYHTOB MO

BJIIMSHHUEM XOJIOOHOM TEMIICPATYPhI U SMOLIMOHAJIBHOI'O CTPECCA.



Kparkas undgopmanus

1.1 Onpenenenne
Cucremuas ckiepoaepmusi (CCI) wim 1OporpecCUpyronuid CHUCTEMHBIM CKJIEpO3 —

[OJIMOpPraHHOe  3a00JeBaHUE, B OCHOBE KOTOPOrO JIeXKaT HWMMYHHBIE HapylIeHUS U
Ba30CMACTUYECKUE COCYAUCTbIE pEaKUWu MO TUIly CHHApoma PeliHO, compoBoXKmaromuecs
aKTUBanMe GpuOpo3000pa3oBaHMsi U M30OBITOUHBIM OTIOXKCHHEM KOMIIOHEHTOB BHEKJIETOUHOTO
MaTpuKca (KolareHa) B TKaHsIX U OpraHax.

Kommenrtapwuii: B omauyue om CCJ], nokaruzosannas uiu ouazoeas ckiepooepmus (L94.0 —
morphea u L94.1 — naunetinas ckiepodepmus) — KOJCHOe 3abonesanue, NPOBIAIOULeecs
0Ua208bIM CKIIEPO30OM KOXMCU U He nopasxcaroujee 8HYmpeHHUe Opeambl, 8 CEsA3U C 4eM umeem

XOpowiuti npocHo3.

1.2 DTHOJOr¥S M IATOreHE3

CCH wmm mnporpeccHpyroluidi CUCTEMHBIM CKJIEpO3 — BaXXHEUIIUH MPEICTaBUTEIb
CKJIEpOJIEPMUUYECKON TPYIIbI 0OJ€3HEH, BKIIIOYAIOIIEH 04aroBylo CKJIEpOJEpMUI0, U Py3HbIi
703MHO(UIBHBIN (Qacuuut, ckiepeneMy byiike, MHAyIUpOBaHHbIE (DOPMBI CKIEPOAECPMHUH U
TMICEBIOCKIIEPOJICPMUYECKUE CUHAPOMBI. DTHoNorus 3a0oneBanusi HemsBecTHa. [latorenes CCJJ
BKJIIOYAE€T TPU OCHOBHBIX 3BEHA: BACKYJONATUIO MEJIKHUX COCYAOB, T'yMOpajbHbIE U KJIETOYHBIE
UMMYHHBIE HapylieHus, aucpyHKOuo (uOpoOIacToB, MNPHUBOAAUIYI0O K TOBBIIICHHOMY
OTJIO)KEHUIO KOMIIOHEHTOB 3KCTpaleUIIoNsipHOro Marpukca B TkaHsax[1,2]. [Iporpeccupyromiee
teuenrne CCJ] mpuBOAUT K pa3BUTUIO HEOOPATUMBIX PACTIPOCTPAHEHHBIX (UOPO3HBIX U3MEHEHUI
KOXM W BHYTPEHHHUX OpraHOB C HapylmeHHMEeM HX (QYHKUUH, YTO ONpEeAessieT BBICOKYIO

WHBAIHIA3AIHIO OOJLHBIX M OOIININ TUIOXOW MTPOTHO3 OOJIC3HH.

1.3 Dnugemmuosiorus
3aboneBaeMocTh cocTaBiser 3 — 20 ciyyaeB Ha | MITH. HaceJIeHUs B TOJ, PaCIpOCTPAHEHHOCTH -

30-300 cnyuaeB Ha 1 muH. CCJ] yaie BcTpeuaeTcst y )KeHUIUH (cooTHoleHue 5-7: 1), B Bozpacrte

30-60 net. Oxono 10% 3aboneBaet B geTcKoM Bo3spacte [1].

1.4 KonupoBanue no MKb — 10
CucreMHbIi cKJepo3 — M34.

M34.0 — IIporpeccupyromuii CUCTEMHBIN CKIIEPO3;

M34.1 — cunnpom CREST;

M34.2 — CucteMHBI CKJIE€pO3, BBI3BAHHBIH JEKAPCTBCHHBIMH XUMHYECKHMHU CPEICTBAMHU H
XUMHUYCCKUMHU COCOUMHCHUAMMU,

M34.8 — npyrue GOpMbI CHCTEMHOTO CKIIEPO3a

M34.9 —cucTemMHBIN CKIIEpO3 HEYTOUHEHHBIN



1.5 Knaccndukanus

1.5.1 Knnanveckune GpopmMbl

Huppysnas gopma - uMeeT OCTpoe Hadaio U OBICTPO MPOTpeccHpyrolliee TEUEeHHUE.

[lopaxkeHne KOXXM HAaYMHAETCS C MalbIEB W PACIPOCTPAHSAETCA BBIIIE JIOKTEBBIX M
KOJICHHBIX CyCTaBOB, 3aXBaThIBasi KOXY JIMIIA, TPY/H, )KUBOTA. B 1e0r0Te 9acTo - apTpur,
MHUO3HUT, JINXOPAJIKa U 3HAYMTEIIbHAS TOTePsl Beca. PaHO BOBIIEKAIOTCS KU3HEHHO Ba)KHBIC
Opranbl — cepJue, JerKue, MOYKH U IKEeNyJOYHO-KUIIEYHBIH TpakT. XapakTepHa
MUPKYJIAINS B KpOBU aHTUTEN K Tonouzomepase 1 (Scl-70). [IaTunetHsis BBKUBAEMOCTh
cocrasigeT 50-60%:;

Jlumumuposanunas ¢hopma tiposiBisiercs:i peHomeHoM PeitHO, a TiepBbIE KIIMHHYECKHE

MIPU3HAKU TOPAKEHUS KOXKH (B 00JaCTU KUCTEH, CTON U JIMIA) MOSBISIOTCS B CPEIHEM
yepe3 5 yer oT Hadaja cuHApoma Peiino. IlpeoOmamaror uieMuyuecKue COCYIHMCTHIC
paccTpoiicTBa Ha manblaXx (PyOUMKH WM W3BA3BICHUS, YMEHBIICHHE O0BEMa MATKUX
TKaHel aucTanbHbIX (ananr). CKIepoTHdYecKoe MOpakeHHEe BHYTPEHHUX OPIaHOB
BBIPQKEHO YMEpPEHHO, MNpuMepHO B 6-10% ciydyaeB O0OHapy>KMBAIOT JIETOYHYIO
aprepuanbuyto runeprensuto (JIAI). XapakTepHbl aHTHUIIEHTPOMEpPHBIE aHTUTEJa
(ALIA). Teuenne MeAIEeHHO MPOTPECCHPYIOIIEE M OTHOCUTEIHHO J0OPOKAUYECTBEHHOE.
IIaTunerHas BLDKUBAeMOCTh cocTaBisieT 85-90%;

CCJl be3 cknepodepmbl _unu eucyepanvbhas opma - O0NE3Hb UMEET BCE XapaKTEPHBIE

MPOSIBJICHUSI, KPOME YIUIOTHEHUS KOXKH. CaMbIMM YaCTbIMU HPOSIBICHUSIMUA OKa3bIBAOTCS
cuHapoM Peiino, puOpo3upyromuii npouecc B napeHxuMe JIETKUX U MopakeHHe cepaLa.
B orcyrcTBHE YIUIOTHEHMsI KOXM JAMarHo3 4acTo 3ala3iblBacT, JICUEHHE HAuMHAETCA
MIO3JTHO, ¥ TIPOTHO3 OO0JIE3HU XyXKe, UeM TpH IPyTrux Gopmax;

FOsenunvnas CCJl - y nereit pexe BcTpeuaercs (eHomen PeliHo u mopaxeHue

BHYTPEHHUX OpPraHOB, MOPAKEHHE KOXU MOXKET OBITh MPEJCTABICHO OYaroBBIM WIIH
JUHEHHBIM nopakeHneM, remudopmamu. Crienuduunsie a1 CC muMMmyHOIOrHYecKre
MapkEpPBI BCTPEUAETCS TOJIBKO Y MOJIOBUHBI OONbHBIX. [IporHo3 Oonee GraronmpusTHBIMH,

4geM y 3a00JIeBIIUX B BO3pacTe crapiie 16 jer;

Llepexpecmuas ¢hopma - npu xoropor y OompHOTO CCJl OAHOBPEMEHHO HMEIOTCS
MIPU3HAKH JPyroro PEBMaTHUYECKOTO 3a00JIeBaHus, YIOBJIETBOPSIOIIECTO

COOTBETCTBYIOIIMM KpuTepusam auarsosa - PA, IM/IIM, CKB u ap.

1.5.2 BapuaHTsbl TedeHUs
BapuanTel TeueHHs, OTpa)karolUe TEMIIbl MPOrpPEeCcCUPOBaHMSA, MMEIOT OOJIbIIOE 3HAYCHUE B

BLI60p€ TaKTUKH BCACHUA OOJILHOTO
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Ocmpoe, Ovicmpo _npoepeccupyrouiee — Pa3BUTHUEC T'CHCPAIIN30BAHHOT'O (1)1/16p03a KOXH H

BHYTPEHHUX OPTaHOB B MepBbIe 1-2 To/1a OT Havasa 3a0oeBaHusl, OBICTPO MPUBOIAIICE K
OpPraHHOM HEIOCTATOYHOCTH (JIETKUX, ITOYEK, CEP/ILIA, JKEITYJ0UHO-KUILIEYHOTO TPAKTA);
Ilodocmpoe — yMepeHHOE TPOTpecCUpOBaHUe 3a00JIEBaHUSI ¢ NMPU3HAKAMU HMMYHHOTO
BOCIaJIeHUs (TUIOTHBIN OTEK KOXKH, MHO3HUT, apTPHUT), HEPEAKHU TIEPEKPECTHBIE (hOPMBI;

XpoHuueckoe, mednenHo npocpeccupyrouiee medeHue ¢ TPeoOIaJTaHUEM COCYAUCTON

NaTOJIOTHH, HapacTaHUeM MepuepuyecKux HIIEMHYECKUX PACCTPOMCTB  (SI3BBI,
HEKpO3bl), YMEPEHHBIX KOXXHBIX MOSBICHUN (CKIEPOAAKTUIIUS, «CKIEPOJEPMHUUECKOE)
JUI0) W BHUCHEepasbHON matojoruu (mopaxkenue KKT, nHTepcTHIIMAIBEHOE TTOpaKEHHE

nerkux, JIAT).

1.5.3 AKTHBHOCTEL 3200J1€BaHUS

Bovicokas — npeodnaaloT IKCCyJaTHBHBIC, OCTPHIC M MOJ0CTPBIC, HHTEPCTUIIHAILHBIC U
COCYIMCTBIC TIPOSIBIICHHSI B BHJIE IUIOTHOTO OTEKa KOXKH, 3PUTEMbl M KalWLISIPUTOB,
9KCCYAATUBHOT'O MOJIMAPTpUTA, IIJICBPHUTA, HHTepCTHHHaHBHOﬁ MMHCBMOHHHU, MUOKapJAUTaA,
s30(aruTa W/MIM TYONCHHWTA, IOYEYHOW mMaTonoruu (OCTpas CKIepoaepMHUUecKas
Heponatus) u ap. Onpenensitor noseimenne COD, CPb, runeprammarioOyImHEMUIO,
CHIDKCHHE KOMITOHCHTOB KOMILICMEHTA;

Yuepennas - ¢GHuOpo3HbIE HW3MEHEHHS Pa3TUYHON JIOKAIM3allMu C TpeodianaHueM
nponudepauu: UHAYypaUHUS KOXH, HWHIYPAaTUBHO-NIPOIU(PEPATUBHBIA MOIUAPTPUT,
aJre3VBHBIN TUIEBPUT, KapIUOCKIEPO3, CKIEPOJCPMUYECCKUN 330(aruT, MTyOICHHT,
CyOKIMHMYEecKas HedpomaTus u Jip.;

Huskas - npeuMymecTBeHHO (PyHKIIMOHAIBHBIC, TUCTPO(PHUUECKUE U CKICPOTHUECKUE

HU3MCHCHUA pa3J'II/ILIHOI\/'I JIOKaJIn3anuu, COCyauCThIC paCCTpOﬁCTBa.

1.5.4 Ctagun

Quenv pannas (uiu 0okIuHuYeckas), Koraa y 60iapHOro ¢ (heHoMeHOM PEiHO BBISBIISIOT

no3utuBHEE AH® (> 1:160 B HPU®) n/mimu «CKIIepoJepMUIECKUE» ayTOAHTUTENA, a
TaKXeE CKJ'IepO)IepMI/I'-IeCKI/Iﬁ THII U3MEHESHUHU IMpU KAIMUJIAPOCKOITNHA

Hauanvnas, xornma, kxpome peHomena PeliHo, BeISBIAIOT 1-3 jTokanu3anuu 001e3HH;

Cmaous PA36EPHYIMbLX KJIUHUYEeCKUX nOﬂ@ﬂeHMI;l, OTpaXXaromux CHCTEMHBIH

MOJMCUHIPOMHBIN XapaKTep MpoLecca;

lo30uaa (mepmunanvuas) — Npu pa3BUTUU HEOOPATUMOW HEIOCTATOUHOCTH YKU3HEHHO

BA)XXHBIX OPraHoOB.

1.5.5.0cy10:kHEeHN S

Bripaxkennsiil cuHApPOM PeliHO: TuruTanbHbIe s13Bbl, HEKPO3bI;
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¢ HudunupoBaHue 3B, pa3BUTHE OCTCOMHUEINTA;
¢ CepaevHO-COCyHCTasi CHCTeMa: apUTMHH, XPOHHWYECKas CepAcdYHas HEJOCTAaTOYHOCTH,
BHE3aIHas CMEPTb;
e Jlerounsrii pubpo3, JIAT': gprxarenbHas HEAOCTATOYHOCTE;
¢ OKenyIOYHO-KHUIIEUHBIM TPAaKT: CTPUKTYPbl HIXKHEW TPETH IUIIEBOJA BCIEICTBUE
pPYOLIOBBIX HM3MEHEHUH MpH PELUUAUBUPYIOLIEM S3BEHHOM MOPaKEHHH, >KEITyJOYHOE
KPOBOTEUYEHHUE — IIPU MHOXKECTBEHHBIX TEJICAaHTUIKTA3HIX CIIM3UCTON 000TOUKH KETy/IKa;
aHOpEKTaJIbHAsl HEJJOCTATOYHOCTD - HeJIep>KaHue Kana (peaKo);
e XpoHuueckas 00JE3Hb MOYEK (PEIKO);
¢ Octpas runepTeH3uBHas SHIeanonaTis (O4eHb PEIKO);
e TyHHENbHBIE CHHAPOMBI - CHHAPOM KapHaJbHOTO KaHaja, CHHIPOMBI CIIABJICHUS
JIOKTEBOTO, 00JIBIIIEOEPIIOBOTO HEPBOB (PEIIKO).
KommenTapuu k noapasaeay «Kiaaccudgukanus» - k naparpagy 1.5.3
s 06vekmu6Holl oyeHKu UCHOTb3YIOM CYMMAPHBLU UHOeKc akmugHocmu (mabauya 1). Ilpu
cymme 6annos > 3 3abonesanue pacyeHusaiom Kax akmuseHoe, MeHee 3 — KAK HeaKkmusHoe.
CmpykmypHas 8a1u0HOCMb UHOEKCA OblLla NOOMEEPIHCOEHA, U OH UCNONL3YEMC A 68 KIUHUYECKUX
ucnvimanusx [6]

Tabauna 1. [TapameTps! o01mero naaexkca akrusHocTu CCJL

[Tapametp bamn | Xapakrepuctuka
Koxnslii cuer >14, 1 Hcnonb3yercs MoaudpUIMpOBaHHBIN KOKHBIN CUET
OaILITBI (mo Rodnan), oniernBaemsrii B 6amnax ot 0 10 3 B

Kaxoil u3 17 obnacreit texna. MakcumaibHast
cymma 6aminoB — 51

Cknepenema 0,5 YTonmenue MATKUX TKAHEH Ha Maabliax 3a

CUeT MHAYPALMH W/WIH IJIOTHOTO OTeKa
A-xoxa 2 VXynumeHue KOKHBIX POSIBICHUN

3a MOCIAEAHUI MECHILL, CO CJIOB NTALIMEHTA
JlururaiabHble 0.5 AKTHBHBIE TUTUTAJIBHBIE SI3BbI UJIU HEKPO3bI
HEKPO3bl
A-cocynibl 0.5 VXyaiieHue cocyIUCThIX MPOSBICHUM

3a MOCIAEAHUIN MECHL, CO CJIOB MAIlMEHTa
ApTpHUTHI 0.5 bosie3HeHHas TpUIyXJIOCTh CYCTaBOB

Cumwxenne JICJI**, % | 0.5 JCJI<80% oT HOPMaIBHOTO YPOBHS
OT JTOJDKHBIX

3HAYCHUM

A-cepaue/nerkue 2 VYXyaiieHue cepaedHO-IeroYHbIX MPOSBICHUM 32
MMOCJICTHUM MECSII, CO CJIOB MallieHTa

COD > 30, mm/4ac 1.5 ITo metony Becteprpena

CHuxeHue ypoBHs 1 Cawmxenue ypoBHs C3- u/win

KOMILIEMEHTA C4-xoMIIOHEeHTa KOMILIEMEHTA

OO nHIekKC, Maxkcumansao 10 OamoB

OaJIbl
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IIpumevanns k Tadamune 1

BrIpak€HHOCTD YIUIOTHEHUS KOXKH OIICGHHUBACTCS METOIIOM KOXHOIro cuera. KoxKHbIe M3MEHECHUS

olleHHBaoTcA 1Mo 3-X OamipHOM cucteme: 0 — OTCYTCTBHME WM3MEHEHUH, | — He3HauuTeIbHOE
YVIUIOTHEHHE KOXKH (KO)Ka JIETKO cOOMpaeTcs B CKIIAJKY), 2 — YMEPEHHOE YINIOTHEHUE KOXKH (KoXkKa
C TpPyIOM coOHMpaeTcs B CKIQJAKy), 3 — BBIP@XEHHOE YIUIOTHEHHWE KOXHK (B CKJIAIKy HE
cobupaercs, «I0CKooOpa3Hasi»).FI3MEeHEeHUsI OIIEHWBAIOTCS B TPEX HEMApHBIX 30HAX - JIUIO,
TPYy/ib, )KUBOT, U 7 APHBIX 30HAX - MANBIBI PYK,  KHUCTH, TPEAIUIeYbs, IUIeYH, Oeapa, TOJICHH,
ctornbl. CyMMa BBISIBIICHHBIX ITOKa3aTeNel COCTABIAET OOIHI «KOXKHBIN) CUET.

A — nenpTa, yXy/IIeHue MposBIEHUH (CO CTOPOHBI KOXH, (heHOMeHa PeifHo, cepieuHOo-TIerouHoi
CUCTEMBI) B TEUEHHUE TIOCJIETHETO MeCsII[a, OIIEHUBAEMOE MMAIIIEHTOM;

UCJI — nuddy3nonHas cnocoOHOCTH JETKUX JIJIST OKCHIA yIiepoaa, % OT JOKHOTO

K naparpady 1.5.4.

AHTUsIIEpHBIE aHTUTENIA WIK aHTUHYKJIeapHbIid GakTop (AH®D) mosBisiroTcst Ha JOKIMHUYECKOM
JTane M 3a Bpemsi 0OJe3HH MOTYT OBITh OOHapy)XeHbI y OoibpIIMHCTBA OONMBHBIX (88-95%), a
OCHOBHBIE «CKJIepoaepMuyeckue» ayroanturena - y 50-60% OompHBIX. CrienmuuIHBIME IS
CC/ cuurator antuneHTpomepHsie (ALlA) anturtena (vyactota BeisiBiaeHus 10-20%), anturena K
toronzomepase 1 wnu Cxin-70 (20-30%) u anturena k PHK nomumepase III (4-6%). OObuHO
OOJIBHOM MMEET TOJBKO OJIUH THIT ayTOAHTUTEII, HE MEHSFOIIUKCS B TIPOIIECCe PA3BUTHUS OOJIC3HH.
IIpumeps! GpopMyJIMPOBKH KJIMHHYECKHX THATHO30B:

e (CucrtemHas CkJepoaepMHsi OCTporo TeueHus, nuddysnas ¢opma: denomen PeitHo
(muruTaneHBIe S3BBI, HEKpo3 HorteBoi ¢amanru Il mampma  neBoit  KUCTH),
CKJICPOJIAKTUIINSI, MHTEPCTUIHMAIBHOE TOPAKEHUE JIETKUX, KapaAuomaTus (HapylICHHS
puTMa W TPOBOAWMOCTH), THUIIOTOHHUS  THINEBOAA, OPO3WBHBIM  330(]arur.
Cepono3utuBHOCTH 110 aHTUTENaM K Cki-70. [[pixaTenbHas HEIO0CTaTOUHOCTS | CT;

e (CucrtemHasi CKJIEpPOJEPMHUS IMOAOCTPOrO TEUEHUs, JUMHTHUPOBaHHAs Qopma: (eHOMEH
Peiino, ckmepofakTHIUs, TOMHAPTPUT (HEIPO3UBHBIN), MHOMATHUSA, TOpPAKEHHE
cepaua(muokapaut?), XKKT. [TozutusHocTs 0o AH® (B BBICOKOM TUTpE);

e CucrtemHas CKICPOICPMHS XPOHHUYECKOTO TCUCHUS, JIUMHTUPOBAaHHAs Gopma: (PeHOMEH
Peiino, ckiepenema (OTIEK KHCTEH), TEJNGAHTUIKTA3UHU, JIETOYHAs apTepuaibHas
TUIEPTEH3US, TUIIOTOHUS THUIIEeBOAA. [03UTHBHOCTH IO aHTUIIEHTPOMEPHBIM aHTUTEIAM.
CepneuHast HEIOCTaTOYHOCTh 2 CT.;

e (CucremHass  CKIEpoIEpMHs, JOKIMHUYECKas  cTtagusi: (¢eHomeH PeiliHo, wu

uMMyHosoruueckue (tAH®) u kanuuispocKonu4ecKue HapyIeHusl.
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2. JInarHoCTHKA

2.1 ’Kan00bl 1 aHAMHE3
[TaneHTHI KaIYIOTCSI Ha TMOBBIICHHYIO 3S0KOCTh KHCTEH, M3MEHEHHE MX IBeTa (IoOeneHue,

MIOCHHEHHE, TTOKPAaCHEHHUE) Ha XOJI0Jie, IIPU BOJIHEHUH, TOSBJICHUE A3BOYEK, IPEUMYIIECTBEHHO
Ha KOHYMKaX MaJIbLEB; OIPAHUYEHUE MOJABWKHOCTH MAJIBLIEB KUCTEH, IUNIOTHBIA OTEK KUCTEH U
CTOIl; yIUIOTHEHHE KOXHM JIMIA, KOHEYHOCTEW, TYJOBMINA, M3MEHEHHE 4YepT U
«MacKoOOpPa3HOCTh» JIMLA, MOSIBICHUE TEJICaHTUAIKTa3Uui, pa3BuTHE MbledHoH ciaboctu. Co
CTOPOHBI KETYJIOYHO-KHILIEYHOTO TpPaKTa MOTYT OeCHOKOUTh Jucdarusi, H3Kora, paHHee
HaCBILLIEHUE, TOIIHOTA, PBOTA, AUapes, 3anopsl. [Ipy narosorun BHYTpEHHUX OpraHoB OOJIbHbBIE

MOTYT aJIOBaThCS Ha OJIBIIIKY, cepAIcOneHue, nepedon B paboTe cepiia, OTEKH.

CCJ] pa3BuBaeTcsi yalle HMCIOABOJIb: MOSIBISIOTCA Ba30CHACTHUYECKHE HApPYyLIEHUS 10 TUIY
cuHapomMa PeitHo, apTpaliruu W/uiu TEHIEHIUS K KOHTPaKTypaM, YIUIOTHEHHE KOXKH U TKaHEH,
MO3/IHEE BBIABISETCS MATOJOTHS BHYTPEHHUX OpraHoB. Pexe 3aboneBaHuMe HadyWHAETCS C
MIPOTPECCUPYIOLIETO TeHEPANTN30BAaHHOTO MOPAKEHUsI KOXKH (TUIOTHBIA OTEK, MHAYpALUs) W/UIn
BHUCLIEPAJIBHBIX TOPA)KE€HUI, KOTOpPbIE BIOCIEACTBUM MOTYT JOMHHHUPOBATh B KIMHUYECKOMN

kaptude CCJI.

2.2 PusukajIbHOE 00CIe10BaAHNE
IIpn ¢usuKanbHOM  00CIeOBaHUM OLIEHUBAIOTCS CTEIICHb BBIDAXKECHHOCTH U

pacrpoCTPAHEHHOCTh MOPAXKEHUSI KOXKU, OTMEUAOTCS «MacKOOOpPa3HOCThY» JIMLA, YMEHbIIECHHE
POTOBOI anepTypsbl, GOPMHUPOBAHUE «KUCETAa» BOKPYT PTa; HAJMUME TUIEPIUTMEHTALUU KOXH,
TEJICAaHTMIKTa3ul, TPO(PUUECKUX HapyIICHUH; HaluyhMe W Xapakrep CcHHApoma PeiiHo,
IUTUTAIBHBIX SI3BOYCK/PYOUMKOB; CYCTaBHO-MBIIICYHBIX MPOSBICHHIA; BO3MOXXHO BBISBIICHHE
OCTEOJIN3a W KaJIbLUHO3a; IPHU ayCKYJIbTALIMA MOTYT BBIABIIATHCS HApYyIICHHS PUTMA CEPALA,

CYXHC XpHIIbI U KPCIIUTALUS B 0a3aabHBIX OTACIax JICTKHUX.

2.3 JIaGopaTopHAasi THATHOCTHKA
2.3.1. Ha 3Tamne mocTaHOBKH JHATHO3A

e Bcem mnamumentam pexomenayercs ompeneneHne AH® u cnemmduunsix must CCH
ayroantuten (antu-Cxi-70, antunentpomepusie, k PHK-nomumepase I1I) [3,4,5].
YpoBeHb yoenuTeabHOCTH peKoMeHAauii A (YPOBEHDb 10CTOBEPHOCTH 10KA3aTeJIbCTB 1a)
KommenTapumn: Autu-Cxi-70, antunentpomepusle, anturena kK PHK-nomimepase 111 Bxonsrt B
yucio knaccupukannonHbix kpurepueB CCIH ACR/EULAR 2013ropma. OmpeneneHHbIN TUI
aHTUTeN accouuupyercs c omnpenencHHoil ¢opmoir CCJl M XapakTepHbIMH KIMHHYECKUMHU
MIPOSIBJICHUSIMU 3200JI€BaHMsI ¥ TIO3BOJISIET IPOrHO3UPOBATh BO3MOXKHBIE UCX0/bl Oone3Hu. ALIA

BBISIBJISIIOTCSL 'y MAlMEHTOB C JIMMUTUPOBaHHON (opmoi Oo0Jie3HH UM acCOLMHUPYIOTCS C
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pasuteM JIAI, AnTu-Cxn-70 4yame Berpedatotress mnpu  auddysHoit  dopme
accouuupyromuecs ¢ puckom paszsutus U u kapauaneHoi natonoruu, U anturena k PHK-
nonumepaze-I1II  Taxxe wame BoigBIsAOTCA TOpu  aAuddysHoit  popme OonesHu U
aCCOLMUPYIOLINECS C Pa3BUTHEM MTOYEUHOTO KpHU3a.

ITozutuBHeli AH® mno3Bomser noxarBepauTh auarHo3 CCJl Ha oueHb paHHEH CTaguu
3a00J1eBaHuUs PU HATHMYUH Y MAIlUEHTa TONbKO (heHoMeHa PeifHO W/uimm oTeka maiblieB KUCTEH.

e Bcem manueHTamM peKkoMeHAyeTCsl ompejesieHne OMoMapKepoB BOCHaleHUs! (CKOPOCTb
ocellaHus HpUTPOUUTOB, C-peakTUBHBIN OETOK BEICOKOUYBCTBUTEIHHBIM METOOM)

YpoBeHb yOennTeIbHOCTH pPeKOMeHIauuil A (YpOBeHb JOCTOBEPHOCTH A0KA3aTEJIbCTB

1b)

Kommentapuun: COD ssnsemca oOHum u3 napamempos obweco unoekca axmugsnocmu CCJJ
[6]. Tlosviuuennvie yposnu CPB accoyuupyromcesa ¢ puckom npoepeccupyroweco meyenus CCJ[
[7].

2.3.2 Ha stane mnoadopa JieKAPCTBEHHOH Tepanuu, MOHUTOPHUHra 3¢ dekTHBHOCTH U
0€30I1aCHOCTH JIEKAPCTBEHHOM Tepanuu

e Bcem mnammeHTaM pPEKOMEHIyeTCS HCCIENOBaHHE OMOXMMUYECKOrO aHallu3a KpPOBU
(mmoko3a, OwnmmpyOwH o0muit u  mpsmor, AJIT, ACT, ramma-I'TII, menounas
docdaraza, JIA, KOK, kpearnann, MmoueBuHa, K, ModeBast KUCIOTA) JIsi BBISBICHUS
OpraHHOM HEIOCTATOYHOCTH [5].

YpoBenb yoeauTebHOCTH pekoMeHAanuii D (ypoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB

4)

e BceM mainmeHTamMm peKOMEHAYETCS UCCIECA0BAHUE KIMHUYECKOTO aHaIn3a KpoBH [5].

YpoBenb yoeauTeibHOCTH pekoMeHAanuii D (ypoBeHb 10CTOBEPHOCTH /10KA3aTeILCTB

4)

e Bcem manmeHTaM pPEKOMEHIyeTCs HCCIeNOBaHHE OOIIEer0 aHaliu3a MOYH, CYTOYHOMN
MPOTEUHYPHH, CKOPOCTH KIIyOOUKOBOH (PHIBTpAalU JJIsi YTOYHEHUS! (PYHKIHMOHAIBHOTO
COCTOSIHMSI TIOYEK M HaJlW4Ms MPOTUBOIOKA3aHUM JJI HA3HAYCHUS WM MPOJOJIKECHUS
Tepanuu [5].

YpoBenb yoeaurtenbHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /10KAa3aTeIbCTB

3)

2.4 MHCTPpYMEHTAJLHAS JTHATHOCTHKA
2.4.1. Ha hTane NoCTAHOBKH JHATHO32

¢ PekomeHa0BaHO MarpieHTaM ¢ peHoMeHOM Pelino u mo3utuBHEIM 10 AH® npoBoauth
BHJICOKAMTMJUIIPOCKOIIMIO HOI'TEBOTO J0Xka [4,5,9]
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YpoBeHb yOeauTeJIbHOCTH PeKOMeHAaluil A (YPOBeHb JOCTOBEPHOCTH /10KA3aTeJIbLCTB

1b).
KommenTapuu: bonvuwoe snauenue 0 panueli u oug@epenyuanrvHol OuacHOCmMuKy umeem
KanuuiapoCcKOnus HOZMEB020 J10MCA - HEUHBA3UBHbIUL Memoo BU3VAIbHO20 UCCAe008AHUS.
Kanuaisapog in vivo, omaudaemcs npocmomot UCHONHEeHUs U He mpebyem 00pO2OCMOAUe2o
000pY00BAHUSL UNU PACXOOHLIX Mamepuanos. s 6vlNOJIHeHUs UCCIed08aHUs 00CMAMOYHO
HAMUYUsi 00bIYHO2O CBEMO0B020 MUKPOCKONA U ocgemumenbHoz2o ycmpoticmea. Obvexmom
UCCTe008aHUsL  AGNAIOMCA — KANUWLAPbI — KYMUKYIbl — nanvyed  kucmeu.  Ilpusnaxamu
MUKPOAHSUONAMUU AGNAIOMCA: USMEHeHUe NIOMHOCMU KANULIAPO8, pACUUpeHue Kanuuisipos,
ABACKYISIDHBIE VUACMKU, MUKPO2EMOPPALULU, HEOAHSUO2EHe3 U 0e30P2aHU3AYUsL APXUMEKMOHUKU
KAnUIISIPHOU cemu Ho2megozo J0dcd. Memoo obradaem 6blCOKOU Uy8CMBUMETbHOCHbIO U
cneyuguunocmoio u 6xooum 6 uucno kiaccuguxayuonnvix kpumepues CCIJ ACR/EULAR 2013
2ooa.

e Jlnst CBOCBPEMEHHOTO BBHISBICHHS M OIICHKH CTCTICHH BUCIEPATLHOW TATOJIOTHH BCEM

MaIMEeHTaM PEKOMEHYETCsI IPOBOJIUThH CIICAYIONINE HHCTPYMEHTAIbHBIE HCCIICIOBAHUS:
o CnupomeTpus s BBISBICHUS U3MEHEHUH JIeTO4YHbIX 00BEMOB [5,9,10,11];

YpoBeHb yOenuTeJIbHOCTH peKOMeHAauil A (YPOBeHb I0CTOBEPHOCTH 10Ka3aTeabCTB 1b).

o Onpenenenne auddy3nonnoii cmocoonoctn Jaérxkux (ACJI), xoropas
CHUKAETCS HA PAaHHUX CTAUAX MOpaykeHus jJerkux [5,9,10,11];

YpoBeHb yOenuTeJIbHOCTH peKOMeHanuil A (YPOBeHb I0CTOBEPHOCTH 10Ka3aTeJabCTB 1b).

o KTBP opranoB rpyiHoi KJeTKH [JI1 yTOYHEHUS] HATMYHUS UHTEPCTULIHATBHOTO
nopaxxenus nérkux [5,9,10,11];

YpoBenb yoenuTeabHOCTH pekoMeHaauuii A (YPOBEHb 10CTOBEPHOCTH 0Ka3aTeabCTB 1b).

o PenrreHorpadpuss kucreid I YTOYHEHHMS  HaJU4usid  aKpOOCTEOIH3a,
KaJIIIMHATOB, COCTOSIHUSI CYCTAaBHBIX IlEJIeH, HaJu4Yusi KOCTHOM JECTPYKIUHU
[5.9,12];

YpoBeHb yOenuTeJIbHOCTH peKOMeHanuil A (YPOBeHb I0CTOBEPHOCTH 10Ka3aTeJbCTB 1b).

o HWccnenoanue nuiieBosa (MaHOMETPHs MJIM PEHTICHOCKONMS NHINEBOJA C
KOHTpPacTHON Maccoii miam  ¢uOporacTpockonusi) - Ui OLEHKHU
HGpHCT&TJII:TH‘-IGCKOfI AKTUBHOCTH W TOHYCa HHWIKHCETO C(i)I/IHKTepa numeBoaa,
BBISIBIICHUS THUIOTOHWH, racTpo’3odareanbHoro peduiokca, 33odarura U ap.)
[5,9,13];

YpoBeHb yOequTe IbHOCTH peKOMeHAannii A (YpoBeHb JOCTOBEPHOCTH /10KAa3aTeJbCTB 1Db).
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o IKI' m IXO-kapamorpadgusi 11 YTOYHEHHS KapAUAJIbHON NATOJIOTHHU:
HapylIeHUH pUTMa M [POBOAUMOCTH, OYAroBBIX HW3MEHEHHH MHOKapja,
NOpa)KeHUH Nepukapaa, 11 OLeHKH (PyHKIMHM MUOKap/a, U3MEPEHUs 1aBICHUS B
JIETOYHOM apTepuu, UCKIIOYEHHUs JIETOYHOM aprepuanbHoil runeprensuu (JIAD).
[5,9,14].

YpoBeHb yOenuTeJIbHOCTH peKOMeHAauil A (YPOBeHb I0CTOBEPHOCTH 10Ka3aTeabCTB 1b).

Kommentapuu: Cyoxkaunuueckue QYHKYUOHAbHbIE HAPYWEHU CO CMOPOHbI GHYMPEHHUX
0p2aH08 MO2Ym pazeusamvcs ewé 00 nossienus omuemausol Kiunuyeckou kapmunvt CC/], 6
CBA3U C YeM pe2VIAPHblU CKPUHUHZ O] GblAGIeHUsS NOPANCEHUS 6HYMPEHHUX OP2AHO8 OOINHCEH

cmamy pymuHHOU KIUHUYeckou npaxmuxou [15].

3onomeim cmanoapmom 05t NOOMBEPHCOEHUS UHMEPCMUYUATILHBIX USMEHEHUNl 8 JIe2KUX Npu
CCJ sasnsaemcs KoMnblOmMepHas momozpagus 8bICOK020 paspeuleHus opeanos pyOHOU KiemKu
(KTBP OI'K) [16,17]. Hanuwiii OuacHocmuueckuti Memoo 3Ha4umenbHo 0oaee wy8cmeumenet no
CPasHeHulo ¢ MpAOUYUOHHO NPUMEHAeMOU peHmeeHozpagueli OpeaHo8 2pyOHOU KlemKu,
0COOEHHO 015l 6biAGNeHUs 0O0Ne3HU HA PAHHUX CMAOUAX NPU HATUYUU MANO BbIPANCEHHBIX
unmepcmuyuanbHovlx usmenenutl [18,19], 6 ceazu ¢ uem 6cem nayuenmam ¢ noOO3peHUeM Ha
nanuuue CCH neobxooumo nposedenue KTBP OI'K.

Memooom ckpununea JII" aenaemca mpancmopaxanvras onnep-OxoKI' [20]. bonee uem y 90%
oonvHvix ¢ JIAI eviaensiemca mpuKkycnuoanioHas pecypeumayus, Ymo no3eonsem paccyuumamsy
cucmonuyeckoe O0asieHue 6 J1e20YHol apmepuu ¢ NOMOUWbI0 MOOUDUYUPOBAHHO2O YDABHEHUs.
bepuynnu. Pacuemnoe oasnenue 6 JIA vlcoko Koppenupyem ¢ pesyiomamamu Kamemepuzayuu
npagvix omoenos cepoya U s8J1emcs Ha0eHCHbIM HeUHBA3UBHBIM MemMOOOM KOHMPOIS OUHAMUKU
JIAT. 3onomeim cmanoapmom OUaeHOCMUKY 1€20YHOU SUNEPMEH3UU AGNAeMC s Kamemepusayus
npasvix omodenoe cepoya [21]. Memoo no3zeonsiem onpederums CcmeneHb U MaKue
Xapaxkmepucmuxu, Kax ne2ounoe cocyoucmoe conpomusnerue (JICC) u oasnenue 3ak1uHu8anus
6 neecounou apmepuu (H3JI4). Ceponoeuueckumu mapkepamu JIAI saenisomcs nosviuieHue
VPOBHSL  MO03208020  HAMPUUYPEMUYEcKkoe0 nenmuoa u  N-mepMuHanoHo20 — MO03208020

Hampuilypemuuecko2o nponemuoa

Auaroputm ckpuHuHIa 001bHbIX CCJl HA J1eroYHyI0 apTepuajabHYI0 THIEePTEH3UIO0.
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Anroputm «OBHAPYXEHUE»

CtyneHb 1: 6 napameTpoB

- @3N % Hopm./OCIH % Hopm. - TeneaHrnakrazun - 2KI": OTknoxerne 20C enpaBo
- AHTMUeHTpoMepHble aHTuTena - NTproBNP - YpoBeHb MOYEBOIM KUCTIOThI

S MokasaHun gna
O6wwmit puck > 300 § HET i

CTyneHb 2: OBLMI1 pUCK 1-TO YPOBHA + 2 napameTpa IXoKIr
- Mnowaae npasoro npeacepana - Cropocts TP
1

O6wui puck > 3 HET

HeTt nokasaHui
ana KMNoc

KNOC ana sepudmkaunmn Hann4ua JIAD

OCIN : guchchysnoHHaA cnocobHocTL Nerkux no okenay yrnepeaa ll; X3 dpopcupoBaHHAA KU3HEHHAA EMKOCTE NETKUX;
NTproBNP: N-koHueBoW chparmeHT npeglwecTEeHHWKa MO3roBoro Hatpuiypet4eckoro netnaa; KMOC: kateTepusaumns npaebix
oTgenos cepaua; TP: TPMKYCNNAANEBHAA peryprutauma

2.4.2 Ha 3ranme moadopa JieKAPCTBEHHOW Tepamnmuv, MOHMTOPUHIa 3((PEeKTUBHOCTH U
0e30MaCHOCTH JICKAPCTBEHHOM Tepanuu
e J[lammentam CCJ ¢ UIII pexomennoBano npoBoautb KTBP 1 pa3 B 2 roga npu
CTaOWJIBHOM KJIIMHMYECKOM COCTOSIHMHM, OTCYTCTBHM OTPHULATEIHHOM JTUHAMHKHU
nmokazarenei @®XKEJI u JCJI. B cayuae yxymmieHus cocTosHus (yCHJICHUE
BBIPAXXKEHHOCTH Kauuisi, onbliky, cHkeHun nokazatened OKEJI u JACJI na 10% u
0oiee MO CPaBHEHHIO C TPEIBIAYIIAM HCCIEAOBAHUEM) PEKOMEHIOBAHO IMPOBEICHHE
KTBP BHe 3aBUCUMOCTH OT CPOKOB MPOBEACHUS MPEIBITYILEro UccaeaoBanus [5].

YpoBenb yoenurtebHOCTH pekoMeHaanuil C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3).

e [lammenrtam, mnomyuatomuM [MBT, pexkoMeHIOBaHO NPOBOAUTH pPEHTrEeHOrpaduio
OpraHoOB I'PYJHON KJIETKH He pexe 1 pasza B 6 mecsies [22].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuil D (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3).

¢ [lammentam 6e3 UIIJI mo manHbIM mepBuyHOro KT-o0cnmemoBaHus CIUPOMETPHUIO U

uccnenoBanue 1udPpy3noHHON CITOCOOHOCTH PEKOMEHIOBAHO TTPOBOAUTH HE pexe 1 paza
B rox [23].

YpoBeHb yOenuTe1bHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJILCTB 22).

¢ [larmentam npu Hammuuu WMITJI (mo manaeiM mepBuuHoro KT-oOcnenoBanus opraHoB)

rpyanoii  knetku (OI'K) cnupomerputo u ucciepoBanue JICJI pexomeH0BaHO
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HpOBOZ[I/ITB HC pe>1<e 1 pa3a B oA OJid OLCHKHU B(I)(I)CKTI/IBHOCTI/I HpOBO,Z[PIMOfI Tepam/m
[23].

YpoBeHb yoenuTebHOCTH pekoMeHaanuil D (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 4).

e [JlanueHTaM C NpU3HAKaMHM YHOPHBIX CHHOBUTOB WM (YHKIMOHAIbHBIX HapyLICHHM
PEKOMEHJIOBAaHO IIPOBE/ICHHE PEHTIeHOrpauu COOTBETCTBYIOLIHX CYCTABOB [5].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3).

¢ Bcem mammmentam CCJ] pekomeHmoBaHO mpoBeAeHHE 330(paroracTpomyoaeHockonuu |
pa3z B rox [5,13].

YpoBeHb y0enuTeJbHOCTH pekoMeHaanuil B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB 22).

¢ Bcewm nanuentam CCJl pekomennoBano nposeaeHue IKI' u IXO-KI' ne pexe 1 pasza B
rox [5,14].

YpoBeHb yOenuTeJbHOCTH pekoMeHaanuil B (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJLCTB 22a).

¢ Bcem nanuentam, noiyvaromum ['K Tepanuio mokazaHo mpoBEAEHUE AEHCUTOMETPUH
NMOSICHUYHOT0 0T/1e/1a MO3BOHOYHMKA U lIeiiku OeapeHHoi kocTH 1 pa3 B 12 mecsieB
[24].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 4).

¢ [lanmentam CCJl c HapylIEHUsIMU pUTMa Cepla U/UIU U MPOBOAUMOCTHU CEepAlLla W/IiIn
IpU MOAO3PEHUM Ha HaJMyhe HIIeMUYecKod OOJIe3HM cepiala W/WIM apTepUabHOU
TUIIEPTCH3UU PEKOMEHIOBAaHA KOHCYJbTAlUs KapAuoJora, KOTOPBIA —ONpEenesseT
HEOOXOIMMBIN KOMIUIEKC JOMOIHUTENbHBIX o0cnenoBanuii (nposeaenne XOJITEP-OKT,
Harpy3ouyHble MpoObI, CYTOUYHOE MOHHUTOpHpoBaHue AJ M T.J.) W KpPaTHOCTb HX
npoBenenus [9,14].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 4).

e [lpu mamumuum y manueHToB CCJ[ comyTcTBYyromel MaTtoJioTHH C IEibl0 0€3011acHOTro
nondoopa  Tepanmuu  PEKOMEHAYETCSl  KOHCYJbTallusd Bpade  COOTBETCTBYIOIIMX
crienranbHocTew [9,10,13].

YpoBeHb y0enuTeabHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB 4).
2.5 Unasi AMATHOCTHKA

I Bepudukaruum gmarnoza CCJ pexkomenayercs mnpumeHeHune KiaccudukarnmoHHBIX
KpUTepHeB mporpeccupytoniero cucremHoro ckiepoza ACR/EULAR 2013 r [3]. (American
College of Rheumatology/European League Against Rheumatism Systemic Sclerosis

classification criteria) (Tabmuia 2)

|| [TapameTpsl | BapuaHTsl IpU3HaKOB | baiel
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VYIIOTHEHNE U YTOJIIEHUE KOKU 00CHX PYK BBIIIE 9
MSCTHO-(DaTaHTOBBIX CYCTaBOB (o) -
IpOKCUMaJIbHAs CKJIEpOJiepMa

VYIUIOTHEHHE U YTOJIICHHE KOXKH HaJIblieB* - Cxiepenema
- manelel quctaibaee [1OC

JlurutanbHast UIIeMHs * - SI3BOUKHM
- PyOuuku

Teneanru’kTa3uu

KaHI/IJ'IJ'IHpOCKOHI/I‘-ICCKI/Ie HN3MCHCHUA

NN DfWw N B~

Jlerounast apTepualibHas TUIMEPTCH3US  W/WIHU
WHTEPCTUIMATBHOE MOPAKEHHUE JIETKUX

(98]

denomen Perino

Crnenuduunble ayToaHTUTEA 3
(antu-Cxii-70, aHTULIEHTPOMEPHBIE,
Kk RNA-nonmumepase I11)

Tabauna 2. Kiaccugukanmonubie KpUTEPHH CHCTEMHOM cKkJiepoaepmun [3]

*[pu nanuuuu 08yX NPU3HAKO8 6 pacuem NPUHUMaemcs Oonbulee 3HaveHue

CormacHo 3TUM KpuUTEpHsM, OOJbHOW KiIacCUPHUIMPYETCs KaK HMEIOUINH JOCTOBEPHBIN

muarno3 CC/l, ecniu cymmapHast OlleHKa TapaMeTpOB paBHA WM NpeBbIIIaeT 9 6aioB
2.5.1 AaropuTm AMarHOCTHKHY OYeHb PaHHeH WIN JOKJIMHUYECKON CTAAUH CHCTEMHOI
CKJICPOCPMHUH
[Tono3peHre Ha paHHIOW CHCTEMHYIO CKJIEPOAEPMMIO JOKHO BO3HUKHYTh y Bpaua JIH0OOH
CMELUANTBbHOCTH, €CJIM IPU OCMOTpE WM B aHaMHe3e y OoJbHOro MMerorcsi geHomeH PeiiHo,
0COOEHHO B COYETAaHUHM C OTEYHOCTHIO KHcTei. Takomy OOMBbHOMY HEOOXOOMMO ONPENEITHUTH B
ceiBopoTke kpoBu AH®. Hanmuune tpuanel - peHomena PeitHo, oTeka KUCTEH U MO3UTUBHOTO
Ttecta Ha ADH - Ci1yKUT OCHOBAaHUEM JUI HAlPaBJICHUS NAMEHTa HA KOHCYJIBTALUIO ONBITHOTO

peBMaroJIora. Ha puc. 1 MMpEACTABJICH AJITOPUTM JUATHOCTHKU JOKJIMHUYECKOM cTaaum CCI[
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BonbHbIe ¢ NpeanonaraeMbiM 4UarH03oMm
1 YPOBEHb: CUCTEMHOTrO CKNepo3a UMEIoT:
NoAo3peHme e deHOMeH P?MHO

ce o OTek KUCTelt/cKknepoaakTUnmio
Ha CCQi * MoauTusHbIN AHO

i !

OcmoTp nauueHTa peBMaTonorom
2 ypoBeHb: | | * Kanunnsapockonus
AMarHos ¢ Onpeaenexue Scl-70, ALLA

Ecnn noautueeH xoTs 6bl 04UH NPU3HAK,

: yCTaHaBnuBaeTCA AuarHo3 paHHen CCIl un
e p— YTOUYHAETCA Hanuuue BUCLEPUTOB

OCMOTp ApYroro cneuManucra \
MaTonorus ecTb - nevenue
MaTonoruu HeT - HabnoaeHue A-3: CCJ, paHss cragus

[-3: OuyeHb paHHsaa CCQ

PucyHnok 1. Anroput™ 1MarHocTuky paHnHe (noxiauHn4eckoii) craaguu CCJ,

[locne ¢usukampHOrO OCMOTpa OOJBHOIO pPEBMATOJIOr pEIHIAeT BOMNPOC O MPOBEICHHUU
KaWUIIPOCKOIMHU U OINIPEESICHUH «CKJIEPOAEpMUYECKUX» ayToanTuTen. [Ipu oOHapyxeHnH Kak
MUHUMYM OJHOro M3 3Tux npeauktopoB CCJ/] manueHTy ycTaHaBIMBAaeTCsS JMAarHO3 OYEHb
paHHETO CUCTEMHOTO CKJIIEpPO3a, M OH JOJDKEH Ha0IoaaThcsi peBMaroniorom [4]. B tutan Benenus
TaKoro peBMAToJIOr BKJIIOYAET JOIMOJIHUTENIbHBIE MCCIEI0BAaHUS JJISl BBISIBICHUS MATOJIOTUU
BHYTPEHHUX OpraHoB M 0Oosiee MPOABHUHYTHIX cTaaui OoJe3HU. BblsBIEHHE NOpaKEHUsS
BHYTPEHHUX OPTaHOB O3HAYAET, UTO 3a00JIEBAaHHE YXKE HAXOIUTCS Ha CIACAYIOIIEH - KIMHUYECKU
OYEBHIHON — CTaauu. B CBs3M ¢ 3TUM HEOOXOIUMO NPOBEPUTH COOTBETCTBHE HMEIOIIUXCS
nposiBiieHn  KiaccuukamonasiM - kputepusim  auarnoza CCJl [3]. Ilpu moarBepkaeHun
JIMarHo3a OIpeelIeTCs TEPAeBTUUECKUN KOMITIEKC.

3. Jleuenue

Jleuenne OompHbIx CCJ| momKHO OBITP TO BO3MOXXHOCTH pPAaHHUM, KOMIUIEKCHBIM U
OIlpejenseTcss B 3aBUCUMOCTH OT KJIMHHUYECKOHM (OpPMBI, TEMIIOB IPOTrPECCUPOBAHUS U
BBIPQ)KEHHOCTH OpraHHo# matojoruu. HeoOXomuMo UIMTeNbHOE JIUeHHE, KOTOPOE MOXKET ObITh
noxxu3HeHHbIM. Jleuenne CCJI BkIOYaeT COCYOMCTBIE M IMPOTHBOBOCHAIUTENBHBIE U
MMMYHOCYyTpeccuBHbIe mpenaparsl [25, 26]. Llenp nedeHus - BOCCTaHOBJIEHHE COCYIUCTOrO

roMeocTasa, yMEHbIIIEHUE MOBPEXKICHUH BCIIEICTBUE BOCMaaeHHs U GUOPO3HBIX U3MEHEHUN
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3.1 KoHcepBAaTHBHOE JICUEHHE

3.1.1 OcHoBHBIE HEeJH (hapMaKOTEpANTUH
® CHIKEHUE aKTUBHOCTH U MOJIABJICHUE IPOrPECCUPOBAHNUS OOJIE3HU;

* mpodHIaKTHUKA U JIeYeHHE CHHApPOMa PeifHO U cOCYIMCTHIX OCIIOKHEHNH;
* npoduIaKTHKA U JIeYeHHE BUCHEPATBbHBIX NPOsIBICHUNA Oone3nu [26,27].

OcHoBHoe wmecto B JedeHun CCJI 3aHMMalOT COCYIUCTbIE, MPOTUBOBOCHAIUTENbHBIE H
MMMYHOCYNpPECCHUBHBIE TIpenapartsl [28,29].
VYuureiBas MeXAyHapoAHBIM ombIT U B cooTBeTcTBUM ¢ Bepcusimu EULAR pexomennanuu

CTPYNIHMPOBAHBI MO0 CHUCTEMaM OPraHOB MM HauOojee TSHKENBIM KIMHUYECKHM CHHAPOMaM

[25,26].

3.1.2 Cunapom Peiino U MmemMuvecKkne JMTUTAJIbHBIC S3BbI.

[Tpu CP, accoumupoBanHom ¢ CCJI, BceM OOJbHBIM PEKOMEHAYETCS MPOBOJAUTH JITUTEIBHYIO

JICKAapCTBEHHYIO Tepanuio. JledeHne cumTaeTcs YCIENIHBIM TPW YMEHBIICHHH YacTOTHl W

BBIPOXEHHOCTH SIMH30J0B Ba3ocma3Ma M OTCYTCTBHM TOSIBIIEHUS HOBBIX HIIEMHUYECKUX

MTOBPEXKICHUMN.

. bnokatopbl  KaJbIMEBHIX KAaHAJIOB  (QHTAarOHMCTHI  KalbIHsl), TMPEXKIE BCETO
TUTUIPONTUPUINHOBBIC TTPO3BOJHBIE (TIIaBHBIM 00pa3oM HU(DETUNHH), PEKOMEHIYIOTCS Kak
mpemaparel  TEepBOM JTUHUH, [IpeAnmOYTUTENBPHBIMU SBISIOTCS JUIMTEIBHO JIEHCTBYIONIUE
AHTArOHUCTHI Kajabus [26,27,30].

YpoBeHb y0equTeIbHOCTH peKOMeHAanni A (YPOBeHb JOCTOBEPHOCTH /10KA3aTeJIbCTB — )
KomMmenTtapuu: Mema-ananuz panoomMusupo8aHHbIX  KOHMPOIUPYEMbBIX — UCCIe008AHUL
NOKa3al, 4mo Kalbyuesvle OI0Kamopsbl yMeHvaom uacmomy u evipasxcennocms amax CP,
accoyuuposannozo ¢ CC/] no cpasnenuro ¢ niayebo.

o [Tpu HeshheKTUBHOCTH, WU HAIMYUH MPOTUBOMOKA3AHUH K JICUEHUIO aHTarOHUCTaMU
KaJbIUsl, UM Pa3BUTHS HEXKEIATEIbHBIX SBICHUI PEKOMEHAYETCS Ha3HAUCHHUE CEIICKTHBHBIX
uaruoutopo ®J13-5 tumna [27].

YpoBeHb yOenuTeJIbHOCTH peKOMeHIauil A (YPOBEHb 10CTOBEPHOCTH A0Ka3aTeJIbCTB — I)
Kommenrapuu: Mema-ananuz 6 panoomMusupo8anHvlx KOHMPOIUPYEMbIX UCCAeO08AHULL
sgppexmusrnocmu uneubumopos @U3-5 muna (2 ¢ cundenaghunom, 3 ¢ maoaragpuiom u 1 c
sapoenaghunom) npu CP, accoyuuposannom c¢ CCJ] noxazan, umo smu npenapamoi
VMEeHbWAlom 4acmomy, vlpadceHHocmv u oaumenvHocmv amax CP, a kanvyuegvle
OIOKAMOPbL YMEHbULAIOM YACTOMY U 8bIPANCEHHOCMb 8azocnasma. [32].

o [Ipu He’hPEKTUBHOCTH TEpOpaNbHOM Tepanuu (BKJIOYash aHTArOHUCTHI KalbLUsi U
unaruoutopsl GJ[D-5 tuna), npu BeipaxkeHHOM CP pekoMeHIyr0TCsl TIPOCTAHOUIBI (MIIOTPOCT,
annpoctanun) [26,27].
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YpoBeHb y0eauTeJJbHOCTH PeKOMeHAaluii A (YPOBEHb I0CTOBEPHOCTH 10KAa3aTeabCTB — 1)
Kommenrapuu: Mema-ananuz PKU (5 ¢ enympugennuvim unonpocmom, I ¢ nepopaibHuim
unonpocmom, 1 ¢ nepoanvbHulM YUIANPOCMOM) NOKA3ANL, YMO ULONPOCM 3phekmusHo
ymenvutan yacmomy u svipaxcennocmo CP npu CCJ], no cpasnenuio ¢ niayebo [33]

BuyTpuBensbiii unonpoct Oonee 3(hQGEKTHBEH, MO CPAaBHEHHIO C MEepOpalbHBIMU
bopmamu.

Wnomnpoct naznauyaercst no 20-50 mr Ha undy3uto (0,5—2 Hr/kr/mMuH) 3-5 AHEBHBIMU
KypcamMu Kaxjable 6-8 Henenb. AbNpocTaanil Ha3HadaroT Kypcamu no 10-15 BBenenwmit 2-3
pasa B rog 1o 20-60 MKT (JUIMTeNbHOCTh UH(PY3UU HE MEHEe 3-X YacoB).

AHTaroHUCTbl  Kajblldd W  NPOCTAHOUJBI  MOTYT  BBI3BaTb  OJIMHAKOBBIE
reMoauHaMuyeckue 3¢¢eKTbl, yTo TpeOyeT MNOBBILIEHHOTO BHUMAHUS K MOHHUTOPHHTY
BO3MOKHBIX MOOOYHBIX 3(PGEKTOB MPH KOMOMHHUPOBAHHOM MPUMEHEHHH MpPernapaToB 3TUX
KJaccoB. Y OOJIbHBIX, JIEYEHBIX MPOCTAHOMJAMH, Yalle OTMEYAIOTCS HIIEMHUYECKUE
Kap/MOBaCKyJISIPHbIE OCJIOKHEHHS, MO3TOMY /0 Hauyaja JIeYeHUs IMPOCTAHOUAAMU Y BCEX

OOJIBHBIX CJIEIyeT TIIATEIbHO OLIEHUTh KapIMOBACKYJISPHBIA PHUCK.

3.1.3 JIurutajbHble A3BbI.

® PexoMEeHJ0BaHO JiI1 YMEHBIICHUS CPOKOB 3aKMBJIEHUS TUTMTAJIbHBIX 3B Ha3HAYCHHE
cenekTuBHBIX HHrHOUTOpOoB DJID-5 [34, 35, 36].

YpoBenb yoenuTeabHOCTH peKoMeHAaluii A (YPOBEHb 10CTOBEPHOCTH 10Ka3aTeJbCTB I)
Kommentapum: Hueubumopwr @/D-5 muna mocym npedynpedicoamv pazeumue HOBbIX
OoueumanvHulx 36 [37.]. Hasnauenue uneubumopoe @3-5 muna nayuewmam, KOmopwuim
NpoBOOUMCsl JledeHue SUNOMEH3UBHLIMU NPenapamamu, Modcem npueecmu K CyMMayuu
aghpexma u 8vlpadiceHHOU apmepuaIbHOU 2UNOMEH3UU.
o [TanuenTam ¢ peUUAMBUPYIOIMIMMHU W/WIM MHOXECTBEHHBIMU TUTHTAIBHBIMH SI3BAMU
peKoMeH/I0BaHa UH(Y3HOHHAsI Tepanus uiaonpoctom [38, 39]
YpoBeHb y0equTeIbHOCTH peKoMeHAanuii A (YpoBeHb J0CTOBEPHOCTH /10Ka3aTebCTB I)
Kommentapuu: Buympusennwviti unonpocm modcem npeoomepamums pazeumue HOBbIX
oueumanvuwix 5136 [40].
o [Ipy MHOXECTBEHHBIX JUTHUTAIBHBIX sI3BaX B Cay4asx HEI()(PEKTUBHOCTH aHTarOHUCTOB
Kanpus, uHruOutopoB @DJI3-5 Tunma wW/MIM WIOMPOCTa PEKOMEHIYeTCs Ha3zHaueHUe
HECEJIEKTUBHOTO aHTAaroHMCTa pELeNnToOpoB JHAOTENMHAa-1 — OoO3eHTaHa C  IIeNbI0
MPOQPUITAKTUKY TOSBICHUS HOBBIX TUTHUTAIBHBIX 513B [41, 42]
YpoBeHb yOenuTeJbHOCTH peKOMeHauuil A (YpOBeHb 10CTOBEPHOCTH 10Ka3aTeabCTB 1)
Kommentapuu: K Hacrosiemy BpeMeHH HE JOKa3aHa CIOCOOHOCTH JAPYTHUX aHTarOHHUCTOB

PELCIITOPOB BHILOTCJ'II/IHa-l npeaynpexKaaTb O6pa3OBaHI/IC HOBBIX JTUT'MTAJIbHBIX A3B.
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hd PCKOMCHI[yeTCH OJHOBPEMCEHHO C BasoquIsiITaTOpaMu Ipucm npemnaparos,

MOJIABJISTFOIIINX arperayio TPOMOOIIUTOB;

AnroputMm neyeHus AMrMTanbHLIX 538 npu CCA

OEwme mepol

lNeYyseHWe OCHOBHOTD W
aaboneeaHnA €~ [MMTanbHLIE A3EbI 5 CopaboTra paHm

OBLIE A3 Bkl
v

OguH unu gea untna ACNOMHATENLHEIE
unonpocTa e'e 25 gHeR A3ELI

JAKWBARHE

MoeTopHEIE MHEYIHMKA
WNONpoCTa HoBLIE A3BLI

CunageHadmn,
Ho:mh) Bo3zeHTaH perad)

S| ATODBACTATWH W Op.
HoELle AzELl | TOM00E

HaraaxmeEnauAn

NpoGrNAKTHEA

3.1.4 Tlopa:xxeHue KOKM

OcHoBHas 11enb apmakorepanuu nopaxenus koxu npu CCI| — yMeHbIIIEHNE BBIPAXXKECHHOCTH H
PacpoCTPaHEHHOCTH YIUIOTHEHHS KOXKU. D(H(HEKTUBHOCTH MPENapaToB B OTHOIIEHUU KOXKHOTO
(hubpo3a MoXKET OBITH OIICHEHA TI0 TUHAMUKE KOKHOTO cdeTa (uepe3 6 u 12 mec).
e PexoMeHayeTcs Ha paHHEW cTaguu (B TEYCHHE MEPBBIX 3-5 jeT OONE3HH) WIM TPHU
HapacTaHWW BBIPAKEHHOCTH M PACHPOCTPAHCHHOCTH YIUIOTHEHHSI KOXH Yy OOJBHBIX
muddys3Hol cucteMHol ckieponepmueit Jl-nenummmamua® (250-500 mr B cytkn) [1, 25]
YpoBennb yoenuteabHocTH pekoMeHaannii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB 2b)
®  Pexomennayercs mis yedenus: pannein nuddysnonn CCI - Metorpekcar* B mo3ax 10-15
Mmr/cyT [25, 26];
YpoBeHb yoenuTeabHOCTH pekoMeHAaluii A (YPOBEHb 10CTOBEPHOCTH A10KA3aTeJIbCTB 1a)
®  PexkoMmeHayeTcs ISl CHIDKEHHS KOKHOTO cyera - Mukopenonara Moperun* (MM®) B
TEpareBTUICCKOH 03¢ 2 r/aeHb. [25,43];
YpoBeHb y0equTeJIbHOCTH peKOMeHAaluii A (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB 1a)
e Pexomenayrorcs mnpu mporpeccupyoomeM Iud@dy3HOM TMOpaKEHUH KOXH B BHIE
MOHOTEpAIUU WA B COYETAHUU C BBILIECTIEPEUUCIIAHHBIMU MPENapaTaMu - TIFOKOKOPTUKOU/IbI
(I'K)[25].
YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii D (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJLCTB 4)
Kommentapum: Kpome nopascenuss xoocu, 'K pexomenoyromcs marxoce npu  s6HbIX

KIUHUYEeCKUX NPUSHAKAX —B0CHAIUMENbHOU — akmueHocmu  (ceposum, muozum, HIIJI,
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pedpaxmeprbvili CUHOBUM U/UNU MEHOCUHOBUM) 8 HeboIbuux 003ax — 0o 15-20 me 6 cymku,
m.x. npuem 'K ysenuuueaem puck paszsumus ckO0epooepmMuiecko20 noyeyno2o kpuza [44, 45,
46].

3.1.5 MuTtepcTHIMATIBLHOE MOPAKEHUE JETKHX

VY mHorux 60mpHBIX CCJ] mopakeHne JeTKUX MpOTEKaeT OTHOCHUTENBHO JT00POKaYeCTBEHHO, 03
SIBHOTO TIPOTPECCUPOBAHUS, MOATOMY He BcexX 0ombHBIX ¢ MITJI HyxHO neunTh. BeiOOp - KOTO M
KaK JIEUUTh — OCYILIECTBIIAECTCS C yuyeToM HcxogHou Tspkectu MIIJI u mpu o4eBMAHOM puUCKe
nporpeccupoBanusi. HazHaueHue neueHus MOKa3aHO OOJIBHBIM C OJBIIIKON B MEpBBIE 5-7 JIET OT
Haudaiia 00JIe3HH, eCIIU

1. mo nanneiM KTBP rpynHoit kinetku o6beM nopaxkeHus jgerkux npesbimaet 20% u/wiu;

2. ®XKEJI < 70% w/vnu;

3. ormeueHo cHuwxkenue OXKEJI na > 10% 3a npeamectBytomue 3-12 mec.
KoHTposb 3 PeKTUBHOCTH Teparuy OCYMIECTBISIOT 1O YPOBHIO (DOPCHPOBAHHOMN >KM3HEHHOMN
€MKOCTH JIETKUX. YPOBeHb YO0eIMTEeJIbLHOCTH peKoMeHJanuii A (ypoBeHb J0CTOBEPHOCTH
AoKa3aTeJbCcTB 1a), KOTOPYIO HEOOXOIUMO OMpeAeNsATh He pexke | pa3a B 6 MecsleB YpoBeHb
y0enuTeJbHOCTH pekoMeHIanuii B (ypoBeHb J0CTOBEPHOCTH Jd0Ka3aTeabcTB 2a). OO
3P PEKTUBHOCTH TEPANTNH CBUACTEIBCTBYET CTaOMIM3aIyst Win noseimenue yposHs OXEJIL.
e Pexomennyercs nnsa aedenuss UIIJI npu CCJl npumenenue 'K nmepopansHo B go3ax 10-15
MI/CYT. B COYETaHUU C IMMYHOCYIIPECCAaHTAMH.
YpoBenb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 2b).
Kommenrapuii: He evisigneno 0ocmoseproli accoyuayuu mexncoy yayuuieHuem noxasamenet
né20uHou hynkyuu u npumeHneHuem 6vicokux 003 I'K. Heobxooumo nomunums, ymo HasHaueHue
8bICOKUX 003 2NIIOKOKOPMUKOUOO08 Y8eNUUUBAen PUCK PA3BUMUSL CKIEPOOEePMUYECKO20 NOYEUHO20
Kpusa,
® PekoMEHIyeTCsl B KaueCTBE MHAYKIMOHHOM Teparuyu UHTEPCTULIUATIBHOTO MOPAKEHUS JIETKUX
(UIT) mpu CCA - Huknodochamun® (LUD) B coueranuu ¢ mansiMu gozamu ['K. LD HazHayarot
BHYTPUBEHHO B 703ax 500 mr/m2 - 750 Mr/mM2 B MecsIl WM MIEPOPAIBHO B 103aX | MI/KT/neHb - 2
MI/KT/JIeHb B 3aBUCUMOCTH OT 3(P(PEKTUBHOCTH U IMEPEHOCUMOCTH Tipenapara. [26, 47].
YpoBeHb yOeauTeJIbHOCTH peKOMeHAaluii A (YPOBEHb 10CTOBEPHOCTH 10KA3aTeJbCTB 1a)
KommenTapun: Cnocob esedenus L{D (nepopanvbHulli unu 6HympueHHbulll) 3HAYUMO He GIUsLem
HA YPOB8eHb UsMeHeHUs noxazamesnel yHKYUOHANbHBIX IE20UHbIX MeCcmo8 U Yacmomy noOOYHbIX
peaxyuti. Jumenvnocmo kypca L@ Oonxncna Ovimb He Mmenee 6 Mmecayes. YPOBEHb
yoenuTeabHocTH pexkoMenaanuii C (ypoBeHb J10CTOBEPHOCTH JA0Ka3aTeJbCTB 2b), oonako
npu xopouieu nepeHoCUMOCmu npenapama OaumenbHoOCmy mepanuu modxcem cocmaenams 12 u

bonee mecsayes 0o cmaobunuzayuu UIJL
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° Pexomennyercs MM®, kak B KauecTBe MHAYKUMOHHOM Tepamuu WIIJI (B cimyuae
HenepeHocuMocTH Wwin HedDdekTuBHOCTH, B TOM uuciie BropudHoid, [I® B coueranwnu c ['K),
TaKk U B KayecTBE IMOAJEPKUBAIOLICH MOcie cTabuiau3alus JIETOYHOTO Ipolecca Ha (oHe
teparuu [{D [48]. YpoBeHb y0eauTeJbHOCTH peKkoMeHaanuii A (YpoBeHb J10CTOBEPHOCTH
aokasarejabceTB 1a). MM® naznavatot ¢ 10361 1000 mr/cyT. (B 1Ba npuéma), yBenuuuBas e€ 10
2000-3000 wmr/cyt. (B nmBa mpméma) B CiIydae XOpOIIEH MEPEHOCHMOCTH YPOBEHb
y0eauTeIbHOCTH peKoMeHaauuid A (YpoBeHb 10CTOBEPHOCTH 0Ka3aTeJbCTB 1a).
Pexomennayercs B cinyuae HeAPHEKTHBHOCTH WIIM HemepeHoCcuMOCTH Tepanuu [P u/mwm MMO
npuMeHenne AszatnonpuHa* (mo 100 wmr/cyr) wmm UHuknocmopuna A* (B 1no3ax, He
npeBbIIAOmuX 2,5 Mr/kr/cyt.) B TeueHue 12-18 wmecsneB [25]. YpoBenb y0eauTeJbHOCTH
pexomenaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 2b)

TakTuka BE€ACHHUSA MAIIMCHTA ¢ UHTCPCTUIIMAJBHBIM IMOPAXKCHUE JICTKUX

Bce 6onbHblie CCLQ
®B4 n MCKT
XOPOUII:CI npozHo3 KoHcynbmayus nynbsmoHonoza
moneko e 15% paseueaemcs HAononxumensHoe o6cnedoeaHue
I yepe3 5 nem
HAPYLUEHUA
HOPMA AwarHos UMJ
% e
ManoBbipaXeHHoe pacnpocTpaHeHHoOe
onT YxyaweHue*
ExerogHo Kaxapbie 3-6 mec. B b
ONT N\ 1 \
*CHuxeHue CrabunbHoe COCTOAHME NEYEHUE
PXKEI > 10% e 200
ZCN > 15% & 200 B TeyeHue 5 ner

3.1.6 JIeroynasi apTrepuaabHAS TMIIEPTEH3UA
Jleuenue JIAT BkitOyaeT cpeAcTBa TPAAUIMOHHON Tepanuu: JUYPETUKH, CEPICUHBIE TIIMKO3H/IbI

(py BO3HUKHOBEHUH HA[)KETTYJJOUKOBBIX HAPYIIEHUH PUTMA).
e Pexomenayercs mpu riyOokod rumokcemMuu (catypauus wmenee  90%) —
kuciopogorepanus [4, 49];

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 2a )

*  PexkoMeHAYIOTCS aHTUKOATYJISTHTHI TOIBKO IMPU TPOMOOTHUYECKUX OCTIOKHEeHUsX[4, 49];

YpoBeHb yoeauTeJJbHOCTH pekoMeHAanuii B(ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 22)
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. He pexomenayercs mpu JIAI' Hasnauenue Oera-010katopoB, MHTUOHTOpOB AIID,
aHTarOHHWCTOB PELENTOPOB aHTMOTEH3MHA-2, NBAOpanHa, 3a UCKIIOYEHHUEM CIIydaeB, Kornaa
IIpUEM 3THUX IpernapaToB HeoOxoauMm [4, 49].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuil B (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB 22 )
B mnocnennue romel B npakTuky BBeneHa JIAI-cmenmdguueckasi Tepamusi, KoTopas
HA3HAYaeTCs C IENBI0 YIYYIIECHHS MEePEHOCHUMOCTH (PH3HMUECKUX HArpy30K, 3aMeIJICHHS
IporpeccupoBanus OOJIE3HH, OHA BBI3BIBAET PErpecc HM3MEHEHUN B JIETOYHBIX COCYJaXx,
yJIy4dlIaeT KadeCTBO JKM3HM U TIpOorHo3 BbDKMBaemocTu [4]. Ilpemaparsr s JIAT-
crnenu(UYeckol Tepamuu CIOCOOCTBYIOT Ba3OJWIISTAllMM W CHIIKCHUIO JaBJICHHUS B
JIETOYHOW apTepHH MOCPEICTBOM Pa3HbIX MEXaHU3MOB [49].
®* AHTAaroHucTsl peuentopos 3Haoteqauna-1 (IT-1). Pexomenayercs boszentan® B
crapToBOi n03e 62,5 mr 2 pasza B cyTku. Uepe3 4 Hemenu, Mpu XOpoIIed MEPEeHOCUMOCTH
YBEJIIMUMUBAIOT J03bI 10 125 wMr 2 pa3a B CyTkd. PeKoMeHIyeTcs eKeMeCSYHO
KOHTPOJIUPOBaTh YPOBHU TpaHcamMHHa3 M OunnpyOuHa. JKeHIMHaM, TPUHUMAIOIIUM
0o3eHTaH, HEOOXOOMMa Ha/eKHasg KOHTPALENIHA C YYeTOM BO3MOXKHOI'O TEpPaTOI€HHOTO
addexra [4, 49].

YpoBeHb yOenuTeJbHOCTH pekoMeHaanuil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJLCTB 2a)
Kommenrapun: Awumaconucmur peyenmopos IOT-1 nodasnsaom 6a30KOHCMPUKIMUEBHOE
oeticmeue IOT-1 3a cuem ceazviganus ¢ peyenmopamu A u B muna (HecenekmusHble
anmaeonucmol IT-1) unu monvko ¢ peyenmopamu A muna (cerexmueHvle AHMALOHUCTIbL
OT-1). K nepgvim omuocames 603eHman u Mayumenman, a npeocmasumenem cenekmusHbIxX

anmazonucmos IT-1 sagnaemcs amopuzenmar UIOMPOCT.

* AHAJIOTM NpoCcTANUKJIANHA. PexomeHayercs ot 6 10 12 MHTAISIUMNA UIONPOCTA B CYTKH
JUIsL  TIoAfepkaHusi ctabunbHOro sddekra.. HMHransmuoHHsi wumonpocT 3hdexTHBHO
CHIKAET JIaBJICHHE B JIeTOUHOU apTepun[4, 49].

YpoBeHb yOenuTeJbHOCTH peKOMeHauuil A (YPOBeHb 10CTOBEPHOCTH 10Ka3aTeabCTB 1b)
Kommenrapuu: HUnonpocm ssnsiemcs xumuiecku cmaOuibHbIM AHAI020M NPOCMAYUKIUHA,
KOMOpvlll 0oCmyneH 6 6ude UHQY3uu Ons 6HYMPUBEHHO20 B68€0eHUs, NePOPATbHO20
ucnonvsoeanus u asposonu. Ilepuoo nomnysvieeoenus uronpocma cocmaensem 20-25mum,
npoodonxcumenvHocms  Oeticmsust - 45-60 mun. Ilpu ucnonv3osanuu yiempazgyKo802o
Hebynauzepa NpooOJHCUMETIbHOCMb — UHeanayuu cocmaeinsiem 5  mun. Ananozamu
NPOCMAYUKIUHA  AGNAIOMCA  MAKJCe INONPOCMeHoN (8  uH@y3uonHou gopme) u

mpenpocmeHun (0Jis1 BHYMPUBEHHO20 U NOOKOHCHO20 B8E0eHUsL U 8 UOe AIPO30TIU).

27



* ATrOHHCTBHI pelenTopoB mpocranukianHa. Pekomennyercs Cenexcunar B no3e 10 mr
oIuH pa3 B JAeHb. Cenexcumar sIBIsSE€TCS NEpOpPaIbHBIM CEJIEKTUBHBIM aroHucrom [P
penenTopoB mpocTarnukinnal4, 49];

YpoBeHb yOenuTeJbHOCTH pekoMeHaanuil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB 2b )
¢ Uuruouropsr dochoamdcrepaspl S tHna (P®AI-5) mnomaBIAOT HMHAKTUBALUIO
nukandeckoro 'M® B kierkax. Pekomennyercs CungeHaduin npuMeHsTs B go3e 20 mrx3
pasa B CyTKH, Ipu Hed(P(PEKTHUBHOCTH BO3MOXKHO MOBBIIICHHE 1036l 10 200 MI' B CyTKH.
Pexomennyercst npuauMath Tamanadun (cenekruBHbIi nHrnOHTOp ®JI3-5) 0N1MH pa3 B ICHD
(2,5-40 wmr). Pexomennyercst Bapnenadun (cenextuBubiii uHrHONTOp OJ[3-5) B 103€ 1O 20
Mr 2 pa3a B 1eHb[4, 49];

YpoBenb yoenuTeabHOCTH pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 22)

o CTuMyJAATOPBI  PacTBOPMMOIl  TyaHWJIATUMKJA3bl  MOBBILIAIOT  cuHTE3 [MO.
Pexomennayercs Puocuryar nepopanbHo 3 pasa B ieHb 10 1 Mr (MakcuMasbHas CyTOYHAS /1032
7,5 mr).[4, 49]

YpoBenb yoenuTeabHOCTH pekoMeHAanuii B(ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 22)

Kommentapun: Couemanue cmumynamopog 2yaHuiamyukiazsl u uneuoumopos @N3-5
NPOMUBONOKA3AHO U3-3 APMEPUATIbHOU 2UNOMEH3UU U OpPY2UX CEePbE3HBIX NOOOYHBIX
aghpexmos.

Kommentapuu k mnoapasaeny 3.1.6: Bwibop cneyuguueckoi mepanuu 3a8ucum om
KAUHUYECKO20 COCMOAHUS U MAMCECMU, KOMOopble KIacCUGUyupyiomcs no (GYHKYUOHAIbHOU
wrane BO3. K nepsomy ¢hyHkyuonaneHomy Kiaccy omuocam 0ecCUMNMOMHbBIX NAYUEHMO8
UTU C CUMPNMOMAMU, MUHUMATBHO 02PAHUYUBAIOUWUMU 00bIYHYIO (PU3UYLECKVI0 AKMUBHOCMb, 4
Kk 1V @ynkyuonanbHomMy Kiaccy OMHOCAM NAYUEHMO8 C HAUOOTLUWUMU OSPAHUYEHUAMU
Qusuueckol aKkmusHOCmMuU, KOmMopvle 803HUKAm oaxce 8 nokoe. Y oonvnvix ¢ I, I u 11l
DYHKYUOHATIbHBIMU — KIACCAMU  NPenapamamu  nepeoti JuHUu Aeaiomcs 0o3enmau U
cunoenagun. Kpome smux npenapamos, y o6onvusix ¢ 111 (hynKyuoHanbHbiM K1accom Modcem
Oblmb npumenen uHeanAYuonHwvlll uronpocm. Ipu pazeumuu IV @ynxyuonanvnozo kiacca,

KAK Npasulo, Ha3Hauaemcs KOMOUHUpOBaHHas mepanus smumu npenapamamu [4,49].
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Cxema onpesesieHHs TEPANUH JIETOYHON APTEePHAIBHON TMIIEPTEH3UN

Tepanua NAT
MaumenTes, He NAT, nogreepmaeHHan B O6uwme mepbl
nonyyaBlIMe Tepanim SKCNEPTHOM LeHTpe MoaepxuBaloILEn
TepanuAa
TecT Ha Ba30PEAKTMBHOCTD
Ca-KaHanos e — (toneko gna WAT/HNAT /nex NAT)

1 OTpruarencHbii

KnuHKUeckuid oTeeT I + apyrue bopmbl JIAD 1

Huzkuit/cpe gHMIA pUCK
E
m,l 1 (K 1I-1llno BO3) Boicokuid puck (OK 1V no BO3)

MpogoamuTe. Het
Tepanuio 3pgerTa
HauyanbHas HavanbHasa
MOHOTepanua

KomBrHMpOBaHHaA Tepanua

|

MaymerTel, nonyyaowme > HemocraToublii K i orser
e ou
TEpanuo A HHH PaccmoTpeTs Bonpoc o
+ BHECEHMM B CUCOK ANA

[ [BsoliHaA nnmM TROMHAA NocAeaoBaTEAbHAA TEPanuA ] Ml AR R

I

HepocTaTouHbli KAMHWMECKWIA OTBET
PaccmMoTpeTb BONPOC O BHECEHUMW B CIMCOK ANA
TPAHCNNAHTALAM NETKMX

3.1.7 IlopaxeHue noYex
Ckneponepmudecknii moueunbii kpu3 (CIIK), ummm «ocTpas ckiepojepMuyeckas IOUYKay,

OCTaeTCsl MPOTHOCTUYECKH HebmaronpusaTHbIM ociokHeHneM CCJl, mpu pa3BUTHH KOTOPOH
neranbHOCT gocturaet 40-50% [50]. OcuoBuble mposiBinenus: CIIK ObicTpo nporpeccupyromas
MoYeYHAasi HEJJOCTATOYHOCTh U 3JI0KAUECTBEHHAs apTepuanbHas runeprensus. B 10-20% ciyyaes
auarHoctupyercss T.H. HopMmoTeH3uBHbI CIIK, KoTopblif XapakTepu3yeTcs BHE3aIlHbIM
pa3BUTHEM U OBICTPBIM MIPOTPECCUPOBAHUEM ITOUEUHON HETOCTATOYHOCTH MPH HOPMAJIBHBIX WU
He Hapactaromux 3HaueHMsX AJl. ¥V maumentoB ¢ CCJl HEOOXOAMMO pEryJIsipHO MPOBOJUTH
orneHKy (QyHkuu moyek. s onenku Qynkmum modek y mamueHtoB ¢ CCJl, xak u B 0o0mei
HOMYJISIIUY, 1eJeco00pa3sHO ONpeNeNATh CKOPOCTh KIyOOUKOBOM (puiabTpaluu, HCHOIb3Ys
pacuetnyto Gopmyny CKD-EPI. ®akropsl pucka CIIK: nuddysnas dopma Oone3Hu, paHHssA
cragusi 3aboneBanus (ocodbeHHo 1-3 roapl), OBICTpOE MPOTrpecCHpPOBAaHUE KOKHOTO CHHAPOMA,
ObIcTpoe (hOPMUPOBAHKE CYCTABHBIX KOHTPAKTYpP, MY)KCKOH IOJI, MOXKWJIOW BO3pacT, HaJM4He
aHTuTeNn K pudonykieonpotease I, mpuem 6ompmmx q03 'KC.

e Jlns neyenuss CIIK  pekoMeHIOBaHO  Ha3HAueHHE  WHTUOMTOPOB  AHTHMOTEH3HMH-
npespamatomiero ¢pepmenta (MAIID) (sBnsrorcs npenapatamu nepsoit tuHuM B tedenuu CIIK),
IIPY 3TOM MPEANOYTUTENBHBIM SBIISETCS KalTOIPWI B J03€ JOCTaTOYHOM JJIsi KOHTPOJIS

apTepuaJbHOrO JaBieHMsl (MakcuManbHas cyToyHas Jjo3a — 150 wmr). ArpeccuBHas
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TUIMOTEH3WBHAS TEpamusi MOXET CTaOWIM3UPOBaTh WM YIYyYIIUTh (YHKIHIO Touek [51-54]
YpoBennb yoeauteabHocTH pekoMeHaannii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 3)

KommenTapum: Cruoicenue A/l nposoosim 6 meuenue 2-3 cymok, HO 0e3 BbIPANCEHHBIX
Konebanuti e2o ypoeus. Peskoe naodenue AJ] mooxcem npusecmu K 3HAYUMENbHOM)Y CHUNCEHUIO
noyeyHou nep@ysuu u, Kax cieocmsue, OCmpoMy KaHaibye8omy HEeKpO3y;

IIpesenmusnoe npumenenue uAll® ne chudxicaem puck paseumus u He YIyUuiaem ucxoowvl
CIIK[51].

e [Ipu HemocTaTOUHOM THUMOTEH3UBHOM d>(dekte MoHoTepanuu HAIID pexomengyercs
N00aBISITH K JICYCHUIO HU(DEIUITHH /WK IPYTHE TUIIOTEH3UBHEIE MPENapaThl.

YpoBennb yoeauteabHocTH pekomMenaanuii C (Y poBeHb J0CTOBEPHOCTH 10Ka3aTeIbCTB — 3)
o IIpuem I'KC accoummpyercs ¢ puckom passutus CIIK, mostomy y 3THX
nanueHToB TpeOyercss MOHUTOPUHT A/l 1 pyHKIMHU nouek [44,45,46].

YpoBenb yoenurtebHOCTH pekoMeHaanuil C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3)

Kommenrapuu: B cea3u ¢ gosmodcHocmovio nposoyuposanusi CIIK, npu omcymcmeuu
nokasauvuii He pexomenoyemcs Hasnadenue I'KC 6 0ose Oonee 15 me/0env u nomenyuanvHo
Heppomoxcuueckux npenapamos (/[-nenuyunamun®, Lfuxnocnopun A*) 6oabnvim ¢ hakmopamu

pucka CIIK [55, 56]
3.1.8 Ilopaxkenue xeayn09Ho-kume4Horo Tpakra (AKKT).

Camble yactbie cunapomsl nopaxenus JXKKT npu CCJI - xenmyqouHO-NUILEBOIHBIN pediroke
U racTpo-330dareanpHas pedurrokcHas 6oine3nb (I'9Ph). MenukameHnTo3Has Tepanus BKIOYACT B
ce0s MPUMEHEHNE aHTUCEKPETOPHBIX MPEmapaToB U MPOKUHETUKOB [57].
Jlia  Bcex TmpenapaToB YpoBeHb y0eauTeabHocTH pexkoMengauuii C (ypoBeHb
JAOCTOBEPHOCTH /10Ka3aTeIbCTB 2b).
e Pexomenayrotcs npu xenmynouHo-nuieBogHoM pedurrokce, ['OPb, s3Bax u cTpukTypax
MUIIEBOJA UHIMOUTOPBI MPOTOHHOM noMIibl (oMernpazon™® 20 - 40MT B CYyTKH).
KommenTapuu: brnoxkamopsi npomonogou nomnuvl 3¢ggexkmusnee CHUNCAIOM KUCTOMHOCHb
JHceny00uH020 coka u ymenvuaiom npossienus I OPB, 6 cpasuenuu ¢ npumeneHuem 610Kamopos
H2-2ucmamunoswix peyenmopos. I'OPD, nposaenaiowascs Kiunuvecku u 3HOOCKONUYECKU,
mpebyem NOCMOSHHO20 Ne4eHus UHSUOUMOopamu NPOMOHOBOL NOMNbL. [[numensvHoe JieyeHue
pegniokca y donvuvix CC/] uneubumopamu npomoHo8oU NOMNbL 8 BbICOKUX 003aX, OE30NACHO U
appexmusHo Kak 6 OmHOWEHUY CUMPIMOMOS, MAK U NPeOOMEpaujeHul 930¢azuma u CmpuxKmyp.
Ecnu  cumnmomvl  coxpansiomces, HecmMomps HA NPOBOOUMYIO MEPANUIO, PeKOMeHOYemcs
nposedenue 24y pH-mempuu 015 OyeHKUu HeoOXo0UMOCmU NO8blUeHUs. 003bl NPenapamos OJis
HOpManu3ayuy KUCIOMHO20 peghiiokca, Komopas 6 psode cilyyaes modxcem odocmueams 2-3

CMAHOapmMHbIX OHEe8HbIX 003 [57];
30



® Pexomennyercs npu Hapymenuun moropuku KKT (mucdarus, panee HachllleHHEe, OTPBHIKKA,
MICEBI0-O0CTPYKIMSI M JAp.) Ha3HAUYCHHWE TNPOKMHETUKOB B TEPAIEBTUUECKUX J103aX
(MeToKITOTIpaMHT M JOMIIEPUIOH), KOTOPbIE YBEIMYHUBAIOT JIABICHUE HU)KHETO IMHIIEBOIHOTO
chUHKTEpa, YCKOPSIOT 3BAKYallUIO0 COAECPKUMOT0 U3 KeNyKa U YBETUYUBAIOT MEPUCTAIBTHKY
TOHKOT'O KHIlIeuHHKa [S58].

Kommenrapuu: [Ipoxunemuueckuii 3¢gpgpexm umerom spumpomuyur (100-150 me 2 paza 8 oewsv)
u azumpomuyun (400-500 me 1 pas 6 Oenv) 6 meuenue 4 Heoenb, KOMOpble YMEHbUUAIOM
MOWHOMY, peomy U Npucmynvl Ooneu 6 snueacmpanrvhol oobnacmu. Kombunayus
NPOKUHEMUKO8 U AHMUCEKPEMOPHLIX Npenapamos Yayuuiaem COCmosHue NAYyueHmos c
pegrokc-330pacumom [57];

® PexoMeHIyeTCsl TIPH Pa3BUTHUU CHUHApPOMA MaibabCcoOpOmuu, OOYCIOBIEHHOTO H30BITOYHBIM
OaxkTepuaIbHOM pocTom, MIOBEJICHNE AHTUOMOTHKOTEPATTNT CIICAYIOIIMMHU
aHTUOAKTEPUANTBHBIMH TIpenapaTaMu: TeTparukinH 250 Mr 4 paza B CyTKH, JTOKCHUITUKIUH™
0,1 2 pa3a B cytku, MuHoMuiiH 100 Mr 2 pa3a B cyTKH, aMOKcUKIaB® 875 mr 2 pasa B CyTKH,
uedanekcun* 250 mr 4 pasa B cyTku, mumpoduokcama® 500 mMr 2 pasa B CyTKH,
Hopduiokcaua™ 400 Mr 2 pasza B cyTku, merpoHumazon™ 250 mMr 3 paza B CyTKH U Ap.
JlnmurenbHOCTh Kypca — 10 mHel, nmpu HemocTaTOYHOU 3((PEKTUBHOCTH KypC MPOATIEBAIOT 10
3-4-x nenens [57].

KomMmenTapuu: B peokux ciyuasx 6o3nuxaem HeoOX00UMOCMb 8 NapeHmepalbHOM NUMAaHul u

XupypcudveckKkux emeutamelbCmaeax.

3.1.9 Ilopaxenue cepaua
[IposiBneHus] KapIualbHONH MATOJOTMH OOYCIIOBJICHBI KaK COOCTBEHHO CKIIEPOACPMHUYCCKUM

MIOPAKEHUEM CEPALA, TAK M aCCOLMALUEN C JIETOYHOW apTepUalbHON IMIEPTEH3UEN, CHCTEMHON
apTepuasbHON THIepTeH3ueil Ha (oHE MOpaKEHUs IOYEK, TMIEPTOHUYECKOW OOJIe3HH WIH
JPYTUX COIMYTCTBYIOLINI KOMOPOHUIHBIX cOCTOsIHUIA ¢ BoBieueHueM cepaua (MbC, arepockiepos
u ap.). Hepenko 3To co3maer monmMopgHYI0 KapTHHY BBIPOKEHHOH KapAHOMATHU CIIOKHOTO
reHesa, JJIsi MHTEpIpeTaluyd KOTOPOTO HEOOXOAMMO JeTalbHOE O00C/IeOBaHUE U COBMECTHOE
BeZileHHe OOJIbHBIX € KapauojoroM. PasBuTue CKIEPOJEPMUYECKOTO MOpPaXEHUs cepira
(mepuKapAnT, MUOKapMT, HAPYLIEHUs PUTMA U IPOBOJUMOCTH) YXY/IILIAET IPOrHO3 3a00IeBaHUs
B nenoM. Kimmandecku MaHn(ecTHOE MOopakeHUe cepila peiko ObIBaeT W30JIMPOBAHHBIM, YaCTO
BO3HHKAET B paHHEH ctaauu nuddy3Hoi Gpopmbr 00JI€3HU WIH B COYCTAHUH C MHUOMATHYECKUM
cunapomoM. Jledenue mpoBoautcs ['K, umMMmyHOcCynpeccaHTamu, IIHPOKO HCHOIb3YIOTCS
AHTMAPUTMHUYECKHUE IIpenapaTbl, a TAKK€ BEChb apPCEHANl CEPAECYHO-COCYIUCTBIX IIPENapaToB C
YU4ETOM HX HHIUBUAYAJIBHBIX BO3MOXKHOCTEH CHMXKATh MOTpeOIeHHE MHUOKapla KHUCIOPOIOM,

OKa3bIBATh MPOTHUBOAPUTMHYCCKOC U Ba30JUIATUPYIOIICC )ICI\/’ICTBI/Ie, yiaydlmaTrb AUaCTOIUYCCKYTO
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(I)YHKI_[I/IIO MHOKapAa W HNOBBIMIATH TOJICPAHTHOCTH K (I)I/ISI/ItIeCKI/IM Harpyskam 0e3 CHIKCHUS

cepaeyHoro BeiOpoca [5].

3.1.10 ITopaskeHue CycTaBoB
Jleuenune nopaxkenus cycraBos npu CC/] cxonHo ¢ Tepanueli CycTaBHOTO CUHApoMa npu PA.

® PekomeHnayeTcs B 3aBUCUMOCTH OT BBIPQKEHHOCTH apTpUTAa Ha3HAUEHUE TUIPOXJIOPOXHUH, C
OCTOPOKHOCTBIO TPU  OJHOBPEMEHHOM TMOPAXCHUH JIETKUX — METOTpeKcar® wim
nedmroHOMUA*, a Takke cynbocanazuH® B BHUIE MOHOTEpANMWH TPH OOMIEH HHU3KOM
AKTHBHOCTH 0OJIC3HU WJIM B cCOYeTaHUU ¢ HU3kuMu ao3amu ['K [5].

3.1.11 BocnaaureJbHAss MUONIATHSA

* Pexomennyercs npu pazsutuu muomnaruu npu CCJ] naznauenne ['K [5].

YpoBeHnb yoenurenbHOCTH pekoMenaanuii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB 3)

Kommenrapuun: /Jozvr I'K, neobxooumsie ons xypayuu nayuenmos ¢ CCJH c¢ muonamuetl,
Mo2ym Oblmb Hudice, Yem npu UOUONAMUYECKUX 80CNATUMENbHbIX MUONAMUSX, OCODEHHO Y
nayuenmos, nozumusHnvix no PM/Scl — anmumenam. Heobxooumo yuumwvieams, umo
svicokue 0o3vl I'K npu CCL mocym nposoyuposame passumue CIIK [5].

* Pexomennyercss mpu HemocTarodyHoM 3¢¢ekte or MmMonorepanuu ['K xombunamms 'K c
MeToTpekcaroM®[5]. mnu B/B 4eIOBEYECKMM HMMYHOIIOOYJIMHOM™® B TepaneBTHYECKUX
no3upoBkax (0,5-1 r/kr Beca).

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH 10KAa3aTeJILCTB 2b)

3.2. Xupypruueckoe Je4YeHue.

Xupypruueckoe jeuenue npu CCJl nokazano[5]:

¢ JleueHue MPOBOAUTCS MAIMEHTaM ¢ Hanbosee TshxenbiM TeueHueM [ OPb;

¢ Tpancmnantanust mnouku mnanueHntam nocine CIIK mpu coxpanenuum mnoTpeOHOCTH B
remMojauanuse oonee 2 neT;

¢ Tpancmnantanusi JErKUX WM KOMIUIEKCA «CepJle-IerkKue» Mnpu  HedIPPEKTUBHOCTH
UMMYHOCYTIPECCUBHON TEparuu U PAa3BUTHH TSDKEIOW IBIXaTEbHONH HEIOCTATOYHOCTH (IIPU
YCIIOBUW OTCYTCTBHS BBIPQKCHHON IATOJOTMH JAPYTUX BHYTPEHHUX OPraHOB W THKEIOTO
ractpoa3odareaabHOTO pedurrokca).

YpoBenb yoequteabHOCTH pekoMeHaanuil C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 2b)

3.3. Unoe Jeuenue

IIpu HerddexTuBHOCTH nekapcTBeHHOM Tepammu manueHTam CCJI co CIIK mpoBomutcs
3aMecTUTEeIbHAs MoYeyHas Tepanus (remoauanui). BoccraHoBineHue win yinydiieHue QyHKIUN

nouek nociie CIIK BO3MOXHO B OT/IaJICHHOM NEPUOJIE B CPOK JI0 2 JIET
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4. PeaOuauranus

OcHoBHasl 1IeNb PeadMINTAIMK - BOCCTAHOBUTEIBHOE JICYCHUE U MPOQPUIAKTHKA OCIOXKHEHUH,
HaIpaBJICHHbIC HA YMEHBIIECHUE COCYAMCTHIX OCIIOKHEHHI U TmporpeccupoBanue ¢pudposa [59,
60]. Peabwimuramnus mokazaHa Jjisi BCEX MAIMEHTOB C MUHHUMAJLHOUM (XpoHHUYecKas (opma) u
yMepeHHOW (mojocTpas # O0OCTpEHHUE XPOHHUYECKOW (OpMBI) CTENEHBIO AKTUBHOCTH.
PeaOunuranmonHple MEpONpUATHS CcOCTaBiAoTCsA (usnoreparneBToM U Bpadom JIOK u
KOOPJIMHUPYIOTCS peBMaTosioroM. KomIuieke peaOMmInTalluOHHBIX MEPONPUSITUIA OCHOBBIBAETCS
HAa UMEIOUIMXCS B MOMEHT OCMOTpa KIMHHYECKHX MpOSBICHUSAX 3a00lieBaHUS U UX
BBIPQKEHHOCTHU, CTETICHU aKTUBHOCTH, CTaJUU Pa3BUTHs, COMYTCTBYIOIIEH MATOJIOTUHA U MOXKET
ObITh MpPEICTAaBICH AKTUBHOW, YMEPEHHOM WM TAacCHBHOM peabunuranueil. AKTHBHas
peaduiuTanus NoKa3aHa MalMEHTaM C XPOHMYECKHM TEYeHUEM 3a00JIeBaHUS, MUHMMAJIbHOU
CTENEHBIO aKTUBHOCTH (Ba3zocnacTudeckue u Tpodudeckue Hapymenus, COD o 20 mm/4). [Ipu
aKTUBHOW peabunurtanuu Meponpuatus BimoudaioT JIOK, wMaccax, Qusuorepamnuro,
pediekcoTepanuio, TpyAOTepanuio, obOpa3zoBarenbHbie mporpammbl [59, 60] VYposensn
yoenuteabHocTH pekoMeHaanuii B/C (ypoBeHb J0CTOBEPHOCTH JA0Ka3aTeJbCTB 2a-2b).
JIOK coctouT M3 KOMIUIEKCAa YHOPa)KHEHUM MJisi OpPraHoB JbIXaHWsl, BHYTPEHHUX OPTraHOB,
KOPPEKIUH JBIKEHUS, MUMHKH JIUIA, THMHACTUKU JUTsI KUCTEH U CTOII, 3aHITHI Ha TPEHAKEPax.
Ou3noTepaneBTHYECKUe METOAbl JICUCHUS BKIIOYAIOT 3JeKTpodope3 U HoHOPOpe3 ¢
COCYIMCTBIMH, AHTHOKCHJAHTHBIMH, aHTH(QHOPO3HBIMH W  NPOTHBOBOCTIAIUTEIHHBIMHU
npenaparamu, napapusom [59, 60]. YpoBenb yoenuteabHocTH pekomenaanuii B/C (ypoBeHb
JAOCTOBEPHOCTH [0Ka3aTeJdbcTB 2a-2b). MecTtHo Ha Hambonee MOpakeHHbIE O0NacTé (KUCTH,
CTOIBI M JIP.) PEKOMEHIYeTCs WCIONb30BaTh 15-25% pactBop mumeruncynbdokcuma (JJMCO) B
BUJE aNIUIMKalMi, BO3MOXHO €ro COYETaHWE C COCYAUCTBIMH W aHTHUBOCIAJIUTEIbHBIMU
npenaparamu: Ha Kypc 10 -20 ammukarmii mo 30—40 MuH; TpU XOpOIIeH NEPEHOCUMOCTH —
MOBTOPHBIE Kypchl (C HMHTepBaJoM 2-3 Mec) B Te4YeHHE Tola. BO3MOXHO TpHUMEHEHHE
ANEKTpONpoueyp — dJyekTpodope3 win HoHOodope3 ¢ aAMaa30d Ha KUCTH U CTOIIBI,
UCIIOJIb30BAaHUE  YJIbTPa3ByKa, JA3€pHOM Tepanuu, AakKyOmyHKTypbl M Jp. YMepeHHasi
peaduaMTanMsA TOKa3aHa MalMEHTaM C CHUCTEMHOM CKJIEpOJAEpPMHUEH MpU MOJOCTPOH U
000CTpEeHNU XPOHUUYECKOU (DOPMBI, C YMEPEHHOW CTENICHbIO aKTUBHOCTH (apTpaliTuH, apTPUTHL,
aare3suBHBIN IUIEBpUT, Kapauockiepo3, COD B mpexenax 20-35 mm/4). PeabunuranmoHHsie
Mepornpustust coctosT u3z JIOK, tpynorepanuu, obpazoBarenbubix nporpamm. JIOK coctout u3
KOMITJIEKCa YIPaKHEHUH 11 OPTaHOB JIbIXaHUSl, MUMHKH JIMIIA, THMHACTUKU JUIsl KUCTEH U CTOII.
IlaccuBHasi peaOuauTanMs T[OKa3aHa TWAalieHTaM C OCTPbIM TEYEHHEM CHCTEMHOMN

CKJIEpPOJEPMHH, BBICOKOM CTENEHBIO AaKTMBHOCTH (IMXOpajaka, IOJUAPTPUT, MHO3MT,
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kapauonartus, Heponarusa, COD 6Gonee 35 mwm/4). [IpoBoautcs ncuxokoppekuus u JIOK B
YaCTUYHO MOCTEILHOM PEXHUME.

CaHaToOpHO-KYPOPTHOE JiedeHHe, KOTOpOE TOKa3aHO B OCHOBHOM OOJBHBIM C XPOHUYECKUM
teuenneM CCJI, BkiIO4aeT peaOWIUTAIIMOHHBIE MepomnpusaTus ¢ auddepeHIpoBaHHBIM
UCIIONb30BaHUEM OabHEeO-, GU3NOTepaInuu, rps3eieyeHus] U Jpyrux KypopTHBIX (aktopos. [Ipu
MPEUMYIIECTBEHHOM TOPAKEHUH KOXKU XOpOUIMH (P (EKT NalOT CepOBOIOPOIHBIE U YTIICKUCIIBIC
BaHHBI, TIPH TIOPA’KEHUH MPEUMYILIECTBEHHO OIIOPHO-/IBUTaTeIbHOTO armapara — PaJIoHOBbIE BAHHBI,
npu Hamund (UOPO3HBIX KOHTPAKTyp — Tmenougorepanuisa. banbHeorpsienedueHne OOBIYHO
codyeTaeTcs C Ha3HAUEHHOW paHee MEIUKAMEHTO3HOM Tepamveil W APYruMH BUIAMU JICUSHUS:
npoBoauTCs Ha Kypoprax Ilaturopcka, Coun, EBnaropun, CeprueBCKUX MUHEPATBHBIX BOJAX H
Ap.

5. IlpodunakTuka u JUCNaHCEPHOe HAOJII0OeH e

[TarueHTaM PEKOMEHIYIOT OTKa3aThbCs OT KypeHHUs, MOTpeOsieHUus Koe U JIeKapCTBEHHBIX
CPEICTB, MPOBOLMPYIOIIMX Ba3zocmasM, u30erartb BO3ACHCTBUSA XOJOAa M BUOpaluu, HOCHUTH
TEIUTYI0  OACXKIYy, a Takke u30erarb ICHXO3MOLMOHANIBHBIX IEpPerpy3ok (ypoBeHb
nokazarenbHocTu C). [Ipu Hanuuuu cumntomoB nopaxkeHus JKKT nokazano npoOHoe nmuTaHue,
COH Ha KPOBATH C MPHUIOTHATHIM TOJOBHBIM KOHIIOM, HEXENATEeIbHO JOXKHUTHCS B TEUCHUE 2-X
9acoB IOCJIC MPUeMa ITHIY, HY)KHO OTKa3aThbCs OT MpUeMa KUPHOW MUK, KYPeHHS U IIpHeMa
ankorons. [l npomiiakTuky 00OCTPEHUHN U reHepaIu3aluu Mpolecca He0OX0IUMO BO3MOXKHO
paHHee BbISBICHUE 3a00JI€BaHUS U CBOEBPEMEHHOE aKTHBHOE JICYCHHE B CTAI[MOHApPE, a 3aTEM B
aMOYJIaTOPHBIX yCJIOBUAX. PexoMeHIyeTcst o0paliarbcs K Bpady Mpy YXYIILIEHUHA CaMOYyBCTBHS
M B Ha3HAuYeHHBIE CPOKH, ONTUMAJILHO — | pa3 B 6 MecsmeB; CTPOro coOMOIATh
PEKOMEH/IOBaHHBIM PEXUM, AMETy M JieueHue; He u3MeHsTh 103y 'K u JIpyrux akTuBHO
JNEHCTBYIONIMX MEAMKAMEHTO3HBIX CPEICTB 0€3 COIrNacOoBaHUs C BpauoM. BaKHO MPOBOIUTH
peabMINTALIMOHHYIO TEPANUI0 M Pa3syMHOE 3aKaJlMBaHME OpPraHu3Ma IyTEM CHUCTEMaTH4ECKON
neuyeOHON (U3KYIBTYphl, MOBTOPHBIX KYpCOB Macca)ka, IPOTyJOK Ha CBEXKEM BO3IYyXe.
[IpaBmiibHOE CBOEBPEMEHHOE JIEUeHHUE M TPYAOYCTPOWCTBO YIyUIIAIOT MPOTHO3 3a00NieBaHUs B
LIEJIOM, TIO3BOJSIOT COXPAHUTHh Pa0OTOCTIOCOOHOCTh M TOJJIEPKATh JKU3HEHHBIM YPOBEHb
o6ompabix CCJl. Tlpu akTHBHOM, OCTPOM U TMOAOCTPOM TEYCHHUU 3aboyieBaHUs OOJILHBIC
JUTUTEIIEHO HETPYAOCIIOCOOHBI, MOATOMY MNpPH TMOKAa3aHUSX WX MEPEBOAT HA WHBAIUIHOCTH, a
IIPU XPOHUYECKOM TEYEHHH OHHM OIPaHUYECHHO TPYIOCIOCOOHBI U JOJKHBI OBITH OCBOOOMKIECHBI
OT TsDKelnoW  (u3mueckol  pabOThl, OXJIAXACHUA U  TEMIEPaTypHBIX  KoneOaHUA,

COIMPUKOCHOBCHHA C XUMUUCCKUMHA ar¢cHTaMH1, MCTAJIJIOM U T.[.
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6. JlonoiHuTEeIbHASE MH(OPMALNS, BJUSIONIAA HA HCXO0] 3200/1eBAHUS

6.1 Onenka GpakTopoB PUCKA HEOJATONPUATHBIX HCXO00B, ONIPeIeJAAIOIINX TAKTUKY
BeIeHus 00JbHLIX

¢ K dakropam pucka HebGnaronpustHoro nporuo3a npu CCJl oTHOCAT MOXKUIION BO3pacT

nebrota 3a0omeBaHus, MY)KCKOH TI0J1, OBICTpOE TIporpeccupoBanue, nuddy3ayno dopmy,

BBICOKYIO CTCTICHL YIINIOTHCHUA U PACTIPOCTPAHCHUS KOXHU B I[eGIOTC, paHHEC BOBJICUCHHUC

BHYTPEHHUX OPraHOB, IO3UTUBHOCTH 10 aHTUTENAM K Tononsomepase-1 (Cki-70);

*  Puck nporpeccupoBaHUsl HHTEPCTUIIUAIBHOTIO MOPAKEHUS JIETKUX BBIIIE Y OOJBHBIX C

HU3KHUMMH ITOKa3aTcJIsIMU Q)YHKHI/IOHHJH)HI)IX JICTOYHBIX TCCTOB IPH IIECPBOM O6paHIeHI/II/I u

00beMoM pactpocTpaHeHus pudposupyroiiero mpoiecca 6oiee 20% odbvema;

¢ Ilpuem xoptuxoctrepounoB (I'K) y Gompubix CCJl accouuupyercs ¢ Oojiee BBICOKUM

PHCKOM OCTPOTO HOBPEXKACHHUS MOUYEK, YeM y 00ibHbIX, He noiydaronux ['KC. [Toatomy

npu HazHaueHuW ['K HeoOxomum TiiatenbHbIi KOHTPOab Al n ynkuun nouek. Cremyer

¢ 6ompI110i 0cTOpOoKHOCTHIO HazHadaTh 'K 6ombsHbIM CCJl ¢ akTopamMu pucka pa3BUTHSA

ckiepoaepmMuyeckoro noyeynoro kpusza (CIIK);

¢  DddexruBHOCTH TpreMa UHTHOUTOPOB AIID (MATID) ¢ 1enbro MPOPUIAKTUKY PA3BUTHS

CIIK me JOKa3aHa W, BO3MOXKHO, YXyAIIACT MOCJICAYIOIICC €ro TCUYCHHC. OI[HaKO npu

HaJu4uM IOKa3aHMUW, TaKUX KAaK apTepuasbHas T'MIEPTEH3US, BBIPAKEHHBIA CUHAPOM

Pelino, xpoHHMueckas cepledyHas HeIOCTaTOYHOCTh, MPOTEHHYPUs - Ha3HaueHue MAIID

1esaecoo0pasHo.

6.2 HoBble HalpaBJCHUS TEpalun CHCTEMHOM CRJIEPOACPMUHA.

e Hosmiit MCTOJ JICYCHUA - TPAHCIUVIAHTAIUA aAYTOJOIHYHBLIX TI€MAaTOMOITHICCKHUX

CTBOJIOBbBIX KJICTOK. 3(1)CI)GKTI/IBHOCTI) O9TOro MCEToAga MPEBOCXOAUT  JICUHCHUC

nukinodochanom, MeTon yIydIlaeT €CTECTBEHHOE TeueHue Oosie3Hu (YpoBeHb

nokazateabHOCTH A). Y GonbHbIX Tsokenol ¢opmoit CCJ ¢ moXum mporHo3oMm — Mpu

OCTPOM OBICTPO TMpoOrpeccupyromeM TedeHun anp@dy3Hol ¢GOpMBI C TMOpaKEHUEM

BHYTPEHHUX OpPraHOB (KpOM€ MOpaXEHUs cepia) TPAHCIVIAHTALMA AyTOJIOTMYHBIX

reMaTono3THYEeCKNUX CTBOJOBBIX KJIETOK PEKOMEHJOBaHAa NpHU HEIPPEKTUBHOCTH

CTaHJApTHOM Tepanuu B nepBble 4-5 neT 00Je3HU MPU COXPAHHOM (PyHKIMU KU3HEHHO

BaXHBIX OpraHoB. JledyeHue crTBONOBBIMH KieTkaMmu npu CCJl He Biauser Ha

H€O6paTI/IMI>Ie OpPraHHbIC MMOBPCKICHU. HeTaJ'II)HOCTB, CBs3aHHas C JICUCHUCM, BBICOKA U

cocraBisieT 10%, mno3ToMy TmpaBWIbHBIA M CTporuid moadop OOJNBHBIX HMEET

KPUTHYCECKOC 3HAYCHUC JIsI  BBDKUBACMOCTH. TpaHCHJ'IaHTaI_II/IH AYTOJIOTrMTYHBIX

reMaTomodTHYECKHX CTBOJIOBBIX KJIETOK MOXET OBITh MMpoBCACHAa TOJIBKO B

YUpEXKJI€HNHU, UMEIOILIEM JJOCTATOYHBIN OIBIT €€ BBIIOIHEHUS [26].
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YpoBeHb Y0eAUTEJIbHOCTH PEeKOMEHJaluil A (YPOBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB

1a)

I'enHO-NMHKEeHEpPHbIEe OUOJIOTHYECKHE TIPEeNnapaThbl.

B nactosmee Bpems Het I'MBII, 3apernctpupoBannsix 1ist geuenuss CCJl, HecMoTps Ha To,

YTO B NMUJIOTHBIX U KIMHUYECKUX KOHTPOJIMPYEMBIX HCIBITAHUSX IOJyYEHbl OOCIIarone

KIIMHUYECKHUE PE3yJIbTaThI.

® VYV QONBHBIX MEPEKPECTHBIM cUHApPOMOM MpHu coueTannu CCJ] u peBMaTouHOTO apTpuTa
I'MBbII Moryr Ha3Ha4yaTbCcs IO IIOKAa3aHUsAM Ul peBMaTtoujgHoro aprpura. Ilpu
MIPEBAJIMPOBAHNN BOCIHAJIUTEIBHOTO MOPAXKEHUSI CYyCTaBOB PEKOMEHIyeTcs alaTallent,
tormm3ymad [60, 61]. YpoBenb yoOeauteiabHocTH pexoMeHaauuii C (ypoBeHb
JOCTOBEPHOCTH JI0Ka3aTeJbCTB 2b).

¢ (epbe3Hoe TeOpeTHYecKkoe OOOCHOBAHHWE TIOJOXKEHO B OCHOBY  KJIMHHUYECKOTO
npuMmeHeHns npu CCJ/] mHrmOuTopa peunentopoB MHTepJeiiKMHA-6 TonMIM3ymala.
IlepBoiii onbiT mnpumenenuss TL[ mpu CCJl mo3BomseT paccMmarpuBaTh €ro Kak
OezonacHblii W A(QQGEKTHUBHBIN Tpenapar mpu pedpakTepHbIX (opmax apTpuTa, TpU
nepekpectHbix popmax CCJl ¢ PA u ¢ monmmmuo3uToM, ¢ BacKyimTtamu. B Hacrosiiee
BpeMsl TOLUMIM3yMad TMOJIY4YHJI CTaTyC NPUHIHUNUAILHO HOBOI0 JEKAPCTBEHHOIO
cpeacrtBa Jjedenuss CCJ. Ilokasana O6e30macHOCT, W Xopoulas IEPEHOCUMOCTh
npenapara npu CCJl, 10CTOBEpHOE CHIKEHUE KOKHOTO CUeTa IOCJIE JICYEHUs B TEUECHUE
6-12 mec [61]. YpoBenb yoeaureabHocTH pekoMmenaauuii C (ypoBeHb 10CTOBEPHOCTH
JA0KA3aTeJbCTB 2b).

® VYV OompHBIX C mporpeccupytommm TedeHueM CCJ| npu Hed(HEKTHUBHOCTH WIH
HEBO3MOYKHOCTH MPOBEACHUS CTaHIAPTHOMN Tepanuyu UMMYHOCYIIPECCAaHTaMH B KaueCTBE
aIbTEPHATUBBl PEKOMEHJyEeTCs JIEYeHHE PUTYKCUMaOOM. YpoBeHb YO0equTeIbHOCTH
pexomenaanuii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB 2b)

Kommentapuu: Pumykcumab npeocmaensiem coOOU MOHOKIOHANbHbIE aHmumena K

nosepxHocmubviM peyenmopam B-num¢poyumos - CD20. Ha ¢hone neuenus pumyxcumabom

OMMEYEeHO YMeHbUEeHUe KONCHO20 (ubpoza u cmabunuzayus uiu yiyyuienue @QyHKyuu

neekux (Ypoeenv ooxazamenvrocmu C). Pumykcumab nasnauaiom no 1-2 2 6/ uepes 6-12

Mmec, ymenvuias 003y 0o 1-0,5 2 npu docmudicenuu 3¢pgpexma. Jleuenue nogoosm 6 meuenue

08yx - uemuvipex nem. [5]. TUBII ne pexomenoyromcs 6 nozoHeu (mepmMuHaibHOL) cmaouu

bonesnu npu paseumuu He06pamuﬂ40d He00Cmamo4yHOCMU HCUSHEHHO BANCHBIX OpP2aHOos.
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Kpurepuu oieHKH KayecTBa MEIMIUHCKON MTOMOLIM

Ne Kpurepuii Bup xpurepus
IIpoBeneHo 11 nccneroBaHue KIMHUYECKOTO aHAIN3a KPOBU

1 | (remornoOuHa, JEHKOLUTOB, SPUTPOLIUTOB, TPOMOOIIMTOB, CoObITHiTHBIN
JerKouuTapHoi popMyIibl)
[IpoBenen M OMOXUMUYECKUIM aHAIU3 KPOBH (TJIFOKO3a,

2 | bunupy6OuH, kpatunuH, oomuii 6enok, ACT, AJIT, moueBas COOBITUHHBIN
KHCJIOTa, KpeaTnHOoCchHOoKmHa3a)

3 ITpoBenena nu oueHka nopaxenus cepaua: OKI H O9XO-KT ¢ CoBbITHRHbIH
yKa3aHHEM CUCTOJIMYECKOTO AAaBJICHUS B JIETOYHOM apTepuu

4 | TlpoBenena nu 330¢aroracToyo/ICHOCKOMHS CoObITHITHBIN

S | TlpoBenena i cHUpOMETPUS CoOBITHITHBIH

6 [TpoBenena nu peHTreHorpadus I/I/I/IJEI/I MYJIETUCTTUPAJIbHAS CoGrTHitHbLi
KOMITbIOTE€pHAs ToOMOrpadus rpyJHON KISTKU

7 | IlpoBenena nu ouenka aktuBHoctu CCJ] CoObITHITHBIN

2 [TpunsiTe pemeHus: 0 Ha3HAYCHUHU/MOAN(DUKAIIUY TEPATTUU HE BpeMeHHoi
no3xe 10 CyTOK OT NOCTYIJIEHUS B CTAllMOHAP

9 [TomoOpan KOMILIEKC MpenapaToB ¢ HANMEHBIIUMHU PesynsTaTHBHbiii
HEXEJIATEIIbHBIMU SIBJICHUSIMU

10 | OrcyrcTBre HOBBIX nposiBiieHnit CCJl 3a BpeMsl rociuTaan3aiuu Pe3ynbraTuBHBIN
CHwKeHre BRIPAKCHHOCTH JTUTUTAIBHOW UIIEMUN W/ WITH

1 nposiBiieHuH cuHipoma PeitHo (ymMeHblIeHne 001, yMEHbIICHNE PesysbTaTHBHbI

J03 aHAJIBI'CTUYCCKHUX NIPCIIapaToB, YMCHBIICHHUEC Pa3MEPOB NN
3AXXHBJICHUC $I3B)
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Ipuioxenue Al. CocraB padoueil rpynnbl

AmnanbeBa Jlunus [lerpoBHa, TOKTOP MEIUIIMHCKUX HAYK, MPOQeccop, uieH AcCCOIUaIim
peBmaronoroB Poccun
AnexnepoB PusBan TaupoBudy, JOOKTOp MEIUUMHCKMX HAyK, 4WIeH Acconuanuu
peBmarosnoro Poccun
BonkoB Anekcanap BurtanbeBuu, KaHAMIAT MEAMIIMHCKUX HayK, WIEH AccolUanuu
peBmaronoroB Poccun
HecunoBa Oxcana BukTOpOBHA, KaHAMIAT MEIWIMHCKUX HAyK, WICH AccCOoIHaIin
peBmarosnoro Poccun
KoneBa Omnbra AnekcaHIpoBHa, KaHAMAAT MEAUIMHCKUX HAyK, WIEH Accoluanuu
peBmaronoroB Poccun
CrapoBoiitoBa Maiis HukonaeBHa, KaHIUAAT MEIUIIMHCKUX HAyK, 4jieH ACCOLHMAINN
peBmarosnoro Poccun
CyxapeBa Mapuna JleoHnnoBHa, KaHAUAAT MEIULMHCKUX HAyK, 4j€H AccolUanuu

peBmaronoroB Poccun

Peuenzentnl: npod. llocrak H.A., mpod. Anekceera E. .
Jexyiapauusi 0 (UHAHCOBBIX M JPYruX B3aMMOOTHOIIEHHSX. Bce aBTOpHI NpUHUMAIN
ydacTie B pa3pabOTKe KOHIICNIIMKA B HAIMCAaHUU pekoMeHpanwit. OKoHYaTenbHAas BEpPCHS

pykonucu Oblla 0J00OpeHa BceMu aBTOpaMHu. ABTOpPHI HE MOJIy4alyd TOHOpap 3a HaIllMCaHUe

PEKOMEHTaLHi.
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Ipuioxenne A2. MeronoJiorusi pa3padoTKi KJIMHUYECKAX PEKOMEHAAIM .
MeTOIlbI, HCIIOJIB30BaHHBbIC NJIA cﬁopa/ceﬂelcm/m A0Ka3aTeJIbCTB:

MOWCK B JICKTPOHHBIX 0a3ax JaHHBIX.

Onucanne MeTO10B, HCTOJIb30BAHHBIX /ISl COOPa/ceIeKIINHU I0KA3aTeJIbCTB:

J0Ka3aTebHOM 0a30i Il pEKOMEH AN SBISTIOTCS Iy OnuKaiuy, Bomenime B KokpaHOBCKyIO
o6ubmoTteky, 6a3sl qanapix EMBASE u MEDLINE.

MeTo/bl, HCNOJIb30BAHHBIE 1JIs1 OIEHKH KA4YeCTBA U CHJIbI J0KA3aTeJIbCTB:

* KOHCEHCYC 3KCIEPTOB;

¢ O1leHKa 3HAYMMOCTH B COOTBETCTBHH C PEUTHUHIOBOM CXeMOM (cxema MpHiaraercs).

YpoBHH
J10CTOBEPHOCTH

Onucanue

Merta-aHaan3bl BEBICOKOTO Ka4eCTBa, CUCTEMAaTUYECKUE 0030PbI
1a PaHI0MU3UPOBAaHHBIX KOHTpoupyeMbix uccinenosanuid (PKW) wn PKU ¢
OYEeHb HU3KUM PHUCKOM CHUCTEMATHUECKUX OIINOOK

KauecTBeHHO TPOBE/IEHHBIE METa-aHAIN3bI, CHCTEMAaTUYECKHUE, HIIA KaK
1b MHUHUMYM OJIHO TipoBefieHHOe PKI ¢ HU3KHM pUCKOM CHCTEMATHYECKUX
OIINO0K

[TpoBenennoe kak MuHUMYM oHO PKU Oe3 pangomu3zanuu, HU3KU ypoBEHb

2a
OIIMOKHU
XOpoI1I0 POBEACHHBIE UCCIIEIOBAHNUS CITy4ail-KOHTPOJIb WIIK KOTOPTHBIE

2b WCCJIEIOBAHUS CO CPEHUM PUCKOM 3(P(PEKTOB CMEIIMBAHUS WIH
CHCTEMaTU4YECKHX OIIMOOK U CpeAHEN BEpOSITHOCTBIO MPUYMHHOM
B3alMOCBSI3U

3 Heananutrnueckue uccieqoBanus (HampuMmep: ONUCaHusl ClIy4aeB, cepuit
CIIy4aeB, UCCIIEAOBAHMS CITy4aii-KOHTPOJIb)

4 MHeHHe 3KCIepTOB/KIMHUYECKUN OIBIT, HA06 IF0IeHUS
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Ta6amnua 1. YpoBHH 10CTOBEPHOCTH 10KA3aTEJbCTB € YKa3aHHEM MCII0JIb30BAHHOM
KJIaccu(pUKanuy ypoBHell J0CTOBEPHOCTH 10KA3aTe/IbCTB

MeTOHLI, HCIOJIB30BAHHBIC JIl aHAJU3a J0Ka3aTeJIbCTB:

¢ (O030pbI OIMyOJIMKOBAaHHBIX METa-aHAIIN30B;

¢ (CucTeMaTH4YCCKHE O630pLI C Ta6J'II/II_[aMI/I J0Ka3aTcIbCTB.

MeTOJIBI, HCIOJIB30BAHHBIC NJIfA (l)OpMyJ'lI/[p()BaHHH peKOMEHHaHHﬁ:

Koncencyc skcnepTos.

Cuia | Onucanme

A [lo meHbIIEH MEpe 0IMH MeTa-aHaau3, cucreMatudeckuii 063op nnu PKU, oneneHHbie
Kak 1++ , HanpsAMyl0 NPUMEHMMBIE K LENEBOM MOMYJSILUU U JEMOHCTPUPYIOLIUE
YCTOWYUBOCTb PE3YJIBTATOB
WIH
rpynna A0Ka3aTeiabCTB, BKIIIOYAIOIIAs Pe3yIbTaThl UCCIEI0BAaHUM, OlIEHEHHbIE KakK 1+,
HanpsIMyl0 MpPHUMEHUMbIE K IIeJIeBOM MONMYJIALMU M JEMOHCTPUpPYIOIIHE OOIIyIO
YCTOWYHUBOCTD PE3YJIBTATOB

B I'pynna noxa3aTenbCTB, BKIIOYANOMIAs PE3YNIbTaThl UCCIEN0BAaHU, OLICHEHHbIE KaK 2+
+, HampsIMyl0 TPUMEHHMBIE K LEJIEBOH MOMYISIUA W JEMOHCTPHUPYIOIIHE OOMIyIO
YCTOMYHMBOCTb PE3YJIbTAaTOB
WU
9KCTPANIOJIMPOBAHHBIE TOKA3aTEIbCTBA U3 UCCIECAOBAHUM, OLICHEHHBIX KaK 1++ wm 1+

C ['pymia mokasaTesbCcTB, BKIFOYAKOIAs PE3yiIbTaThl UCCIIEI0BAHNN, OLICHEHHbBIE KaK 2+,
HaNpsIMyl0 MpPUMEHUMbIE K II€JIeBOM MOMYJIALUU M JEMOHCTPUPYIOIIHE OOIIyIO
YCTOWYMBOCTB PE3YJIBTATOB;
WIH
SKCTPANOJMPOBAHHbBIC IOKA3aTEIHCTBA U3 UCCIIECIOBAHMI, OLICHEHHBIX KaK 2++

D Jloxa3zatenbcTBa ypoBHA 3 Uiu 4;

NN
OKCTPAIIOJIMPOBAHHBIC TOKA3ATC/ILCTBA U3 I/ICCJICI[OBaHI/II‘/’I, OLICHCHHBIX KaK 2+

Tabmuna 2 YpoBHH yO0eqMTeJbHOCTH PEKOMEHJAIMI € YKAa3aHHEM HCII0JIb30BAHHOM
KJIacCH(PUKANMU YPOBHEH yOeauTeIbHOCTH PeKOMeH1auii

Nuaukaropsl nodpoxavecTrBeHHol npaktuku (Good Practice Points — GPPs):

Pexomennyemass moOpokadecTBEHHAss TPAKTHKa O0a3vpyeTcs Ha KIMHMYECKOM OTBITE YJICHOB

paboueii rpymnbl Mo pa3paboTKe peKOMEH AU,

IKOHOMHYECKHUI aHAJIN3:

AHamM3 CTOMMOCTH HE TTPOBOMIICS U MyOIHUKauu 1Mo (papMaKoIKOHOMHUKE HE aHATH3UPOBAIHCH.

MeTtoa BaIMaU3auMu PeKOMEHalHii:

e ByemHsas OKCIICpTHAA OLCHKA,

® BHyTpEeHH:S JKCIIEPTHAS OLICHKA.

Onucanne MeToa BaJIUAU3AINH peKOMeH)IaIII/Iﬁ:
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Hacrosimue pekomeHaanuu B TPEIBAPUTEIBHOM BEPCHM PELEH3UPOBAHBI HE3aBUCHUMBIMU
SKCHEPTaMHU.
KommenTapuu, mnosydeHHBIE OT SKCIIEPTOB, CUCTEMATH3UPOBAHBI M OOCYXKICHBI UJIECHAMU
paboueit rpynmbel. BHocuMble B pe3ynpTareé 3TOTO M3MEHEHHS B  PEKOMEHAAINU
peructTpupoBaiuch. Ecnu ke M3MeHEeHHs] He ObUTM BHECEHBI, TO 3aperHCTPUPOBAHBI MPHUUNHBI
OTKa3a OT BHECEHUS U3MEHEHHIA.
KoncyabTanus ¥ 3kcnepTHasi OeHKa:
[IpenBapurensHas Bepcus ObLia BbICTaBieHa s oOcyxknaeHus Ha caidte @I'BHY «Hayuno-
UCCIIeIOBATENbCKUIT HMHCTUTYT uMeHH B.A. HacoHoBoi» st Toro, d9roObl Jsnia, He
Y4acTBYIOIIME B pa3paboTKe pEeKOMEHIAIWA, WMEIH BO3MOXKHOCTh TIPUHSATH YydYacTHE B
00CYXXJICHUH U COBEPIICHCTBOBAHUH PEKOMEHIAITHI.
PaGouas rpynna:
JIns  OKOHYATeNbHOM  pEAAKIMKW W KOHTPOJII  KadecTBa  PEKOMEHAAIMUd  MOBTOPHO
MPOAHAIU3UPOBAHBI WICHAMH pa0bOY€eil TPYIIIIbI.
OcHOBHbIE pEKOMEHIALNH:
Cuna pexomenaanuii (A—D) npuBOAUTCS TIPH M3IT0KEHUU TEKCTA PEKOMEHIAITUH.
HeneBas ayquropus:

1. PeBmarosmoru;

. TepaneBTsr;

. Hepmaromnoru;

2

3

4. T'acTpO3HTEPOJIOTH;
5. IlymeMoOHONOTH;

6. Ileguatpsr;

7. Bpaum oO011ieit IpakTHKH.

IHopsinoxk o0HOBJIEHUSI peKOMeHJAUMii: 3HAKOMCTBO C OT€YECTBEHHBIM W MHUPOBBIM OINBITOM
kaxapie 18 mecsneB. Ha ocHOBaHMM MaHHBIX JIUTEPATYphl — 000CHOBaHUE U (OPMYITHUPOBAHUE

N3MEHEHHIT B OCHOBHOM AJITOPUTMEC IUATrHOCTUKHU U JICUCHU.
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Ipuaoxenne A3. CBsi3aHHbIE JOKYMEHTbI

JlaHHbIE KIMHUYECKHE PEKOMEHIAIMU Pa3palaThIBAINCHh C YYETOM CIEIYIOIIUX HOPMATUBHO-
MPaBOBBIX JTOKYMEHTOB:
CranmapT MEIMIMHCKOW TMOMOIMM mpu cucteMHou ckiepoaepmun (IIpukaz MuHucrepcTBa

3npaBooxpaneHus Poccuiickoit ®@eneparun ot 7 HosA0psa 2012 1. Ne 6861 "OO yTBepk)acHUN

cTaHJapTa CHGL[I/IaHI/I3I/Ip0BaHHOI>'I MEIUITUHCKOM ITOMOIITHU IIpu CUCTCMHOM CKHCpO3e")
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Ipuioxenue b. AropurmMsl BeeHUs MALMEHTA

1. Juarnoctuka. Aaroputm auarnoctuxku CCJ{

.
T T
-~ “

-~ sy
7 CHHppom e

T
-

PeiHo W/naK

- -
e L
S

Ha RO RO U B CH I
i A b HpOEE

e,

T oTek kueTei

CCA maT, Hepdmonmam
andibEpeHUMAN BHER AR D AT A,
ARANHOE, SGIMOTR 4PYNaro wocAemebe e CLI-
EMeipadssaran BrTUTE
CNALWRTHCTS —
__.-4-'._- Oficrepnnarse
l:'- -~ T il M
HET ___,F-'"' HseRaie ki QETATRAL “'“—--_,__ aa T T pTO
I"\-‘-:_'-"- - '\-\._\__:’_-_’.- l
— Ka A PO CHO NS AR — . S
s AR e — —a euan T
Toa — - [ HiTzd -
— - .
HET {___H_ w“w:‘;____,,.a\ga

-— -
S

T

II Jleuenue. Buioop tepanmum CCJ/l onpeaesnsiercss JOMHMHUPYIOIIUMHM B KJINHUYECKOM

g vips |

KapTHHE NPOsIBJICHUAMH.

48



J AT TRST IR T

B HA M s R
HagTt e
MaTOADT M
__,-""\_‘ - _— HET
e T /ff M“x f‘fj N‘\,\\ ff
- . - g - . / .
- Mopances e Ccyrramos, _f.-f'Duwpn,a.mumm N‘x_,
&ﬂﬂpa?ﬁ-&HlﬁlEHﬂ?ﬂl}a < e :;:» " raommmaran /} {Lxﬂurﬂmmuemsmf’,
. e . - . -
~ - -
MRV/- \\"’f’lT IF“&_/‘T \\“\.
| HET Aﬂl A8
TH 5-15 mrfcym ’“"": I
Merompekcar MNavaa h'.::ﬁr:":m:ﬁ [ 1 S—
[ PSR ERETT :mﬂi:: f— I| R iR
b
HaETH b nareAcried /' “""'"‘::“ Hisdprtgamianth
PTG
Merorpekcar WHruduTope:
K Wb ST B3-5
MeToTpawcar Mogaman [cunaanaden|
Forn sbdam?
S MpaLoNHaTE
AHANOTH NPOCTOEEAHHE HeT
[wnonpocTiyprasm
*[lepuxapaut, MuokapauT
o

{m DUFWEEHDFEM ;”'/ h
e I'Icpa HEHME H-':I{T -
J_,f e ﬁ-ﬂ"<\ Hyf "‘-\-\\
T f J_,J“-‘ {:ﬂ,ucbahre-auosecr:?}

Mizssuzery o
Ragywgh
HAT . - \K e ~
nmﬂduermuﬁ (‘\\ FBF'E ECI'h? TMNOTaHEA ]'HHT W

o

CET T
naTmanries N . acTs? { AR
pa —=
e - I HTholha HT bl bl
ol K HHrwfuropr A= NEENapaTh
H-Eﬁb npﬂmnwan-‘h P
Afiane NETOHHOA MM N
- MposHeTiEW
u.tlenepem-cmurrb__}-" |
aa e | HeT
4
Nevetine
MM &-18 rac,
ANETEPHATHAH S
METOE RaYaHWR*
.___.J
HET
H-:rmun usaum [
nn,a.u.epmuaamm.an
TapanHA
Mk wnm
AIATHONPMH

** Cmotpu cTp. 19 pexomeHnanuii

4% CmoTpu cTp. 28 pekoMeHaanui

49



A NATecTs?

HardlnTops 37-1
[SR1%)

| Hurufutops ] 3-5
HUH T T 3O

Tioua pan e g
TEDATAN] SAVPETAR, I
CenaEUzIa ¥
TAAKOE B T

s

na /n Ectb }d:dm!nr?_':::: \::_.1-

S

KomnnencHan

M
MNpogonsate Tepanua

Ipunoxenue B. Unpopmanus 1/ maumeHra
hd CKJ’ICpOI[epMI/IH — XPOHHYCCKOC BOCIIAJIMTCIbHOC 3a00yieBaHNE COG,Z[I/IHHT@JIBHOﬁ TKaHHu C

Pa3BUTHEM XapaKTEPHOTO JIOKAIBHOTO MM FeHEpaIM30BaHHOTO (HOp03a KOXKH, MOJUIeKAIINX
TKaHE U BHYTPEHHUX OpPraHOB;

» [Ipu ouacosoil cxnepooepmuu HAOMIOTACTCS OTPAHUYCHHOE YIJIOTHEHHE KOXKH, HO MOTYT
BOBJICKAThCSl TKaHU, PACTIONOKEHHBIC MO MOPAKEHHONW KOXKEH, BIUIOTH O KOCTHBIX CTPYKTYD.
Brigensitor A€ 0CHOBHBIE (DOPMBI 04arOBON CKIICPOICPMHUH — OJISIIICYHYIO U JIMHEHHYIO;

* Cucmemnas ckarepooepmusi (CCJI) — Gonee pacrpocTpaneHHast opma CKIEpOAEPMHH, NPU
KOTOpOM Hapsily C YIUIOTHEHHMEM KOXKH BBISBISIIOTCS Pa3sHOOOpa3HbIe MOPAKEHHUS CYCTaBOB,
KPOBEHOCHBIX COCYJIOB W BHYTPEHHHMX OpPraHOB (Cep/ia, JETKHUX, KeIyJ0YHO-KUIIEYHOTO
TpakTa, o4YeK). B penkux ciaydasx HaOmogaeTcs MopakeHUue TOJIbKO BHYTPEHHUX OPTaHOB, 0e3
W3MCHCHHH KOXKH;

» Jlumumuposannaa gpopma CCJ] xapakTepusyeTcsi MEHee paclpOCTPaHEHHBIM YIUIOTHEHHEM
KOXKM, HE3aMETHBIM HAyaJloM U T[IOCTENEHHBIM pa3BUTHEM 3aboneBaHus. B TeueHue
JUTUTETILHOTO BPEMEHH 0OJIE3Hb MOXKET IMPOSBIATHCS TONBKO (peHOMEeHOM PeitHo u HeOombImM
OTEKOM IaJIbIIEB KUCTEH. YIUTOTHEHHE KOXKM OTPaHUYMBACTCA JIMIIOM U KUCTAMU pyK. Hanbomee
YacThIM INOPAKEHUEM BHYTPEHHMX OPraHOB SIBJISIETCS CHW)KEHHE NEPHUCTAIBTUKHM IMHUIIEBOJAA,
KOTOpO€ IMPOSBISETCS 3aTPyJHECHHBIM IJIOTAHUEM TBEPAOM IHILK, CTOMKOM u3xorou. I[Ipu

JJIUTCIIBHOM TCUCHUHN 00JIC3HN BO3MOIKHBI CCPbC3HBIC MOPAKCHUA JICTKUX U KUIICYHUKA,
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» Jugpghysnas ¢gopma CCJ] o0ObIUHO pa3BUBAETCS BHE3AMHO M XapakTepu3yercs Ooinee
pPacpOCTPAHEHHBIM YIIJIOTHEHUEM KOXH, C BOBJICYEHHWEM KaK JIMIAa U KOHEYHOCTEW, Tak H
TYJOBHINA. YXe Ha paHHUX CTaausAX 3a00JICBaHHS BBISBIIIOTCS TPU3HAKH TIOPAKCHUS
BHYTPCHHUX OPTaHOB.

Uro nenark, €Civ BO3ZHUKIU TPOOIeMbl?

Cunnpowm PeitHo

® O0TKa3 OT KypeHus, MoTpeOaeHuss Kode U CoaepKamux KOpEenH HAMUTKOB, W30eraTh MmpruemMa
COCYZIOCYKHMBAIOIINX TIpenaparos (3¢eapuna, amperamMuna, 3proTaMmuHa 1 Jp.);

® HOIICHHE TEIUION OJCKIBI, B TOM YHUCIIE TEPMOOEIbs, TOJIOBHBIX YOOPOB, HMIEPCTSHBIX HOCKOB
Y BapeKEK BMECTO MEePUaTOK, CBOOOTHON OOYBH.

CKOBaHHOCTB, 00U B CyCTaBax

* VnpaxxHeHus Ha pacTskKy, JIOK s npeaynpexaeHus pasBUTHS KOHTPAKTYp U YMEHBIICHUS
o0bema JBmKkeHuil. HaunHath ynpaxxHeHus cpa3sy, Kak TOJILKO OCTABJICH AUArHo3;

* Perymsapusle ynpaxHeHus. [InaBanue;

¢ [IpuHuMaTh JEKapCTBEHHBIE NIPENAPATHI 10 HA3HAYEHUIO Bpaya;

® VYuuTech J1enaTh NPUBBIYHBIE BEIIIM HOBBIM CIIOCOOOM;

¢ JlepKuTe KUCTHU B pa30rHYTOM IOJIOKEHUH, HE COKMMANTE NaJIbLbl B KYJIaK.

IIpo0GiieMBI ¢ KOXKENR

¢ Jlonb30BaThCsl JKUPHBIMH BHTAMHUHOCOJEPXKAIIMMHU KpeMaMH U JIOCbOHAMHU PETYISPHO,
0COOCHHO TIOCTIE JTYIIIa;
¢ 1lcronb30BaTh COMHIIC3AIIUTHBIN KPeM TIepe]T BBIXOJAOM Ha YITHUILY;
¢ Jlonp30BaThCs YBIQXKHUTEIEM BO3yXa B Ballle JOME B 3UMHEE BpeMsi T0J1a, KOTAa BKIIOYSHO
OTOILJICHUE;
e 130erarpb ropsiueil BaHHBI U JIM AyIIa, T.K. TOps4Yasi BOJA CYIIUT KOXKY;
e lI30erarb KOHTaKTa C JKECTKUM MBUIOM, YHCTSAIIMMH CpeACTBaMH. [Ipu BBIMONIHEHUU
JIOMaIIHe paboThl MOJIb30BaThCA MEpUaTKaAMH;
® PeryasipHO  BBIIOJHATH  YOPaXHEHHUS, OCOOCHHO  IUJIaBaHUE,  CTUMYJMPYIOIINE
KpOBOOOpAIICHHS TTOBPEKICHHBIX 00JIacTeH;

CyX0cTb BO PTY U IPOOIEMBI ¢ 3y0amu
¢ Uuctuth 3yOBl peryisipHO, ABKIBI B JeHb. ECiM BbI UCTIBIThIBaeTEe 0OJIb W CKOBAHHOCTH B
pYKax, MPOKOHCYJIBTHPYHTECh CO CTOMATOJIOTOM O BHEIOOpPE MEXaHWYECKUX 3YOHBIX IIETOK U
MPUCTIOCOOICHUH (MpPHUTATOP MOJIOCTH PTA) M1 yX0/a 3a MOJIOCTHIO PTa;
¢ HaOmonaiiTech y MOCTOSIHHOTO («cBoero») cromarosora. CooOriaiite eMy HeMeJIeHHO, eClin

MOABJIAOTCS A3BOYKHU BO PTY, 00JIb UIn BBITIAACHUC SY6OB;
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e Eciam umeeTcsl CKIOHHOCTh 3yOOB K Pa3pyIICHHUIO, MOJB3YHTECh PEMHUHEPATU3UPYIOUIEH U
COXpaHsoIIeH 3yOHYI0 SMab IMacTOH;

o JleiiTe )IOCT&TO'—IHOf/i KOJIMYECTBO BOJbI, qTOOBI noAACPKUBAThL Balll POT BJIAXKHBIM, JIA
CTUMYJISILIMK CJIOHBI MCIIOJIb3YHTE JIEJEHIIbI, JKEBATEIbHYIO PE3UHKY 0e3 caxapa, uzberaiite
OTIOJIACKMBATEJIe TMOJIOCTH pTa, COAEpKalluX ankoroib. Eciau cyXocTh pra mpojoiiKaer
OecrnokouTh, oOpaTuTech ¢ OTOM MPoOIEeMOM K Bpaudy JUis Ha3HAYCHHs MpPEnaparos,

CTUMYJIUPYIOIIUX CIIFOHOOT/CIICHHE.

XKenynouno-KumeyHble TPOOIEeMBbI
¢ Kymaiite He60IBIIMMH NOPLHUSIMHU, HO YaCTO;

* YroOsl n3bexaTh 3a0poca KEeMyJOUYHOTO COJACP)KUMOTO B MHIIEBOA, CTOWTE WU CHIUTE (HE
JIO)KUTECh) B TeueHWe He MeHee | waca mocne enpl. CnuTe Ha KPOBAaTH C MPUIIOAHSITHIM
TOJIOBHBIM KOHIIOM;

e lI30eraiitTe TO3MHUX TPUEMOB TMHIIK, OCTPOH U JKUPHOW THIIM, aJKOTONSI U
Ko enHcoaepKaIIiX HAITMTKOB, BhI3bIBaOIUX pazapaxenue XKKT;

e Kymaiite )XHIKYI0, MATKYIO ITHUIILY, TIIATEIbHO MEPEKEBBIBANTE €€;

¢ [lompocure Bamero JOKTOpa Ha3HAYMTH JIEKAPCTBA B CIIy4yae MOHOCA, 3aropa WM TOLIHOTHI.
Hexotopsie mpenaparsl BhICOKO 3((EKTHBHBI B Clydae HM3KOTH. B HEKOTOPBIX ciydasx MpH

Jrapee Ha3HAYarTCs JICKAPCTBEHHBIC MIPENapaThl, MOJABIISIONINE POCT OAKTEPUH B KHIIICUHUKE.
I1poOaeMBI ¢ JErKUMHA
¢ B ciyuae ¢pubOpo3a Ha3HAYAKOTCS MIPENapaThl, KOTOPbIC TIOAABISIOT UMMYHHYIO CUCTEMY

® [Ipu nerodHoi runepTeH3ur UCIOJB3YIOT IPenaparThl, PaCIIUPSIONINE KPOBEHOCHBIE COCY/IbI,
WM HOBBIE JICKQPCTBEHHBIE CPEJICTBA CTICIIMANLHBIC IS JICUSHUS JIETOYHOUN TUTIEPTEH3UN;

e (OpamaiiTe BHUMAaHWE HA TPU3HAKU JIETOYHOTO TMOPAXEHUs, BKIIIOUAIONINE yYTOMIISIEMOCTb,
yYalleHne W 3aTpyJAHCHUE [AbIXaHWs, 3aMmeyieHne Temma xoap0nl. Coobmalte 00 3THX
CHUMIITOMAaX BallleMy JIOKTOPY;

® PerymsipHO BBIMIONHSANUTE peHTreHOrpaduieckoe uccueaopanue erkux 1 pas B rog, KT nerkux
1 pa3 B 2 roga, ®B/l u 9XO-KI" 1 pa3 B nonrona st CBOEBPEMEHHOTO BBISIBICHHSI JIETOYHOTO
MOPaXKCHHSI, TAK KaK MHOTJIA MMOBPEKCHIE HACTYIAET PAHBIIE BHIIICYTTOMSHYTBIX CHMIITOMOB;

e U30Geraiite wHpekuui, mpeOBIBaHUS B MECTaX MAacCOBOTO CKOIUICHHS Hapoga B CE30H

snunemuit rpunna u OPBU u 1.1,
[IpoGiieMsl ¢ cepaiiemMm

* HasznayeHus neyaniero Bpayva;
e KoHcynbTaIus Kapauosora;

¢ Perymipuo OKI, 9XO-KT'.

[IpoGIieMbl ¢ TOYKaMu
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* Perymspuo usmepsiite AJl. OcoGeHHO, eclu BIPYT BO3HUKAIOT HOBBIE U HEOOBIYHBIE ISl BAC
CUMITOMBI, TaKMe Kak TOJIOBHAs 0oib, onpimika. Ecinu AJl BbIme, yeM OOBIYHO, COOOIHTE 00

3TOM JieyalleMy Bpady;
e Ecmu y Bac ecTh Kakue-1100 MpoOieMbl ¢ TOYKaMH, MPUHUMaNTe Ha3HaYeHHbIE MpenapaThl

00s13aTeNBHO. HpI/IHI/IMaTB HUX HYKHO HAaYMHATH KaK MOXXHO PAaAHBIIC, KAK TOJIBKO BbIABJICHA

TUMIEPTEH3HUA.
KocMmernyeckue 1mpoOiaeMbl
¢ TeneaHrMdKTa3uu : UCIHOJIH30BAHHE CIEIHAIBHBIX KOPPEKTOPOB, KPEMOB IS KOXKH CO

CKJIOHHOCTBIO K KYTIEpO3y, IPHKUTAHUE JIa3€POM;

*  MopuuHbl BOKPYT pTa: CHEHHUaIbHbIC YIPaXKHEHUS.

OcHoBHBIC 32a110BeIN 00JIbHOI0 CHCTEMHOH CKJIepoaepMHueii:

¢ PanHee oOpalieHue K Bpady;

¢ PerynsapHoe HaOIOCHHE;

e [IpuBep>KEHHOCTH K JICUEHUIO, T.€. IPABUJILHOE U TIOCTOSHHOE BHINIOJHEHUE PEKOMEHAALui 1

B3aHMOJCHCTBHE C BpadyoMm.
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