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1. BBOJHASA YACTD.:
1.1 Koa(s1) MKB-10:

MKB-10

Koa HaszBanue

M34. CuCTEMHBIN CKJIEPO3

M34.0. | IIporpeccupyromniuii CHCTEMHBIN CKIEPO3

M34.1. | Cuagpom CREST

M34.2. | CucteMHBI CKIIEpO3, BBI3BAaHHBI JIEKAPCTBEHHBIMH CPEACTBAMH U

XUMHWYCCKHMMH COCIMHCHUAMU

M34.8. | dpyrue hopmbl CHCTEMHOTO CKIIepo3a
- ¢ nopaxeHuem Jierkux (J 99.1)
- ¢ muomnatuent (G 73.7)

M34.9. | CuctemHblil CKIE€pPO3 HE YTOUHEHHBIM

1.2 laTa pa3padoTkun/nepecmorpa nporokosa: 2016 r (mepecmotp 2024 r)

1.3 CokpaieHusi, HcnoJib3yembie B MPOTOKOJIE:

A3A a3aTUOIIPUH

AK AQHTArOHUCTHI KAJIbIIMsI/0JI0KATOPHI KAIBITUEBBIX KAHAJIOB
APA Il AHTarOHUCTHI PELENITOPOB aHTHoTeH3uHa ||
AJIT aTaHnHaAMUHOTpaHchepasa

APP Accoumaiusi pesmatosioroB Poccun

ACT acapratamMuHOTpaHchepasa

AT aHTHUTENA

AlIA (ACA) AHTHULICHTPOMEPHBIEC AHTHUTEJIA

BAK OMOXMMHUYECKUIN aHAJIN3 KPOBU

BOII Bpad 00Iel MPaKTHKU

I'NBIT TCHHO-WHKEHEPHbIE OMOJIOTMYECKHE MPerapaThl
I'NbT TeHHO-WH)KEHEpHAasi OMOJIOTHYECKast Tepanus




I'KC

TIFOKOKOPTHKOCTCPOU AbI

I'OPb racTpo-33odareayibHas pedrokcHas 60JIe3Hb

JCJI b dy3roHHAs] CIOCOOHOCTD JIETKUX

N3J1 MHTEPCTULIMATILHOE 3a00JICBAHNE JIETKUX

HNAIID WHTHOUTOPBI aHTHOTEH3MH — MPEBpAIaoNero pepMenHTa

AKKT KEJTYTOYHO-KHILIEYHBIN TPaKT

KT KOMITbIOTEpHAst TOMOTpadust

K®K KkpeatnHuHMOochOoKrnHA3a

JIAT JIETOYHAs apTepHAIbHAS TUIIEPTEH3US

MKG5 - 10 MEeXIyHapoaHas Kiaccudukamnms 6omnesneii 10-ro mepecMoTpa

MM® MuKodeHos1aTa MOGETHI

MII METWINPENHU30JIOH

MCKT MYJIbTUCTIMPAJIbHAS KOMITbIOTEpHAsI TOMOTpadus

MT METOTPEKCAT

HIIBII HECTEPOUIHBIE IPOTUBOBOCIIAIIUTENILHBIE IPENapaThl

HPUO® HenpsiMasi peakiiyusg UMMYHO(DITI00PECIICHITNH

OAK o01IMi aHaIU3 KPOBU

OAM 001Kt aHATN3 MOYU

OIIH OCTpasi NoYeYHast HEJJOCTATOYHOCTh

I[IDC M5ICTHO-(paJIAaHTOBBIE CYCTaBbI

PA PEBMATOUIHBIN apTPUT

PKU PaHIOMU3UPOBAHHBIE KOHTPOJIMPYEMBIE UCCIICTOBAHMS

PTM pUTYKCHMA0

Cl CyTOYHAas J103a

CKB CHCTEMHAas KpacHasi BOJIYaHKA

COD CKOPOCTb OCEHaHUsl SPUTPOLIMTOB

CIICT CHUCTEMHBIE MOPAXKEHUSI COCIMHUTENBHON TKAHU

CPb C — peakTuBHBII O€T0K

CC3 CepACYHO-COCYAUCThIC 3a00JICBAHUS

TL3 TOLUIIN3YMa0

Y] YPOBEHb JOKA3aTEIbHOCTH

®dJID-5 docdhoaudcrepasza-5

OXKEJI dbopcupoBaHHask KU3HEHHAS] EMKOCTD JIETKHX

OP cdbeHomeH Peiino

XITH XPOHUYECKas MTOYEYHAsi HEAOCTATOYHOCTh

[MHC I[EHTpaJIbHas HEPBHAs CUCTEMA

D nukinodochan

OKT AIEKTpOKapIuorpadus

Ox0KT aXoKapauorpadus

D0I'JIC n30(harohudporacTpoay0EHOCKOTHS

ACR Amepukanckas koyuierus pemaronioroB (American College of
Rheumatology)

ANA aHTuHyKJIeapHble anTutena (Antinuclear antibody)




ANF — | antunykieapusiii paxkrop (Antinuclear factor). ANA (AHA)=ANF
(AH®D)

BHPR — | (British Health Professionals in Rheumatology) Bpuranckue
CHEIUAINCTBI 3[paBOOXPAHEHUs B 00JIACTH PEBMATOJIOTHH

BSR — | (British  Society of Rheumatology) bpurtanckoe o0mecTBO
PEBMATOJIOTOB

CREST — | cUHAPOM, BKIIOYAOMMK B ceOs KanbIMHO3, (eHoMmeH PeiiHo,
MOpak€HUE TMHUILEBO/IA, CKJICPOJAKTUIMIO U TEJICAHTHMOAKTa3UU
(Calcinosis +Raynaud's phenomenon+ Esophageal dysfunction
+Sclerodactyly +Telangiectasia)

DcSSc — | muddy3ubiii  cucremubiii  ckiaepo3 (Diffuse cutaneous systemic
sclerosis)

EULAR — | EBpomnieiickas antupeBmaTrueckas gura (European League Against
Rheumatism)

EUSTAR — | rpynmma  EULAR mno wmydennto ckieponepmun  (EULAR
Scleroderma Trials and Research group)

IcSSc — | TMMUTUPOBAHHBIN CUCTeMHBIH ckiiepo3 (Limited cutaneous systemic
sclerosis)

LS — | nokanu3oBaHHKIH (0yaroBbiit) ckiepo3 (limited sclerosis)

Scl-70 — | aHTUTENAa K Tonouzomepase 1

SSc — | CHCTeMHBIH CKiIepo3 = cucteMHas ckiepoaepmust (CCJ, systemic
scleroderma)

VEDOQOSS — | OYeHB paHHUI qUArHO3 cucTeMHoro ckiepo3a (Very Early Diagnosis
Of Systemic Sclerosis)

1.4 Tloab3oBaTeu MPOTOKOJIA: Bpaud OOILIEH MPAKTUKH, TEPAreBThl, PEBMATOJIOTH,
He(posory, MyJIbMOHOJOTH, HEBPOIMATOJOTH, TaCTPOIHTEPOJOTH, AHTHOXUPYPTH,
J€pMaTOJIOTH.

1.5 Kareropusi nauMeHTOB  B3pPOCIIBIC.

1.6 Illkasa ypoBHs J10KA3aTEJbHOCTH:

A | BbicokOKaueCTBEHHBIN MeTa-aHalnu3, cuctematudeckuit 0030p PKU unu kpymnHoe
PKU ¢ odeHpb HHU3KOW BEPOATHOCTHIO (++) CHUCTEMAaTHYECKON OIIHUOKH,
pe3yNbTaThl KOTOPBIX MOTYT OBITh PACIPOCTPAaHEHBI HA COOTBETCTBYIOIIYIO
NOMYJISIUIO.

B | BoicokokauecTBeHHbI (++) cHUcTeMaTH4ecKuii 0030p KOTOPTHBIX  WJIU

UCCJIeIOBAHUN CITy4ali-KOHTPOJIb UJIM BBICOKOKAYECTBEHHOE (++) KOTOPTHOE WU
UCCJIEIOBAHUE CIIy4al-KOHTPOJIb C OYE€Hb HU3KUM PHUCKOM CHUCTEMaTHYECKOU
ommbku unu PKM ¢ HeBbicokuM (+) PUCKOM CHUCTEMATHYECKON OLIMOKH,
pe3yNbTaThl KOTOPBIX MOTYT OBITh PACIPOCTPAHEHbI HA COOTBETCTBYIOIIYIO
MONYJISILHUO.




C | KoroptHoe wuiauM wHccleOBaHUE CIAy4al-KOHTPOJb WA KOHTPOJIHPYEMOE
uccienoBanue 0e3 paHJAOMU3AIMU C HEBBICOKMM PHUCKOM CHCTEMAaTHUYECKOU
omuOku (+), pe3yapTaThl KOTOPBIX MOTYT OBITh pAacCIpOCTPAaHEHbI Ha
cooTBeTcTBYIOMYI0 nonyisanuio win PKU ¢ ouyeHb HU3KUM WM HEBBICOKUM
PHUCKOM CHCTEMATHYECKOH OIIMOKH (++ WM +), pe3ybTaThl KOTOPBIX HE MOTYT
OBITh HEMTOCPEJICTBEHHO PACIPOCTPAHEHBI HA COOTBETCTBYIONIYIO MOMYJISIIHIO.

D | Onucanue cepun cilydaeB WIM HEKOHTPOJIUPYEMOE HCCIEAOBAHUE WIM MHEHUE
AKCIIEPTOB

1.7 Onpenenenue (MomuduuupoBanHoe) Cucremublii ckiaepo3 (CC, systemic
sclerosis) — cucreMHOE ayTOUMMYHHOE 3a00JI€BaHHE COSTUHUTEILHOM TKAH!, OCHOBHBIC
KJIIMHUYECKHE TPOSIBIICHUS KOTOPOTO CBSI3aHBI C PACHPOCTPAHEHHBIMU HUIIIEMUYECKUMU
HapYIIEHUSAMH BCJIEJICTBUE OOJMTEPUPYIONICH MHUKpPOAHTHONATHH, (GUOPO30M KOXKHU U
BHYTPEHHHMX OpraHoB (Jierkux, cepama, JKKT, modek), a Takke mopakeHUEM OIOPHO-
ABUTaTeNpHOro anmapara

CucteMHBIH CKJIE€PO3, TakXKe Ha3bIBaeMbId cuctemMHoil ckiepoaepmueit (CCJI),
MpEACTaBIsSIET CcO00M  MMMYHOOIIOCPE/IOBAaHHOE  peBMaTuyeckoe  3aboseBaHUE,
xapakTepusyronieecs GuOpo30M KOKHU U BHYTPEHHUX OPTraHOB U BaCKYJIOMATHUEH.

1.8 Knaccupukanus 234

CucTeMHBIN CKJIEpO3 OTHOCHUTCSI K CKIIEPOIEpMHUYECKOM TpyIie Oosie3Hel (Tabmuma 1).
Jlokanu3oBanHas (o4yaroBasi, OTpaHMYEHHAs) CKJIEPOJEPMHSI OTHOCHUTCS K KOXKHBIM
60me3usM. Tpanchopmals 04aroBoil B CUCTEMHYIO SBIISETCS UCKITIOYCHUEM, XOTS €CTh
HEKOTOpbIE€ THCTOMATOJIOIMUECKHE, TATOT€HETUYECKUE U CEPOJIOTHUECKHE OCOOEHHOCTH,
oOuve i JIOKaJUM30BaHHBIX M CHCTEMHBIX (opMm ckiepoaepmuu. llamuentoB c
JIOKAJIN30BaHHOM CKIIepoJiepMHEN cienyeT o0cieoBaTh Ha NPEIMET BO3MOXKHBIX
COMYTCTBYIOIUX PEBMATHYECKUX U ayTOUMMYHHBIX 3200JIEBaHUM.

Ta6auna 1. Crxiieponepmuueckas rpynna 6osie3neii (The scleroderma spectrum of
disorders)

Mopdes
JlokasmzoBanHast JIuneiinas ckieponepmust
cKJiepoaepmus CkiiepoepMust 10 THITY «yap caliei»

JlumMuTHpPOBaHHAS CKJICPOJICPMHSI
Cucremnas ckiepoaepmus | Jluddysnas ckieponepmus
Cxuiepoaepmust 0€3 CKIEPOACPMbI

Kannuveckasi Kaaccu(puKanus cHCTEMHOI0 CKJIepo3a P

e JlumutupoBaHHas popma

e JIuddysuas ¢popma

e CkJaepoaepmus 0e3 CKJIepoaepMbl

JlumuTnpoBanHasi (OrpaHUYeHHAasl) CHCTeMHasi cKkJjepoaepmusi — Oojee
OnaronpuatHbli  BapuaHT Teuenuss CCJ[, dyacto pedrTHpyeT C AJIUTEIBHOTO
TO0OpOKAYECTBEHHOTO  M30JIMpOBaHHOTO (enomeHna Peiino. ITlopaxxkeHue KoXH
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OTpaHUYEHO 00JAaCThIO JHIla U KucTei/cTon. [lo3qHee pa3BuTHe TErOYHON THIIEPTEH3HH,
nopaxkenue JXKT, TeneaHrnoskrasuu, KajdblIMHO3, MOJHBIA uian HemoyiHbld CREST-
cuHapoM. 3aboiieBaHUE AMArHOCTUPYETCS OOBIYHO TIPHU TMOSBJICHUH TPOPUUECKUX
PAcCCTPOMCTB (IUTHTANIBHBIX SI3B) U M3MEHEHUM KOXHU B CpPEIAHEM uepe3 5 JeT mocie
NOSIBJIEHUs CUHApOMa PeliHo.

quddy3nas ckiaepoaepMusi — HeOJAronmpHUATHBINA, OBICTPONPOrPECCUPYIOIIUH,
MOJIMCUHJPOMHBIA BapuaHT SSC, KOTOPBIA BKJIIOYAET. T€HEPATH30BAHHOE MOPAXKEHUE
KOXXHM KOHEYHOCTEH (IIPOKCHMaJIbHEE KOJICHEH W JIOKTEH), JINIa M TyJOBHUINA (TUTOTHBIN
OTEK, WHAYpaIus), TOPAKEHHE BHYTPEHHUX OPraHoB (JIeTKHUX, cepama, modek, JKKT),
oO0IIMe CHMITTOMBI (JIMXOPAaJKa, IOTEPsT MacChl Teja U Ap-)}

Cxueponepmusi 0e3 CKJepoAepMbl — OYEHb PEJIKO AMArHOCTUPYEMas IMAaTOJIOTHS,
XapaKTEepU3yIUascs OTCYTCTBUEM MOPAKEHUS KOXKU. /[MarHo3 CTaBUTCA IPpU HAIUMYHUU
(enomeHna PeitHo, HaXOXAeHUU cielUpUUYEcKUuX s SSC aHTUTEN U XapaKTEePHBIX IS
SSC mpu3HAKOB TOpa)XEHUsT BHYTPEHHUX OpraHoB (JeroyHoro ¢udpos3a, OCTpoit
ckiepoaepmuueckod mnouku, nopaxenus cepaua u JKKT). Kax npaBuino, auarxos
CTaBUTCSI 103KE U MPOTHO3 OOJIE3HU XYKE, UeM IIPU ApYTrux popmax

Cragun CCH:

| - HauanpHAas - BRIABISIIOTCS 1-3 JoKanM3anuu O0JIE3HU.

Il - cragus reHepanu3aluu - OTpPa)KaeT CUCTEMHBIN, MOJMCUHIAPOMHBIMN XapakTep
Iporuecca.

Il - mo3Hss (TepMUHATIBHAS) - KOT/1a UMEETCS YKE HEJIOCTATOYHOCTh OJHOTO MJIH OoJiee
OpraHoB (cepana, JCTKuX, Moyek).

2. METO/JbI, MOAXOAbI U MPOLUEALYPHI JUATHOCTUKH 1234

2.1 luarHocTu4ecKkre KpUTepumn

KanoOb1 U pu3uKaJIbHOE 00C/IeJ0BAHUE

Bce ocCHOBHBIE TIpOSIBIEHUSI CBSI3aHbI C HApPYyIICHUEM MUKPOIUPKYISIIIUA U
UIIEMUYECKUMU HApYIICHUSIMU TOW UITM MHOM JIOKAJIN3allud, a TakKe GuOpo3upoBaHUEM
KOKH U BHYTPEHHUX OPraHOB, OPAXKEHUEM OMOPHO-JBUTATEIILHOTO anmnapara.
IlopaxeHue KOKH: BCTpPEYAETCS NMPAKTUUYECKHM BCErJa W 4YacTO SIBJISIETCS IEPBBIM
npu3HakoM SSc. MoryT HaOII0aThCS CIASAYIONINE CUMITTOMBI:

® [UIOTHBIM OTEK KOXH C JIOKAJIM3alKUEN Ha JIULIE, TYJIOBUILE WK KOHEYHOCTAX. KOXKHBIN
MIPOIIECC MOCIEA0BATENHHO MPOXOAUT CTAAMH TUIOTHOTO OTEKa, MHAYPALUHU U aTpodUH.
® «MackooOpa3HOE JIUIIOY», KKUCETHBIA POT» - KHCETOOOpa3HbIE MOPIIIUHBI BOKPYT PTa;
® OTEK W YIUIOTHEHHUE KOXH majbiieB («puffy fingersy);

® CKJIEPOJAKTWIMS: YIUIOTHEHHE KOXU KHUCTEM C HapacTalollUM OTrPaHUYCHUEM
JBDKEHUW W Pa3BUTUEM KOHTPAKTyp, (POpMHUPYETCS CHMIOTOM «ITHYBH JIAIlbDy.
CxyepoIakTUIus. 1 MacKOOOpa3HOCTh JIMIIAa TTO3BOJISIOT 3aM0A03PUTh IUArHO3 yKe TIPU
MePBOM OCMOTpE MaIMCHTA;

e cKJepeneMa WM OTEK KUCTEH: yBETUUYEHNE MAacChl MATKUX TKaHEH MajbleB PyK, U3-3a
OTEYHOCTH KOXKU, COMPOBOXKIAETCS YMEHBIIEHUEM BBIPAXKEHHOCTHU KOKHOTO PUCYHKA U
pasriaKuBaHUEM CKIaA0K Koxu («puffy fingersy);

® T[OSBJICHUE MOJAKOKHBIX KaJIbI[MHATOB;



® AKpPOOCTEOJM3: JIM3UC KOCTHOM TKaHW JHUCTaJIbHBIX OTIEIOB KOHEYHOCTEM,
IIPEUMYILIECTBEHHO MaJIbIIEB;

® TEJICAHTHOAKTA3UM, YUACTKHU TUIIEP- U JCTUTMEHTAIUN KOXKH, TUTUTAJIbHBIC PYOUYHKU
M A3BOYKM YYAaCTKM 3aMaJCHHUS KOXM HAa KOHYMKAxX MaJblEB WIN MOTEPs BEIIECTBA
MOIyIICYEK MaJIbLIEB

BbipaieHHOCTHh YIVIOTHEHHS KOKHM OLIEHHBAETCS MeTO0M KOKHOI0 CYeTa.

0 — oTrcyTcTBHE N3MEHEHUI

1 — He3HAYUTENIBHOE YINIOTHEHUE KOXKH (KOKa JIETKO COOMPAETCS B CKIAAKY)

2 — yMEpPEHHOE YIIJIOTHEHHE KOXHU (KOXa C TPYJAOM COOMpaeTcs B CKIIAJIKY)

3 — BBIpaXKE€HHOE YIUIOTHEHHUE KOXKH (B CKJIQJIKy HE COOMPAETCS, «TOCKOOOpa3Has»).
N3meHeHus: OLICHUBAIOTCS B TPEX HEMApHBIX 30HAX - JIMIIO, TPY/ib, KUBOT, U 7 MapHBIX
30HaX — Majblbl PyK, KUCTH, IpEIIUIeubs, Ileud, Oenpa, rosieHu, crombl. Cymma
BBISIBJICHHBIX ITOKa3aTesell COCTaBISAET 00NN «KOXKHBIN» cdeT. OnpeneneHue KOKHOTO
cuera MPOBOAUTCS IPU KAKIOM OCMOTpE ManueHTa (He MeHee | pasza B KBapTai), Ipu
TOM OILIEHUBAETCSl €ro TMOJOXKHUTeNbHas (YyMECHBIICHWE YHWCICHHOTO 3HAUCHUS) WIH
oTpuLaTeIbHas (€ro yBeJIMYEHNE) TUHAMUKA.

®enomen Peiino (PP, cunopom Peiino) %34 — nocnenosarensHoe nodeneHue, UaHo3
U MOKPACHEHUE KOHUYMKOB MaJbLIEB KUCTEH W cTom (Tpu (asbl). SBISIETCS OAHUM U3
PAHHUX U YaCThIX CUMIITOMOB (0K0J10 90%), KOTOPBIM MO3BOJISET 3aM0103PUThH OOJIE3Hb.
Bcetpeuaercs B O0JBIIMHCTBE clydaeB SSC, MOXKET ObITh MOJHBIM (Tpex(da3HbIM) WA
HenoHbIM  (1-2  dasubiM). BeicTponporpeccupyromuii 1 HenosaHbld PP sBiseTcs
HEOJIaronpusITHBIM TPOTHOCTHYECKUM Ipu3HakoM. Mimemuyeckue paccTpoiicTBa B
00JTaCTH KOHYMKOB TAJBIIEB MOTYT TMPOSBISATHCA TUTHUTAIBHBIMA pPyOUYMKAMH H
JUTHTAIBHBIMU  s13BaMH. lIporpeccupoBaHne BeAET K Pa3BUTHIO CyXOW TaHIPEHBI,
HEKpO3y KOXXHM W IOJKOXKHBIX MATKMX TKaHeil. IIpomecc HauMHAETCs C JUCTAIBHBIX
(danaHr nanblieB U MOXET PacHpOCTPaHATHCS Ha CpeaHHE (pajlaHTH C MOCIEayIoIIen
neMapkaiend u camoammyTanuei. O4eHb BaKHO B Je00Te 3a00JI€BaHUS ONPEICIUTD!
nepBuuHbld 3T0 OP wnu Bropuunsbli. [lepBuunbii @P sBusgercs camocTosTenbHOU
N0OpOKAaYEeCTBEHHOM HO30JIOTHE, B OTCYTCTBHE PEBMAaTUYECKHX 3a00JEBaHUM,
BTOPUYHBIN -yallle BCEro T'OBOPUT O AeOroTe SSc, XOTSd MOXKET ObITh U CUMITOMOM
apyrux CIICT. duddepenunpoBaTh nepBUYHbI Wi BTOpuuHbId OP M0okHO MeTO1I0M
kamwsipockonuu. [Tpu nepsuunom @OP kanmuispockonuyeckas KapTHHA MOKET ObITh
HopMasbHOU. [lpu BrOopryHOM HaOMIOAETCS pacUIMpeHue, AWaTalus U JECTPYKIHUS
KaluJUISIPOB.

KocTHO-MBIIIEYHBIC NMPOSIBJICHUS — OJHU M3 CaMBIX YacTbIX CUMOTOMOB. ApPTPHUTHI
HexapaktepHsl 1yt CC/l, B To jxe BpeMs 3a00JIeBaHUE MOXKET JIe0I0TUPOBATH C apTpUTa
(onuro-, monuaptputa). MoryT nopaxkatbCsi Kak CyCTaBbl, TaK M MBIIIIbI, CYXOKHUIIUSL.
CHUMOTOM TpEHHUS CYXOXWIMKA — KpEmuTauus MOXKET OIpPEAENAThCS MAIBIIATOPHO Yy
OONBHBIX NMPU AKTUBHBIX CTHOATENBHBIX M PA3rHOATENIbHBIX JBUKEHUSX MAaJbIEB U
KHCTEH; SIBISETCS MPEIUKTOPOM MOCIEAYIOMEro TUPPy3HOTO MOPAKEHUS KOKHU.
XapakTepHbl Ccru0arejabHble KOHTPAKTYpPbI, NPEUMYIIECTBEHHO CYCTaBOB KHUCTEH.
BoBrieuenue MbIII TOPOSIBISIETCS JABYMS BapUaHTaMM: HEBOCHAJIMTENbHAS U
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BOCMAJIUTENIbHAS MHUOMNATUsI — MHUAITUM, NPOKCHUMAJIbHAs MbIIIEYHas ClIaboCTh,
3HauuTenpHOe (B 2 M Oojee paza) noseienne KOK, BocnanurenbHble U3MEHEHUS Ha
anekTpoMuorpadguu U B Ouonrtatax. Moker pa3BUBATHCS aTpo(usi MBIIII, CBSI3aHHAS C
HapyUIEHUEM MOJABMKHOCTU U KOHTPAKTypaMH.

Iopaskenus Jgerkux 12371

B Hacrosiiee Bpemsi onrcanbl B2 OCHOBHBIX BapHaHTa MOPAKEHUS JIETKUX:

* HUHTEPCTULHAIbHOE MOpPa’KeHHe JerkuX NMpU CHCTeMHOM ckiiepose (SSc-U3JI),
KOTOpPO€ MOXET MpOSIBISETCS OABIIIKOM, CYXHM KallIeM, IpOrpecCUpyrome
JbIXaTEIbHOM HEIOCTaTOYHOCTHIO. AYCKYJBTaTUBHO - Oa3anbHas Kpenurauus («TpecK
neutoanay).

® JICroYHasA aprepuajbHasi TUIEePTEeH3UsA (JIAT) MIPOSIBJISIETCS
OBICTPOIPOrPECCUPYIOUIEH OIBIIIKON U MOKET BECTU K PA3BUTHIO «JIETOYHOTO CEPLIay.
AyCKyIbTaTUBHO: aKIEHT U Pa3[BOCHHE BTOPOrO TOHA HaJ JICTOYHOW apTepuu M Ha
TpexcTBopyaToM KiamaHe. Heo6xoaum ckpuHuHr Ha panHee BblsiBieHue JIAIT (OKT,
OXOTr', peatrenorpadust OI'K unu KTBP). [Ipu nono3pennn Ha JIAI' — HanpaBiienue
KapJMOJIOTY JJIA ONpeNesieHUuss HEOOXOAUMOCTH JUIsl KaTeTepU3aluy MPaBbIX OTAEIOB
cepaLa.

YacrtoTa nopaxenus gerkux npu CC konednercs ot 30 1o 90%, HeraTUBHO BIUSIET HA
IPOrHO3 M 3aHMMaeT IEpPBOE MECTO Cpeid HpHuuH cMmeptd U1, B ormnuume oT
uauonatrdeckux M3JI mpu SSc-M3JI rucTomorndeckuii TUIT HE OMPEIeseT MPOTHO3,
M03TOMY OMOIICHS JIETKUX HE UCIIOJIb3YEeTCs IS OLeHKU Mopdonoruyeckoro tuna UIJI,
a TPUMEHSETCS B CIOXHBIX chydasx AuddepeHnaIbHO TUarHOCTUKU C JAPYTHUMH
3200J1€BaHMAMHY MITH OCIIOKHEHHUSAMH, B TIEPBYIO odepe b HHPEKIMOHHBIMU B8],

JUis  ompeneneHus MPOrpecCUpOBaHMs JIETOYHOTO MHTEPCTULMAIBLHOTO (Qubdpo3a
UCIOJIB3YIOTCS (DYHKLIMOHAJIbHBIE JIETOYHBIE TECTHI, MPEXAE BCETr0 (POPCUPOBAHHYIO
xu3HeHHyt0 eMKocTh Jierkux (DXKEJI) u onpenenenue nuddy3noHHOM criocoOHOCTH
aerkux (JICJI, DLCO). Cumxenne ®XKEJI (> 5% 3a 6 mecsues win> 10% 3a 1 ron) u
(wmm) JACJI >10% B Teuenue 1 roga roBoput o mporpeccupoBanuu puodposa u TpeOyeT
vHTeHcu(uKanuu Teparmuu B9,

Iopaxenue KKT - uacteii mpusznak (80% wu 0osiee) U MOMXKET MPOSIBISATHCS
CIIEIYIONUMHA CUMITTOMAMH:

® TOpaKCHUE MUINEBOJA: aucharus, 3aTpyJHEHUE TIIOTAHUS TBEPIOU MHUIIHN, TYBCTBO
KOMa 3a TPYAMHOW TOCTe €nbl, W3Kora, nuimeBoj; bapperra, pedmtokcHas 00e3Hb.
CHUMOTOMBI YCUITUBAIOTCSI B TOPU30HTATILHOM TOJIOKEHUU;

® TOPAKEHUE JKEIyAKa - OO B OMUTACTPUH W OBICTPO HACTYIMAIOIIEE YYBCTBO
HACBIIICHHSI BCJICICTBHE HAPYIIICHHS dBaKyalluu COJICPKMMOTO JKeITy IKa;

® CUHAPOM MambabCOpOILIMU: METEOPHU3M, CTeaTopes, YepeAOBaHNE 3allOPOB U JIHAPEH,
noTeps Beca,

® TOPAKECHUE TOJICTOTO KHUINICUYHUKA: 3aMOPbI, HeIepKaHUE Kaja;

® KEITYJOYHO-KUIIEYHBIC KPOBOTEUCHHUS (PEIKOE OCIOKHEHHE).



Ilopaxenue cepaua TMpOSBISIETCA AaPUTMHUSAMM, MOXKET PAa3BUTBCSA CEplEYHAsd
HEJO0CTaTOYHOCTh BClEACTBUE (UOpo3a MHUOKapJa M pa3BUTUS JIETOYHOTO CepAla.
Heuacto BcTpeuaeTcss MUOKapIUT U IIEPUKAPINT.

ITopa:kenne mo4YeK BCTpedaeTcs pexe, dYeM mnopaxkeHue Jserkux u KKT.
CkrepoiepMUUecKuid TTOYeHHBIM Kpu3 pa3BuBaetcs y 5—10% OOJbHBIX, MPOSBISIETCS B
Bujie OITH, 3nokauectBeHHOM Al'. SIBIs€TCS CEpbE3HBIM U MTOTEHIIMATIBHO CMEPTEIbHBIM
ocioxxuenuem CC.

Kputepuu auarsosa

JIMarHOCTHYECKMX  KpUTepHeB  HeT.  JIuarHo3  CTaBUTCS HAa  OCHOBAHMH
KnaccupukanuoHHelx kputepres SSc¢ ACR/EULAR [ (ta6n. 2), mns gocroepHOro
nuarHo3a SSc goctaTouHo HaOpaTh 9 OanioB

Tadamnuna 2. Knaccupukanuonubie Kpurepun cucreMHoro ckiaeposa ACR/EULAR
(6]

Iapamempuor Bapuanmu bannn
NPU3HAKO8
VYTonmeHue KOXM HalblieB 00€UX pyK | -
MPOKCUMaJIbHEE MSICTHO-(DATAHTOBBIX CYCTAaBOB 9
(OCTAaTOYHBIN KPUTEPHIA)
YTOmNIIeHrne KOXH MaibleB OTexk mambleB 2
(TonbKO OOMBITUIA OaLT) CxJiepoakTUInA 4
najabIeB pyK
nuctanbaee [1OC
[TopaskeHnst KOHUUKOB MAJIBIICB JTUTUTAIIBHBIE SI3BOYKH | 2
(TonpKO OOIBITIHI OasT) JTUTUTAIIbHBIE pyOUnKy | 3
TeneaHrno’KTa3un - 2
Kanmmnspockonudeckrue N3MEHECHHUSI - 2
JIAT w/umu U3JT (makcumym 2 6anna) JIAT 2
N3J1 2
denomen PeitHo - 3
Crnenuduunbpie ayToaHTUTENA 1151 SSC ALIA, antu-Scl-70, AT | 3
(makcumym 3 banna) k PHK-nonmumepase 111

OcHoBHbIE JladopaTopHbIe HccaegoBanus Pl

e OAK (yBenmmuenue COD, yMeHbIIIEHUE T€MOTJI00MHA, SPUTPOLIUTOB);

e OAM (runocreHypusi, IPOTEUHYPHS, YMEHBIICHHUE YIETbHOIO BECa MOYH, TIOSIBIICHUE
LWJIMH]IPOB);



e buoxumuueckuit ananu3 kpoBu (AnT, AcT, KOK, obmuii Oenok u ¢pakiuu,
IJII0KO3a, KpeaTMHWH, caxap, MoueBas kuciora, ompeaeinenune MHO, onpenenenue
YpOBHS BUTaMUHa «/[») - 111 BBISIBICHHS] OPraHHOW HEJJOCTATOYHOCTH;

e AHA, AHO® — AHTUHYKJICAPHBIE aHTHUTENA METOA0M HEPSAMOU
UMMYHOQII00pECLICHIIMK Ha Ki1eTouyHOoU uHun HEp?2 - moBeIlIeHnEe TUTPOB aHTUTET,

e Scl-70, ALIA, x PHK-momumepaze III - ompenencHue creruuuHBIX aHTUTEI
METOJIOM UMMYHOOJIOTA;

— AIJA accouuupyloTcsi C JUMUTUPOBAHHBIM TMOPAKEHUEM KOXH, TUTHTAIbHBIMU
SA3BaMM, KaJbIIMHO30M MSTKUX TKaHeu. J{ms Hocurenedt AILIA xapakTepHO pa3BUTHE
CREST- cunapoma, uzonuposannoit JIAT (110 20%), TS¥KEIOT0 MOPAKEHUS KETYJOUHO-
KHIIIEYHOTO TPAKTa, HO HE BOZHUKAET TsHKEIIBIH JISTOUHON (HhUOpPO3.

— Hammuame  Scl-70  xapaktepHo st dCSSC, dYacto  BO3HHMKACT — TSDKEIIOE
MHTEPCTUITUATBHOE TIOPAKEHUE JIETKUX.

— Aumumena npomue PHK-nonumepaswi 111 - 06HapykUBaOTCs y marueHToB ¢ dcSSc u
MPEJICTaBISIOT CO00M (haKTOp pUCKa OYEUHOT'O KpHU3a.

e  lccrnenoBaHue CyTOUYHOM NPOTEMHYPHUH, CKOPOCTU KIIyOOUKOBOM (pMIIbTpAIUK IS
YTOYHEHHSI (PYHKIIMOHAIBHOTO COCTOSIHHSI OYEK M KOPPEKIIHH TEPATTHH.

JlonmosiHUTE ILHBIE JIAOOPATOPHbIE UCCICI0BAHUS:

e COD u CPb BBICOKOUYBCTBUTEIBHBIM METOJIOM B JUHAMUKE — OLICHKA MPOBEACHHOTO
JICUCHUS,

e IMMYyHOOJIOT Ha CHCTEMHBIC MOPAXKCHHUS COeAUHHUTEIbHON TKaHu (DNA, THMCTOHBI
nykineocombl, CENT A, B, U- RNP, Ro SS-A, La SS-B, Ku, Fibrillarin) — mns
MPOBEICHUS TU(PIUATHOCTUKH.,

OCHOBHBbIC HHCTPYMEHTAJIbLHBIE HccaeaoBanus 10

e Cnupomerpus c onpenencHue OXKEJI nis BbISIBICHUS CTEIEHU MOPAXKEHUS! JIETKUX
Y BBISBJICHUS MIPOTPECcCUpOBaHus jJerounoro guodposa 2 pas B roa. (Y B).

e Omnpenesenne audpdy3uonHoin cmocodHoctu Jérkux (JACJI) — BO3MOXHOCTH
JUAarHOCTUPOBATh PAHHUE CTAUH MOPAXKEHUS JIETKUX U BBISBISATH IPOTPECCUPOBAHUE
neroyHoro ¢ubdpo3a - 2 pa3 B roa. (Y B).

e UccaenoBanue mnumeBoaa (MaHOMETPHSI WM PEHTTEHOCKONMS MNHUIIEBOAA C
KOHTPACTHOM Maccoil uian GudpoOracTpocKonus) - J1Jjsi OLUEHKU NMEePUCTATbTUYECKON
aKTUBHOCTH W TOHYCAa HIKHEro C(QUHKTEpa THUINEBOJA, BBISBJICHUS THUIOTOHUH,
ractpoa3odareanbHoro pedirokca, 330¢aruta u ap 1 pas B roa. (Y B).

e JKI' u 9XO-kapauorpadusi 111 yTOYHEHHS KapAUAJIbHOW MATOJIOTUU: HAPYIIEHUI
pUTMA ¥ IPOBOAUMOCTH, OYaroBbIX N3MEHEHUN MHUOKapAa, MOPAXKEHUN MepuKapaa, 1is
OIICHKW (YYHKIIMM MHOKapJa, M3MEPEHUs JaBJICHUS B JICTOYHOU apTepUU, UCKIIIOUCHUS
JIAT 1 paz Broa. Y/ B.

e YiIbTpa3ByKOBOe MCCJIeIOBAHUE KHMCTel — JUIsl JUAarHOCTUKU KOCTHO-CYCTaBHBIX
MOPAXKEHUM, OMNpeAesIeHUs] Hajduuusi CUHOBUTOB (ompexaeneHue aktuBHoctu CCJ),
muddepennmansHoi nuarnoctuku. (Y C)

JIOHOJ’IHHTGJ’ILHBIG HHCTPYMEHTAJIbHbIC HCCJICI0OBAHUSA .
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e X0JITEPOBCKOE MOHMTOPHUPOBAHME ISl YTOYHEHHS HapyIIEHHs pUTMA U
IPOBOJAMMOCTH, Ha3HAYAETCS IPU HANM4MK HapymeHuii Ha OKIT'.

e YiabTpa3ByKOBO€ HCCJIeJOBAHHE OPIOIIHON MOJOCTH, NMOYEK — i1 OLICHKU
MOpakeHUsi BHYyTPEHHUX OPTaHOB

e PenTrenosiornyeckasi JeHCMTOMETPHUSl: JUArHOCTUKA BTOPUYHOIO OCTEOINOPO3a
lpa3 B roa.

e MPT: 111 yTOUHEHHS CTENEHU TOPAKEHUSI BHYTPEHHUX OpraHoB. MPT Jierkux Moxxet
IIOMOYbE B quartoctuke SSc-M3J1

o MyabTucnupanbuasgs KT (MCKT) - nuarnoctuka nopaxenus jgerkux (JIAI u U3J1).
[Tpu crabunpHoM coctostunn MCKT mpoBogutcst 1 pa3 B 2 roaa, mpu yxyAlIeHUH
(ycunenune oppimiku, cHmkenue @OXKEJI u JICA) - BHe 3aBUCUMOCTH OT CpPOKOB
MpoBeAeHUs npeasiayiero uccaeaoBanus. (Y /1 A).

e PenrreHorpagusi Kucrei Juisi yTOUHEHHS OPAKEHUS CYCTAaBOB, HAIMYMS KOCTHOU
JNECTPYKIIUH, aKPOOCTEO0JIN3a, KaIblIMHATOB. [lainenTaM ¢ mpu3HakaMu CUHOBUTOB WJIN
(yHKIMOHATBHBIX HAPYIICHUN CyCTaBOB PEKOMEHI0BAaHO NPOBEJICHNE PEHTTeHOTrpadun
cooTBeTcTBYIONMX cycTaBoB. (Y C)

e Penrrenorpagus opraHos rpyaHoM KJIeTKH: nauveHTtaMm, noiaydarommuMm ['MBT ne
pexe 1 pa3a B 6 MecsleB sl HCKIIOYEHUS! HHPEKIMOHHBIX MOPAKEHUH JIETKUX, TPEXKIE
BCEro TyOepKyJiesa.

¢ BujeokanuaisipocKonusi HOrTeBoro Jioxka (IIpy OTCYTCTBUM) - SIBJIIETCS «30J0ThIM
CTaHAapTOM» JIuarHocThku u audauarHoctuku @OP. [lomoraer oreHKe aKTUBHOCTHU
npouecca, gudauarHoctuke ¢ apyrumu  CIICT. Xapakrtepueimu s SSC
KaNWJUISIPOCKOMUYECKUMU U3MEHEHUSAMMU SIBIISIFOTCS: CHHXKEHHUE TIJIOTHOCTH KaIlWJUISIPOB,
«KYCTOBHJIHBIE» W PACIIMPEHHBIC KAMWILISPhI, aBaCKyJsIpHbIC 30HBI. MeTon obnamgaeT
BBICOKOM  YYyBCTBUTEIBHOCTHIO U  CHEUU(PUYHOCTBIO W BXOJUT B  YHUCIO
kiaccuukannoHHbIx kputepues (Y A)

IHoka3zanus 11 KOHCYJIbTAIMM CTIEIIHAJIMCTOB:

® KOHCYJbTAUMS JepMaToBeHepoJiora — auddepeHunanbHas [IUarHOCTUKA C
04aroBO# CKJIEPOJIEPMHUEN, BACKYJIUT C MOPAKEHUEM KOKH, CIU3UCTHIX;

® KOHCYJbTALUMA IYJbMOHOJIOTa — Au(QepeHuraabHas JUarHOCTUKA MOpaKeHUs
JIETKHX;

¢ KOHCYJbTAUMs KAPAHO0JIOra — [IpU nopaxeHuu cepaua u JIAL

e KOHCYJbTALUs HeBponaroJiora — npu nopaxennu LTHC;

e KoHCYJbTamus HedpoJsiora — npu nopaxkenuu nouek (OITH, XITH);

e KOHCyJAbTaUMA ¢pTU3NaTpa — quddepeHnranbHas AMarHoCTUKA MTOPAXKEHUS JIETKUX,
HazHaueHue [ UBT;

® KOHCYJbTAUMS AHTMOXHUPYPra — JUIMTEIbHO HE3aKUBAIOILME S3Bbl HA KOHEYHOCTSIX;
® KOHCYJbTAUMS XUPYpPra — pa3BUTHE OCTPOTrO JKHUBOTA, MKEITYJOUYHO-KHUILIEYHOTO
KpOBOTEUEHHMsI, TPOBE/ICHUE OUOTICHH;

® KOHCYJbTALUMA OHKOJIOTA — IIPU MTOJI03PEHUH Ha OHKOJIOTHYECKOE 3a00JIeBaHuUE;

® KOHCYJbTALHUA FaCTPOIHTEPOJIOra — IMPU IPO3UBHO-A3BEHHOM mnopaxeHun KKT,
kpoBoteueHnu JKKT.
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2.2 JInarHocTHYECKUii 2IrOPUTM PAHHEr0 CHCTEMHOro cKiepo3a (11141

Hcnons3oBanne kinaccudukamuonusix kpurepueB ACR / EULAR 2013 r wyacto
MO3BOJISIET MOCTAaBUTh JAMArHo3 juiib npu pazsepHyToM CC. C 1enbio AMarHoCTUKHA Ha
Oosiee paHHeM dTane (MPEAKIMHUYCCKON CTaauu OOJIE3HHM) OBbLT OCYIIECTBIICH MPOEKT
EUSTAR wu paspa6oran amropurm VEDOSS (Very Early Diagnosis Of Systemic
Sclerosis — «OueHp paHHUMIA IMAarHO3 CUCTEMHOTO cKiepo3a) (2. Anroputm BKmIOuaer
nBe crtyneHn auarHoctuku (cxema 1). Ilpw Hammumm «xpacHbIX ¢uiaroB» (heHoMeH
Peiino w/unu oTek manplieB KUCTH) MAIlMEHTHI HampasisitoTcs Ha TectupoBanne ANA u
kamwusipockonuto. Ecim ANA  MO3UTHBHBIE — HAOpaBJSIIOT K PEBMATONOrY U
uccnenytot Scl-70 u ALIA. Tlpu no3utuBHbIX AT u\nin XapakTEepHBIX H3MEHEHUSX Ha
KalWUIIPOCKOIIMU BBICTABIISIETCS IMArHO3 «0UeHb paHHero SSC». KoxHbie mposBiieHus
MOTYT €1lI€ HE Pa3BUTHCA U ONpeieJIeHHas KIIMHUYecKas popMa erie He chopMHUpoBaIach
[141 TTanuenT nepexomut Ha 2-10 CTyHeHb U HANPABIISAETCS HA MAHOMETPMIO MTHILEBO/IA,
MCKT u 3XOKI'. Eciin ecTh XapakTepHble U3MEHEHUSI — YCTAHABIMBAETCSA JIMATHO3
«PanHunit SSc».

Cxema 1. AJIrOPATM JHATHOCTHKH PAHHET0 CHCTEMHOTO cKJepo3a [121°]

Ilopo3penne - HaIMYUE KPACHBIX (MJIATOB:
o ®enomen Peiino u/mnu otek nanwiieB kuctu (Puffy fingers)
e Onpenenenne ANA 1 HanpaBlieHHE K pEBMATOJIOTY

\

Jlnarsos oueHb panHero SSc (very early SSc), 1 crynenn
e Karmmmnsipockomus, onpenenenue ALIA u Scl-70
eEcnu ANA u/unu KanuuisipoCKOIuUs MOJOKUTENbHbI —yCTAHABIMBAETCS AUArHO3
«OueHb paHHUHN SSc», mepexoa Ha 2 CTYIEHb

\

J{uarno3 pannero SSc (early SSc), 2 cTrynenp
e Manowmetpus nuieBoja (3PI'JIC), MCKT, 3XOKI
e Ecnu ecTb XapakTepHble U3MEHEHUS - YCTaHABIMBAETCS quarHo3 «Panauit SScy»

2.3 luppepenunanbupliii auarnos

Juaznos Obocnoeanue onsn Ooécneoosanusn Kpumepuu ucknouenusn
oughghepenyuanvnoi ouaznosa
OUAZHOCMUKU
IlepBuyHBIiA Hamnuue ©P Kannmnsipockonust | OTCyTCTBHE «KYCTOBHIHBIX» U
¢dbenomen Peiino PaCIIMPEHHBIX KalUJUISPOB,

aBaCKYJIIPHBIX 30H, OTCYTCTBUE
cnenuduyecknx anruten (Scl-70,
AIIA, x PHK-nonmumepase I11)

[Tapaneomnactu | UHaypanus KOxu, MPT BHyTpeHHHUX | 3aKJIIOYEHHE OHKOJIOTra, JaHHbIE
yeckas apTpaJIruy, OpPraHoB, KOMIUIEKCHOTO 00CIeI0BaHuH,
OnpeieTIeHUe OTCYTCTBHE CTIEIIM(UIECKIX

11




(BTOpHYHAs) MOPAKCHUE OHKOMapKepoB, aatuten (Scl-70, ALIA, xk PHK-
CKIIEpOJAEPMHUS | BHYTPEHHUX OPraHOB | KOHCYJbTAIUs nosnmMmepase I1I)
OHKOJIOTa, OMONCHS
CKB CycTaBHOU CUHJIpOM, | OTpeIeIeHUE [TozutuBnocts mo acIHK,
KOYKHBII CUH/IPOM, CIIEKTpa aHTUTEN OTCYTCTBHE ClIelU(PUIECKUX
BO3MOXHBIN OP, (uMMyHOOII0T) antuten (Scl-70, ALIA, x PHK-
MOJIMOPTAaHHOCTh noaumepase III)
MOPAKECHUS
Pesmarounnbiii | CyctaBHOU cuHApoM, | OmnpeneneHue [To3zutuBHOCTH, ALILIII,
apTpUT BO3MOKHBII OP, ATIII, OTCYTCTBHE CrIen(PUIECKUX
MOJIMOPTAHHOCTD peHTreHorpadus aatuten (Scl-70, ALIA, xk PHK-
MIOpaXXECHUS KHCTEH, nosiumepase 11I), s3po3uBHbIIT
onpeneseHue apTpuT
CIIEKTpa aHTUTEI
(uMMyHOOJIO0T)
Cungpom VIIIOTHEHUE KOXKH, KT 6prouHoii KapnukoBslii pocT, caxapHbIid
Bepuepa «MackooOpa3HOCTh MOJIOCTH, nuaber 1-ii Tun, otcyrctBue OP,
T, CyKEHHUE CEJIEKTUBHAs HaJM4HE OMyXOJIn
POTOBOTO OTBEPCTUSA, | aOJOMHHANBHAS aH | MOKEITYAOYHON HKele3hl,
TEJIEaHTMOIKTA3HH, ruorpadus OTCYTCTBHE CIIeU(DUISCKUX
SI3BBI KOJKH aatuten (Scl-70, ALIA, xk PHK-
nosmMmepase 11I)
Ckrnepoaepma WHIypalus KOXHU B buornicus u OtcytctBue ®P, orcyTcTBHE
Bymike obJyacTu nuIa, meu, rucroxumuueckue | crienuduueckux anrturen (Scl-70,
MIJICYEBOIO Mosica HCCIICIOBAHUS AIIA, k PHK-nomumepase I1I).
['mcroxumuuecku -
MYKOIOJINCAXaPUJ]

3. TAKTHKA JIEYEHUS HA AMBYJATOPHOM YPOBHE [1151830-32,39-43,46,47]
3.1 HemeaukaMeHTO3HOE JICYCHHE

e y30eraTh MCUXOIMOITMOHAIBHBIX HATPY30K, X0JI0/1a U BUOpAIIHiA;

® ISl YMEHBIIIEHHUS TTPUCTYIIOB Ba30cma3Ma PEKOMEHI0BAHO HOIICHHUE TETIJION OJCHKIbI,
OTKa3a OT KypeHHs, MOTpeOaeHus: KohernH- COJePKaIIUX MPOAYKTOB, N30erath rnpuemMa
CUMITATOMUMETHKOB U OeTa-apeH00I0KaTOPOB;

e 00yueHUE OOJHHBIX U MPUMEHEHUE METOJIOB PeaOUITUTAIUY.

3.2 MeaukaMeHTO3HOE JIe4YeHHe:

Llenu neuenus:

® CHIDKEHHE aKTUBHOCTHU U TIO/IABJICHUE MPOTPECCUPOBAHUS OOJIE3HU;

e npodusakTuka 1 JedeHue peHomeHa (cuaapoma) PeitHo U coCyAUCTBHIX OCIIOKHEHU;
e npoduiaKTUKA U JICUCHUE BUCIIEPATILHBIX MPOSBICHUN OOJIC3HHU.

JleyeHue n0KaIM30BaHHOM (0YAaroBOM) CKIEPOJACPMHUU TPOXOIUT Y IEPMATOIIOTOB.

Pexomennanuun (EULAR, BSR u BHPR) mno JieyeHMI0 JMMHUTHPOBAHHOIO H
au(p¢y3HOro CHUCTEMHOro0 CKJIepo3a CrpYNIUPOBAHBI C YYETOM JOMHUHUPYIOLIEH
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https://ru.wikipedia.org/wiki/%D0%9A%D0%BE%D0%BC%D0%BF%D1%8C%D1%8E%D1%82%D0%B5%D1%80%D0%BD%D0%B0%D1%8F_%D1%82%D0%BE%D0%BC%D0%BE%D0%B3%D1%80%D0%B0%D1%84%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%90%D0%BD%D0%B3%D0%B8%D0%BE%D0%B3%D1%80%D0%B0%D1%84%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%90%D0%BD%D0%B3%D0%B8%D0%BE%D0%B3%D1%80%D0%B0%D1%84%D0%B8%D1%8F

[MaToJIOTUH 110 CUCTCMaM OpPIraHOB HJIN HanoOoee THKEIBIM KIMHHUYECKUM CHUHApOMaM

(tabm. 1).

Taomuna 1. PexkoMeHaanmuu 1o JieYeHUIO) JHUMHUTHPOBAHHOTO M auddy3Horo
CHCTEMHOTO CKIepo3a (115~ 18:30-32:39 - 43.46,47,48,49]

ITaTosorus

JlekapcTBeHHBbIE CPeICTBA

dcSSc

HNmmyHocynpeccuBHbIe npenapatbl: MetoTpekcat (Y]l B), mukodenanara
moderun (Y B) unu BayTpuBenHo uukinodocpamun (Y C), w/mmm 'KC B
MaKCUMaJIbHO HU3KOH J03€ JJIs NOJaBJIEHUS] CUMIITOMOB U IPH TILATEIbHOM
monutopunre ¢ynkmuu mnouek (Y[ C). Hasnauenme wmukodenanara
ModeTuna cieayeT paccMaTpuBaTh MOCE Tepanuu HUKIopochaMuiom i
NoJICp KaHuUs YIIydlleHus ckiepo3a Koxxku w/mmn pyakun nerkux (Y] C).
IIpu HeadexkTHBHOCTH Tepanuu BO3MOXKHO Ha3HA4YE€HUE TOLMIM3yMalda,
puTyKcuMada 1o peneHuo Komuccuu/Koncumyma (odd neitodn).

Cocyabr:

- cunapoMm Peiino

- JUTHTAJIbLHbBIE
AI3BBI

- HEKPO3bI

Baokatopsl kaabiueBbIXx KaHaimoB (AK) o007a1al0T  OTYETIMBBIM
AQHTUUIIEMUYECKUM JIEHCTBUEM HE TOJIBKO B OTHOLICHHH NepuepHuecKoHn,
HO W BHUCIIEpaJIbHOM aronoruu (erkue, cepaue, mouku) (Y A). Ipsameimu
MOKa3aHUSAMU K WX HAa3HAUYCHUIO SIBISIIOTCS CUHApPOM PeitHO, jerouHas u
peHallbHAas TUIEPTEH3UU.

HNuruduropsl pochommdcrepassl 5-ro tuna (MUD/3-5). Cunnenapun u
taganadun npumensrores npu Headdexkrusaoctu AK (VI A).
IIpocTanonabl 17151 BHYTPUBEHHOTO IPUMEHEHUS HA3HAYAIOTCS IS JICUCHUS
BhIpakeHHOTo cuHApoma Peiino mpu HeaddektuBnoctu AK (Y B). Ho
Hayaja JICYCHHsS MPOCTAHOHMJAMH Y BCeX OONBHBIX CJIEIyeT TIIATeIbHO
OLICHUTH KapAHOBACKYIISIPHBII PUCK.

[Tpu TsHKETBIX aKTUBHBIX H3BSI3BICHUSX MAIBLEB HA3HAYAIOT AHTATOHUCTHI
peuentopoB 3HaoTeanHa-1 (APJ-1). bosenran mnpu HedIPPEKTUBHOCTH
AQHTAaroHUCTOB Kanmpliusg U mnpoctanouaoB (Y B). Pexomenmyercs
©KEeMeCAYHO KOHTPOJHpPOBaTh YPOBHU TpaHCaMWHA3 U OunmpyOuHa.
XKenmmnam, npuHHMaromMM  Oo3eHTaH, HeoOXoguMa  HaJeKHasd
KOHTpALIETIUS C Y4ETOM BO3MOKHOTO TepaToreHHoro ¢ dexra (Y] C)
TpeTbst TUHUA TepanuM BKIIOYACT: CEIIEKTUBHBIE HHTHOUTOPHI OOPAaTHOTO
3axBaTa CEpPOTOHMHA, 0-Oy0KaTopbl U Tepanuto cratuHamu (Y[ C).
IMpenapartel, nogaBJsiiomue arperauuio Tpomoountos (Y]] C)
Hecreponanbie nporuBoBocnaauTeabHbie npenaparbl (HIIBII u cnaGeie
onmuouAbl (TpaMagoi) MPUMEHSIOT B aJIeKBAaTHBIX J103aX JJS YMEHbIICHUS
6ozeil npu aurutanbHeix s3Bax (Y C).

Koxa: ObICTPO
NMporpeccupyoas
HHIYpauus

Metotpekcar (Y A).

1581071

MukodeHos10Basi KHCJI0TA IPUBOJIUT K CHIDKEHUIO KoxHoro cyera (Y] B)

I'mokokoprukocrepouabl (I'KC) mnokazansl mpu  OporpeccUpyrouemMm
mudPy3HOM TOpaKEHUH KOXH U JAPYTHMX KIMHHYECKUX TPU3HAKAX
BocrnanuTenbHo akTuBHOCTH (V]I C).

KoctHo-cycTaBHas
cucTrema:

- apTpUT

- MHO3UT

- KOHTPaAKTYPbI

Mertorpexcar unu nedpaynomua (Y C) B Buae MoHOTEpanuu mnpu oOriei
HU3KOH aKTMBHOCTU OOJE€3HM WM B coueTaHuu ¢ HU3KuMH no3amu ['KC.
[TpumeHsieTcss ¢ OCTOPOKHOCTHIO TIPU OJHOBPEMEHHOM MOPAKEHUH JIETKUX
(MeroTpekcar).

[Ipn HeaPpexkTuBHOCTH Tepanuu BO3MOXKHO Ha3Hau€HUE PUTyKcHMaba IO
penieHnto komuccuu/koncmmyma (odd neiion) (V1 C).

IHopaxeHue MbIILIIL

I'KC B no3ax HuXke, 4eM MpPHU WIUONATHYECKUX BOCHIAIUTEIIBHBIX MUO3UTAX,
Tak Kak Bbicokue 03l ['KC Moryr mnpoBouMpoOBaTh pa3BUTHE
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ckieponepmudeckoro mnoyeunoro kpusa (Y[ C). Ilpm HemoctatouHOM
apdexkre or monorepammu ['KC pexomenmayercs komOuHamuss ['KC ¢
merotpekcatom (Y] C).

Jlerkue:
n3J1

JIAT

Huxnodochamun (Y A). InutensHocTh Kypea LI® nomkHa ObITE HE MEHEe
6 mec. (Y C).

ITpu nHespdexTuBHOCTH WM HemepeHocuMocTu Tepanuu LD Bo3MOKHO
MIPUMEHEHUE APYTUX UMMYHOCYIPECCUBHBIX MIPErapaToB:

MM® (V] B) unu

I'KC: npeaHu3oioH B coueTaHUM ¢ UMMYHOCYIPECCUBHBIMH IIpernapaTamu
(YOO

BHYTpUKJIETOYHBIH HWHIHOUTOP THPO3ZMHKHHA3 — HUHTEAAHUO TMpHU
mporpeccupoBanuu JjieroyHoro (ubposza y mammeHTtoB ¢ SSC — U3J1 wu
ueaddexruBaoctu Tepanuu (Y A, [1, 41,48,49]).

[Tpu HEAPDEKTUBHOCTH Tepanuu BO3MOKHO HAa3HAUCHUE PUTYKCHMAabda 1o
petiennio komuccuu/koucuanyma (odpd neiton) (V7 C, 48,49).

Cpeocmea mepanuu JIAI' cornacHO COOTBETCTBYIOIIEMY MTPOTOKOITY

Cepaue

Tepanus nopaxenuil cepana (MHOKApAUT, Kapauo¢udpo3, - HapylIeHUus
PHUTMA) COIIACHO COOTBETCTBYIOLIEMY IPOTOKOIY

KKT

Tepanus nopaxenuit XKKT (peduioke-330parut, cTpukTypa nuieBoaa,
HAPYIIEHUS BCACBIBAHMSI) COIJIACHO COOTBETCTBYIOLEMY IIPOTOKOIY

IMouku:

Tepanus nopaxeHHU NOYEK COrITaCHO COOTBETCTBYIOLEMY ITPOTOKOILY

IlepevyeHb OCHOBHBIX JieKapCTBeHHBIX cpeacTB (MMewmmx 100% BeposAITHOCTH

NPUMEHEHUs):
Dapmako- Meostcoynapoonoe Cnocoo npumenenusn Yposenw
mepaneemuyuecKkas | HENAmMeHmoeaHHoe O0oKazameinb-
cpynna Haumenoganue JIC Hocmu
AxTuBHbIi dCSSC (nuddy3HbIii cHCTEMHBII CKJIEPO3)
[TpotuBoonyxoneso | Lluknopochamun nepopaibHo B 103ax 1 mr/kr/aens | Y- C
e CpEeACTBO, - 2 MrI/Kr/geHn, IJIATENBLHOCTH [1-3,15-22,24,48]
AIKUIUpYIOILee Kypca He MeHee 6 MecsI1IeB
COCIMHEHHUE. WIH
ITpotuBoonyxoneBo | MertoTpekcar Buytps, B/M, 1015 mr/B Henemo | V]I — B 131522, 48]
e CpeACTBO, JUIATENIEHBIM KypcOM HE MeHee
aHTUMETa0O0IUT 6mec
WIN
NmmyHoaenpeccuBH | MukogeHonoBas Buytpp 1000 wmr/cyr. (B aBa | Y —-B
0€ CPEJICTBO KHCIIOTA npuéma), 1o 2000 mr/cyr. (B nBa | [1-315-22.25,48]
npuémMa) B ciaydae Xoporei
NEPEHOCUMOCTH, B TEUYEHHE Kak
MUHHMYM |2 MecsneB
I'KC [pesHU3010H BuyTps, 110 2,5-15 Mr (Menee 0,5 | V]I — C 1131522201
Mmr/kr/cytku) 1 pa3 B JeHb
uu JUIUTEIIBHO
MetnnnpenHu30JI0H | nepopanbsHo: 4-12 Mr neHs V]I C B15-22

HHTepcTHIIMAIBHOE OPAaXKeHHe JErKUX (J1erouHblii pudpos)
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I'KC MPETHU30JI0H Bayrpp mo  5-15  wmr/mens | Y- C
JUTHTENEHO [1-3,15-22, 27,28]
[TporuBoomyxoneBo | [ukmodochamug nepopaikHo B go3e 1 — 2 | YI-A
e CpeACTBO, MI/KT/JIeHb, JUINTEIBHOCTh Kypca | 131522 26.48]
IKHITUPYIOILee HE MeHee 6 MecsIIeB, BRIOOp MyTH
COCIMHEHHUE. BBCJICHUS B 3aBUCHMOCTH OT
W 3¢ (HEeKTUBHOCTH u
MIEPEHOCUMOCTH TIpernapara
NmmynonenpeccuBH | MukodenonmoBaskuc | Bayrtps 1 r/cyt (B aBa mpuema), | Y B
0€ CPEICTBO noTa yBenmumBas ee 10 2—3 r/cyT (B aBa | [1315-22,25,48.49]
npueMa) B CiIy4ae XOpouien
Hi HEPECHOCHMOCTH, JUIMTEILHO HE
MeHee 6 Mec.
I'KC MeTwinpeaHnu300H | nepopaiibHo: 4-12 Mr 1eHb V]I C B15-22

Tepanus JIAI corinacHO COOTBETCTBYIOIIEMY POTOKOJIY

Ilopa:keHue K0kKU: OBICTPO NPOTrPeCcCUPYIOIIAS HHAYPAIUSA

[IpoTtuBoomnyxonieBo | Merorpekcar BuyTpb nim B/M: 110 10—15 mr/cyr | V] A 131522, 48]
e CPEICTBO, JUINTEIbHBIM KypCOM HE MEHee 6
AHTUMETa0O0IUT Mec
WIN
NmmyHogenpeccuBH | MukodeHomoBast 2-1  nuHUsS  Tepanud  npu | Y- B
0€ CPEICTBO METOTpPEKCAT-PE3NCTEHTHON [13,15-22, 25, 48]
KucioTa reHEPAIM30BAHHOM  IIOPaXKEHUH
KOXd. Buyrpp mo 2 r/cyr
MPUBOJIUT K CHIKEHHUIO KOXKHOTO
cyera
I'KC IIpeanusonox nepopanbio: 0,52 wmr/kr gens | V]I C 131522 26]
(makc. 60 Mr/aess), B TeueHue 2—
W 4 Hemenb, C TOCTENEHHBIM
CHU)KEHHUEM JIO3UPOBKHU
I'KC MerunnpenHu3onon | mepopambno: 4-40 wmr gems, B | Y] C 3152
TEeYCHUE 24 HEJleNb, c
MIOCTENIEHHBIM CHI)KEHHUEM
JTIO3UPOBKH
®eHomeH (cuHApPOoM) PeiiHO U I3BeHHOE NMOpaKeHne NaJbleB
1-s muaus tepanuu | Hudenunun BHyTps, TabJIETKH c| YIA
bnoxatop IIPOJIOHTUPOBAHHBIM [1.3,15-22, 28,29, 48]
KaJILITUEBBIX BbICBOOOXAeHHEeM 10 30 mr/cyT 1
KaHaJIoB pa3 B JIeHb, UEpPE3 UEThIpE HEENN
yBenmuuuBas 10 60 wmr/meHr B
WA TeyeHue 12 Heaenp Wi OOBIYHEIE
tabnetkn mo 10-20 mr 3 pasza B
JI€Hb
biiokarop AMnoaunuH Buytps, 10-20 mr 1 pa3 B aeHb V]I A 11:315-22,2829]
KaJIbIIUEBBIX 1-g nuHug Tepanuu
KaHaJIOB WITH
2-51 muHus | Cunnenadun Baytps no 20 mr 3 pa3sa B cytky, | Y/ - B
WNuruburop pu Hed(PHEKTUBHOCTH BO3MOXKHO | [1315-22,33,48]
dbochoamdcrepassl - | WM MOBBIIIEHHE 0361 10 200 Mr/cyT.
5 JlmurensHO
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SHIoTeInHa-1

CHHTeTHYEeCKHit Unonpoct B/B, B Bune undysnii, mo 20-50 | V]I B [115-23,34,48]
aHajor MKr Ha uH(py3u0 mo 3-5 nHel
MPOCTAUKINHA HECKOJIBKO pa3 B TOJ| U3 pacueTa
0,52 Hr/kr B MUHYTYy B/B HeE
MeHee 6 4 B IeHb
3- nuHud. | bozeHran BuyTpb 110 62,5 Mr 2 paza B nens | V]I B [115-23.3348]
HecenexktuBHbIi B TEUEHHUE YETHIPEX HEIENb U 10
AHTArOHUCT 125 Mr 2 pa3za B IeHb B TEUEHHE
peuenTopoB caenyromux 20 HeAenb

*B coomeemcmeuu c¢ npasunamu npumenenus JIC Hezapecucmpupo8aHHulX Ha

meppumopuu PK.
IlepeveHb TONMOTHUTEIBHBIX JIEKAPCTBEHHBIX cpeacTB (MeHee 100% BeposiTHOCTH
NPUMEHEHUs):
Dapmako- Meostcoynapoonoe Cnocoo npumenenus Ypogeno
mepaneemuyuecKkas | HenameHmMosanHoe 00Ka3amenbHoCm
2pynna naumenosanue JIC u
AKTHBHBI 11} (y3HBIH CHCTEMHbIH CKJIEPO3
NmmyHnogenpeccanT | Putykcumad™* B/B 1000-2000 mr, mo cxeme. IIpu | Y — C [1,15-
, MOHOKJIOHAJILHOE Hed(DPEKTUBHOCTH ocHOBHBIX | 23,45, 48]
aHTHUTENO, aHTH- B Mperaparos, o PEILICHHIO
KJICTOYHBIN KOMHCCUU/KOHCHIINYMA (odbd
npenapar TIeno)
N
Cneuuduueckuit Tounnuzymad B/B, 80-400 mr (8Mmr/kr Beca) 1 pa3 | V]| — C 11523481
UMMYHO/JICTIPECCHBH B MECSII JJTUTEITHHO
BIN npenapar. ITpu HEa D (HeKTUBHOCTH OCHOBHBIX
AHTaroHucT Mpernaparos, o PEIIEHHIO
pELEenTOpOB KOMHCCUHU/KOHCUIIMYMa (obd
UHTEpJIeHKNHA-6 neiom)

HNuTepcTHIIHATIbHOE NOPaXKeHHe JErKUX (J1erounblii pudpos)

NmmyHnonenpeccanT | Putykcumad™ B/B 1000-2000 mr, mo cxeme. IIpu | Y - C

,  MOHOKJIOHAJIbHOE Hed(PeKTUBHOCTH OCHOBHBIX | [115-2345,48,49]
aHTUTENO, aHTU- B Mpenaparos, o PELLIEHUIO

KJIETOYHBIN KOMHCCHH/KOHCUTTUYMa (opd

npenapar neion)

[IporuBoomnyxoneBo | Huateganu6 kancynsl mo 100 u 150 mr VI - A
e CPENCTBO - BuyTps, o 150 mr aBa pasa B | (313230394041 4849]
WHTHOUTOP J€Hb, TMpPU  HENEePEeHOCHUMOCTH
MIPOTEUHTUPO3ZUHKHU cHu3uTh 10 100 Mr 2 pa3a B J€Hb,

Ha3 JUIUTEITBHO

DeHoOMeH (CHHAPOM)

Peiino u s3BeHHOE IO

AXKCHHUEC NTAJbIECB

Buramu JI u ero
IMPON3BOAHBIC

Konexanbuudepon

Ta6nerku o 50 000 ME

Buytpp mo 1 Ttabnerke 1 pa3 B
HEJIEITI0 8 HeJIeIb c
MTOCIICAYIOIIUM KOHTPOJIEM

yz[ B [50,51]
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CeneKTuBHBII
WHTHOUTOP
dbochoamndcTepaspi-5

Tamanadwun

Baytps, nmo 2,540 Mr ogun pas B
JCHb JJINTCIBHO

Vi-C
[1,15-23, 33]

BBICOKHX O03aX

JI€Hb, TIOCTENEHHO YBEJIMYMBas,
MakcuMaiibHas 1o3a 20 Mr aBsa
pasa B I€Hb

AHTaroHuCTHbI Jlozaptan 2-5 muaus. BayTps o 12,5- 50 mr | V]I C [115-23.29]
peLenTopoB 1-2 pa3za B cyTKHU, AJIUTEIBHO
anruoreHsuHa Il
['mnonunuaemMudeck | ATopBacTaThH 2-st muHust. BHyTps, 10 10 Mr ogun | Y[ C [115-23.29]
o€  CpeacTtso - pa3 B CYTKH; IIpU HEOOXOJUMOCTH
uaruoutop  I'MI- yBEIUYUTH 10 80 Mr
KoA penykrassl
KocTHo-cycTaBHas cucrema
NmmyHnonenpeccan | Purykcnmao* B/B 1000-2000 wmr, o cxeme. [Ipu | Y - C
T, MOHOKJIOHAJIbHOE Her(h(HEeKTUBHOCTHU OCHOBHBIX | [115-23:45,48]
aHTHUTENO, aHTH- B [pernaparos., o PEIICHHIO
KJICTOYHBIN KOMHUCCUU/KOHCHIINYMa (opd
npernapar 7eio)
BoJieBoii CHHIPOM NPHU IUTHTAJIBHBIX A3BaX H CYCTABHOM CHHIPOMe
HIIBII Jluxnogpenak TIEpOPAIBHO, B/M, MECTHO v C L1152l
no 50 mr 2-3 pasa B Ji€Hb; Makc.
N CJ 150 mr
HIIBII Mernokcukam IlepopanbHO, B/M, CBeUH v C L1523
N o 7,5-15 mr 1 pa3 B ficHb;
HIIBII DTOPUKOKCHO Iepopansro 1o 60 Mr 1 pas B | V] C 1152
JIeHb, TIpH HeoOxoaumocTH 90 mr 1
pa3 B aenb. Makc CJ[ 120 mr He
6onee 8 nHel.
IMoueunnrii kpu3 SSc (SRC)
Wurubutop AIl® B | KanTonpun IepopansHo 1o 6,25 -12,5 wmr | V]I C 11524
BBICOKHX J103aX KaXaple 8 YacoB, IOCTENEHHO
N YBEJIMUMBasi, MaKCUMalabHas 103a
50 mr 3 pa3a B IeHb)
Nurubutop AIl® B | DHananpun TepopanbHo 110 2,5 Mr oymH pa3 B | V]I C 11524

*B coomeemcmeuu c npasunamu npumenenus JIC Hezapecucmpuposanuvix Ha

meppumopuu PK.

3.3 Xupyprudeckoe BMemaTeabcTBo [1-3519.36-371
e XHUpypruyeckoe yAajleHHe KabLHUHATOB KOXKHM. I10Ka3aHMsS: HaIMYhe KalbLIHHATOB,

HapYIIAIMUX  KPOBOCHAOXKECHHE

WJIIn

BBI3BIBAOIIUX  APYIruc

CHUMIITOMBI

npu

He?((PEKTUBHOCTU KOHCEPBATUBHOIO JieueHus. [IpoTrBONOKa3aHus: B COOTBETCTBUU C
XUPYPrUYECKUM IIPOTOKOJIOM;
e XHUpYpru4eckoe JICUCHUE CTPUKTYp MNuileBona. IlokazaHus v MpOTUBOINOKAa3aHUS B
COOTBETCTBHUM C XUPYPTHUECKUM IMPOTOKOJIOM;
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e XUPyprudyecKkoe JICUYCHHE KEITYJOUYHO-KUIIIEYHOTO KpoBoTeueHus. l[lokazanus u
POTHUBOIIOKA3aHUsI B COOTBETCTBUU C XUPYPIHUECKUM MTPOTOKOJIOM;

e Tpancrutantauust n€rkux. Ilokazanusi: HEdIPHEKTUBHOCTH HUMMYHOCYIPECCUBHOMN
Tepanuu U NpOTUBOPUOPOTUUYECKOI Tepanuu U MPOrpecCUpOBaHUU JETOYHOTO Hudpo3a
[IpotuBOMOKa3aHNs B COOTBETCTBUHM C XHPYPTUUYECKHM IPOTOKOJIOM, TPH YCIOBUU
OTCYTCTBUSI BBIPOKCHHOW TMATOJOTUU JPYTUX BHYTPEHHUX OPTraHOB W TSKEIOTO
racTpon3odareanbHOro pedIroKca,

e Tpancrantanus nouku. [lokazanue: noTpeOHOCTH B reMOIMAIN3E, €CIIU B TEUECHHUE 2
JeT Tocle CKJIEPOACPMHUECKOr0 TOYEYHOTO KpU3a COXpaHsieTCs  IModYeyHas
HeAocTaTouHOCTh.  [lokazaHus W TOPOTUBOIMOKA3aHUS B COOTBETCTBUM  C
COOTBETCTBYIOIIUM MPOTOKOJIOM;

e TpaHCIUIAHTAlIUM TEMOTOITUYECKUX CTBOJIOBBIX KIIETOK TMallMEHTaM C OBICTPO
MPOTPECCUPYIONTNM TEUYCHHEM U PUCKOM IMOJIMOPTaHHON HeaocTaTouHOCTH. [lokazanus
Y TIPOTHBOIIOKA3aHHS B COOTBETCTBUHU C COOTBETCTBYIOLIUM MPOTOKOJIOM.

3.4 JanbHeiimee Begenne 219371

® MOHHUTOpPUHI JabopaTopHbIX Tmoka3arened 1 pa3 B 3 wmecsiua (OAK, OAM,
onoxumuueckuii ananus kposu (CPb, AJIT, ACT, kpeatunus, o01uii 0€10K, TITI0K03a)
o 1pu Hamuuu M3J1 u JIAT — KT OI'K B nunamuke, cniuporpacdus He pexe 1 paza B 6
MECSIIEB

e HaOIIOJIEHNE Y PEeBMATOJIOTa WM Bpada 001Iel MpakTUKN ofuH pa3 B | - 3 mecsia

e HabmoaeHue myapMoHoJora nmpu SSc-M3JI 1 pa3 B roa uiu npu nNporpecCupoBaHUN
MOPAKEHUS JIETKUX

® TAIMEHTHI JIOJDKHBI OBITh MPEIYNPEkKIACHBI O HEOOXOAMMOCTU JOMOTHUTEIBHOTO
MTOCEIICHHS Bpada IMPH TMOSBICHWN HOBBIX CHMIITOMOB, YKa3bIBAIOIIUX HA BO3MOXKHOE
MPOTPECCUPOBAHNE WIN PA3BUTHE OCTIOKHEHUIA.

3.5 UnauxaTopsl 3pPeKTuBHOCTH Jledenus (131019381

® YMEHBIIEHUE BBIPAKCHHOCTH WM OTCYTCTBHE MPOTPECCHPOBAHMS Ba3zocmazMa IO
JaHHBIM KallUJUIIPOCKOINY;

® OTCYTCTBHE MOSIBJICHHS HOBBIX UIIIEMUYECKUX TOBPEXICHUM;

o crabwmsanus win nosbimerne ypoBHs ®XKEJI u DLCO, kotopbie HEOOXOIUMO
ONpeAEsATh HE pexe |1 pa3a B 6 MecsEeB;

® [IOBBIIICHHE TOJIEPAHTHOCTH K (DU3UUECKUM Harpyskam, cHuxenue JIAT

® TI0JIOKUTENbHAS JUHAMUKA JJA00PATOPHBIX M MHCTPYMEHTAIBHBIX 00CIe10BaHuUM;

e otcyrcteue nosbimieHuss AJIT, ACT, yxynmenus OPI'JIC.

4, TMOKA3AHUA [JJd TOCIIMTAJIMBAIMN C YKAZAHUMEM THIIA
TOCIIUTAJIM3ALIAN [1-3101938];

4.1 Iloxkazanus 1J15 IVIAHOBOW IOCIIUTAJTU3ZAIMU:

e BrepBbie BoIsiBIEHHBIN CC, 0coOeHHO paHHss cTaaus AuPdy3HON HOpMBI;

e BepudUKaIKS THArHo3a;

¢ 110a00p Tepanuu;
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® yMepeHHas CTENEHb aKTUBHOCTH OOJIE3HU;

® [IPOrPECCUPYIOIIEE HHTEPCTULIUAIIBHOE ITOPAKEHUE JIETKUX

® CPEIHETSDKENIbIE W TSDKEJIbIe COCTOSIHUS, Pa3BHUBIIMECS OT MOOOYHOTO JEHCTBUS
JIEKapCTBEHHOU TEPAIIHH.

4.2 Tloxa3aHus AJisl IKCTPEHHOM rOCIUTAIN3AIUN:

® BBICOKAsl CTENIEHb AKTUBHOCTH CUCTEMHOTIO CKJIEPO3a;

® Pa3BUTHE CKJIEPOJCPMHUECKOTO MOYEYHOTO KpH3a (3JI0KAYECTBEHHAs THUIIEPTEH3US,
MOBBIIIIEHNE KPEaTUHUHA KPOBH);

® MHOXECTBECHHbBIC PELIMANBUPYIOIINE A3BEHHBIC TOPAKECHUS KOKHU U TAHTPEHA MAJIbIEB
KHUCTEHN U CTOII;

® Da3BUTHEC WHTECPKYPPCHTHON WHQEKINHM WU TSHKEIBIX OCJIOXHEHUH OOJIC3HW WITU
JICKApCTBEHHOM TEpaIuu;

® [IPOTrPECCUPYIOIICE MOPAKEHUE JIETKUX, cepaua, KKT.

5. TAKTUKA JIEYEHUS HA CTALIUOHAPHOM YPOBHE [15-22 30-33, 39-43,46,47]
5.1 Kapra mwHaOaoaeHuss NalMeHTa, MAapIIPyTH3alusd MalHeHTa (CXeMbl,
AJITOPUTMBI). AJITOPUTM BEACHUS MMALIMEHTOB C PAHHUM CHCTEMHBIM CKJIEPO30M — CXEMa
Nel (2.2). JlanbHeiiiiee BeieHUE MAIIUEHTA C YCTAHOBJIECHHBIM TUarHO30M — MyHKT 3.4

5.2 HemeaukaMeHTO3HOe JeuyeHne (PesKknuM, 11eTa):

e 00y4YeHHUE MAIMEHTOB U MPUMEHEHHE METOJI0B peaOUIUTAIINH,

® MAlMEHTaM CIeAyeT PEKOMEHJOBaTh HOIIEHUWE TEIUIOW OAEXKIbl, u30erarb
BO3JICHCTBUSI XOJIoAa, BHUOpallMM U CTPECCOBBIX CUTyallMi, OTKa3 OT KypeHus,
notpedsieHus kode M JEKaApPCTBEHHBIX CPEJCTB, MPOBOIUPYIOIIUX Ba3oCIa3M MpH
CUHJIpOME PeiHO M AUTUTANbHBIX A3BaX;

e 1pu nopaxxenuu KKT nokazaHo 1poOHOe MUTaHKE, COH HA KPOBATU C MPUIIOAHITHIM
TOJIOBHBIM KOHIIOM, HEXKEATEIbHO JIOKUTHCSA B TEYEHUE 2-X YaCOB MOCIIE IPUeEMa UIIH,
OTKAa3 OT IpUEMa KUPHOU MUY, KYPEHUS U PUEMA AJIKOTOJIS;

e [pu nopaxxeHuu Jerkux — 3ausatus JIOK, npixarenbHoM r*MHACTUKOM.

5.3 MeaukaMeHTO3Hoe Jieyenne [1015-22,30-33,39-43,46,47, 48,49]

IlepeyeHb OCHOBHBIX JieKAPpCTBeHHbIX cpeacTB (uMewmux 100% BepoSTHOCTH
NMPUMEHEHHs1): CM. IOAMYHKT 3.2

IlepeyeHb TONOTHUTETBHBIX JIeKAPCTBEHHBIX cpeacTB (MeHee 100% BeposiTHOCTH

NPUMEHEHHs):
dapmako- MexnyHapoaHoe Cnocod npumeHeHust Yposenn

TepaneBTHYECKAasi | HEMATEHTOBAHHOE J10KA3aTeJILHOC

rpynmna HANMEeHOBaHHe TH
JIC

AKTHBHBII 11 Yy3HBIH CHCTEMHBIN CKJIEPO3

NmmyHonenpeccan | Purykcumao* B/B 1000-2000 mr, mo cxeme. Ilpu | Y- C

T, Hed(h(HEeKTHBHOCTH OCHOBHBIX | [1:15-23:45,48]

MOHOKJIOHAJTbHOE npernaparos, o PELICHUIO

aHTHUTENo, aHTH- B | win komuccun/koncuanyma (0ff-label)
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KJIETOYHEIN

npernapar
Cnenuduyeckuii Tommmmszymad B/B, 80-400 mr (8mr/kr Beca) 1 pasz B | V]I — C 11523, 48]
UMMYHOJICTIPECCUB MECSII JJTUTEEHO

HBIN npernapar. [Ipu HedahdeKTHBHOCTH OCHOBHBIX

AHTaroHucT Mperaparos, o PELIECHHIO

pELEnTOPOB komuccun/korcuanyma (0ff-label)

MHTEpIICHKNHA-0

NuTepcTHiinanbHOE MOpakeHue JErKuxX

(1erounblii pudpo3)

HNmmyHonenpeccan | Purykcumao™ B/B 1000-2000 Mr, mo cxeme. Ilpu | Y[ — C 115234,
T, Hea(hPeKTUBHOCTH ocHOBHbIX | 4849
MOHOKJIOHAJIbHOE IIpEnapaTos, 1o PELIEHUIO
aHTHTENO, aHTH- B komuccun/korcuanyma (0ff-label)
KJICTOYHBIN
npenapar
[IporuBoonyxones | Hunrenanud kancyssl o 100 u 150 mr VI - A
o€  CpeIcTBO — BHyTpb, 10 150 Mr sBa pa3a B jeHs, | 13230394041,
UHTUOHUTOD IPY HENEPEeHOCHMOCTH CHM3UTH 10 | 4849
MPOTEUHTUPO3UHK 100 mr 2 pa3a B JieHb, JJIUTEIBHO
MHa3
®enomeH (cuHapom) PeiiHo U A3BeHHOE NMOpPaKeHne NAJIbIeB
AHTaroHUCTHI Jlozapran 2-s muans. BayTtps mo 12,5- 50 mr 1- |V C L1523
pELenTopoB 2 pa3a B CyTKH, JUIUTEIHHO 29.48.49]
aHruoreHsuHa Il
['unonunuaemuyec | ATopBacTaTUH 2-s muEus. BuyTps, no 10 mr omun | Y] C 11522
KO€ CpeICTBO - pa3 B CYTKH; IpH HEOOXOIUMOCTU
uHruoutop I'MI- YBENUYUTH 10 80 M
KoA penykrassl
CenexTuBHBIN Tananagpun BuyTps, m0 2,540 Mr oguH pa3 B | Y[ — C 1152833,
UHTUOHUTOD JIeHb JUTUTEIIBHO 48]
dbochoamscrepasbl
-5
Butamun J| u ero | Konexambmudepon | Tabnerku mo 50 000 ME Y1 B 5051
IPOU3BOJIHBIE Buytpp mo 1 tabnmetke 1 pa3 B
HeZlleno 8 Helenb € MOCIEAYIOIUM
KOHTPOJIEM
Tepanusa JIAI cornacHo COOTBETCTBYIOIIEMY MPOTOKOJIY
Bo.1eBoii CHHAPOM NPH IMTHTAJIbHBIX A3BaX M CYCTABHOM CHHpOMe
HIIBII JTuknogpenax TIepOpPATbHO, B/M, MECTHO V1 C L1523
o 50 mr 2-3 pa3za B aeHb; Makc. C/J
1581051 150 mr
HIIBII Menokcukam TIepopainkHo, B/M, ceur 1o 7,5-15 mr | V]I C 11523
1 pa3 B IeHb; MakKc.
HIIBII OTOpUKOKCHO TepopansHo 1o 60 Mr 1 pa3 B mens, | Y[ C 1152
npu Heobxoxumoctd 90 mr 1 pa3 B
17RI0 nenb. Make CJI 120 mr He Gonee 8
THEH.
Amnanbereruyeckoe | Tpamamon nepopaigbHO, B/M, B/B V]I C 11523
ONUOUTHOE o 50-100 mr 1-2 pa3a B n1eHb
CPEJICTBO
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5.4 Xupypruyeckoe BMelaTeJbCTBO: CM. TOAMYHKT 3.3
5.5 lanbHeiiliee BeJleHHe. CM. TIOAMYHKT 3.4
5.6 Unaukatopbl 3(pPeKTHBHOCTH JTeYeHHsI: CM. TTOAMYHKT 3.5

6. OPTAHU3AIIMOHHBIE ACHHEKTbBI ITPOTOKOJIA:

6.1Cnucok pa3padoTYUKOB MPOTOKOJIA € YKa3aHUe KBATH(PUKANMOHHBIX JaAHHBIX:
1) Toru3bae I'ampiMikaH ACBUIOCKOBHY — JIOKTOP MEIUIIMHCKHAX Hayk, Tpodeccop
kadeapsr pepmatosiorud HAO «Kazaxckuii HallmOHAIBHBIA METUITUHCKUN YHUBEPCUTET
umenn C.JI.AchennusipoBay, TIJIaBHBI BHEIITATHBIM peBMaToior MwuHHUCTEpCTBa
3npaBooxpaHeHusi Pecnybnmuku Kazaxcran, npe3uneHt «Kazaxckas kosuierus
peBmaroiioroB Kazaxcrana», EBpa3suiickon TUru peBMaToJI0TOB.

2) baiimyxamenoB Yokan TaeykysloBHY — pEeBMATONOr, AMPEKTOP «MEIUIIMHCKOTO
neHTpa Ooine3Heit cyctaBoB r. LlsiMkxenT», Buie-mpeacenarensr POO «Kazaxckas
KOJUIETHsI PEBMATOJIOTHUH.

3) borabekoBa Anusi KajplpskaHOBHA — MarucTp MEIMIIMHCKHX HaykK, TepameBT, AO
«¥Oxno-Kazaxcranckass MenuiuHcKas akajgeMus», r. [IIbIMKeHT, accucTeHT Kadeapbl
«Bpau 00111€ii MPaAKTUKHU — 2.

4) NocwibacBa ['ynpkan HypOexkoBHa — JOKTOp MEIUIIMHCKMX HAyK, TEpaIeRT,
peBMaToJIor, U.0. TIpodeccop, 3aBenyromas kageapoi «Bpau obmieit mpaktuku-2» AO
«FOxHo0-Ka3zaxcranckass MEAULIIMHCKAST aKaJIEMUsD).

5)Ummros Pycman TypcyHOBHY — pEBMATOJIOT, 3aBEIYIOIIMHA  OTACICHUEM
peBMaronoruu «O0nacTHas KIMHUYECKas OOJbHUIA» Y TIpaBIeHUE 3paBOOXPAHEHUS 110
Kaparanauackoid  00JiacTH, TJaBHBIA BHEIITAaTHBIM  peBMATOJOr  YIpaBJICHHE
3npaBooxpaHenus KaparanauHckoit o61acTu.

6) CmarymoBa ['a3u3a A’kmarmeBHa — KaHIUAAT MEAWIMHCKUX HAyK, KIMHAYECKHN
dapmakosor, pykoBoguTenb Kadenpel Qapmakonoruu, poneHtT HAO «3anaaHo-
Ka3zaxcranckuii MeIUIIMHCKUN yHUBEpcUTET UMeHu Mapara OcniaHoBay.

7) bakenosa Po3a Ary0aeBHa — TOKTOp MEIUITMHCKMX HAYK, Bpay IMyJIbMOHOJIOT BBICIICH
KaTeropuy, TJIaBHBIN IIYJIbMOHOJIOT PI'TI «boapHHUIA MenuinmHcKoro
Hentpa Ynpaenenus [denamu [Ipesuaenrta Pecnyonuku Kazaxcran» Ha [1XB.

6.2 Ykazanue Ha OTCYTCTBHE KOH(PIMKTA HHTEPECOB: HET.

6.3 PeneH3eHTHhI:

1) opembiknna  Maiis  BajgeHTHMHOBHA —  KaHOWAAT  MEAMIMHCKMX  HAyK,
acCOIMUPOBaHHBINA TIpodeccop, U.0. mpodeccopa kadeapsl BHYTPEHHUX OO0JI€3HEH U
peBmaronorun HAO «Meauuunckuii yaupepcutet Cemen.

2) JInna Anexcanap MuxaiaoBud — JOKTOP MEIUIIMHCKHUX HAayK, podeccop, TUPEKTOP
Hay4HO-UCCJEI0BAaTENbCKOr0 HHCTUTYTa PeBmartosmornn nmenn B. A. HaconoBoii (T.
Mocksa, Poccus).

3) AnanbeBa Jlumus IleTpoBHAa — JOKTOpP MEAMIMHCKUX HaykK, mpodeccop 2-To
MockoBckoro Meaunuuckoro Mucruryra umenun H.U.ITuporosa (r. Mocksa, Poccusi).
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6.4 Ykazanue ycJIOBH IIepecMOTPa MPOTOKOJIA: IEpECMOTp He pexe | pa3a B S et u
He 4Jame 1 pa3a B 3 roja mpu HaJdWMYUM HOBBIX METOJOB JMATHOCTUKU U JICYEHUS C
YPOBHEM JI0Ka3aTeIbHOCTH.
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