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1. MeTtonoorus

Metoabl, UCNOJb30BAHHBIE I cOOpa/celeKIMU 10KA3aTeJbCTB: IMOUCK B AJICKTPOHHBIX 0a3zax
JAHHBIX.
Onncanne MeTO10B, HCIOJIb30BAHHBIX JIJIsl COOPa/ce/IeKIUM 10KA3aTeIbCTB:
JoKa3aTeNbHON 0a30¥ /IS peKOMEHIalui SBIIseTCs TIyOnHa myOnuKanuii Bomenmux B KoxpaHoBCKYIO
6ubmmorexy, 6a3b1 nanabix EMBASE u MEDLINE. 'my6una nmoucka cocrasisiia 10 ner.
MeToabl, HCIIO0JIL30BAHHBIE /151 OLIEHKH Ka4eCTBa U IJIyOMHbI J0KAa3aTeJIbCTB:
. KoHceHcyc akcniepToB

. OrneHka 3Ha4MOCTH B COOTBETCTBUU C PEHTHHOIOBOM cxeMoi

PeiiTuHOrOBasi cxema JJisl OIeHKH CHJIbI PeKOMeHaluii

chJia OIIMCaHHUuC

A ITo MeHbIICH Mepe, OJTMH METaaHalIu3, CHCTEMaTHYeCKUi 0030p, WK
PKM  HampsiMyr0o  OpUMEHEHHbIE K  LENEeBOM  MOMyasuud U

JIEMOHCTPUPYIOLIMK YCTOMYHBOCTh PE3YJIbTATOB

B prnna JA0Ka3aTeJIbCTB, BKIHOYAKOIIHUX  PE3YJIbTAThl HCCHGHOB&HHﬁ,
HAIIPpAMYIO TNPUMCHUMBIC K (0 (:10) 4 nomyJjsiiuu 1 ACMOHCTPUPYIOIHUX

00I1yI0 YCTOIHYMBOCTb PE3yIbTATOB

C XOpomwo NpOBEAEHHBIE UCCIEAOBAHMS CIIy4ali-KOHTPOJIb WM KOT'OPTHBIE

HUCCICAOBAaHHUA CO Cpe):[Heﬁ BCPOATHOCTBIO HpH‘{HHHOfI B3aMOCBA3HU

D HeOompime mnuIIOTHEBIC HUCCICAOBAHU, OIMMCAHUEC CIIy4a€B, MHCHHC

HKCIEPTOB

Onucanue MeToaa BATMAU3AIUMN PEKOMEHIAIUI

Hacrosmme pexkoMeHmanuu B TpeIBapUTEIbHOW BepCHH OBLUTH PELEH3UPOBAHBI HE3aBUCHMBIMU
OKCIIEPpTAaMH IO AJOCTYINHOCTHU IJid ITOHUMaHHA Bpaqeﬁ PEBMATOJIOroB, Bpaqeffl IEPBUYHOIO 3BC€HA U
YYaCTKOBBIX TCPAIICBTOB, OUCHKHU UX BAXXHOCTHU IJIA HOBC@HHGBHOﬁ IMPAaKTHUKH.

KoMMeHnTapuu, momydeHHbIE OT IKCIEPTOB CHCTEMAaTHU3WPOBAIKNCH M OOCYXKIATUChH TpeaceaareieM U
yrieHaMH pabodeld TPYIIIbI, PETUCTPUPOBAIMCH U3MEHEHUS KaXKJIOTO IMMYHKTa PEKOMEHIAITHI.

PaGouas rpynna

,HJ'ISI OKOHYATEILHOH pe€aAaKInu u KOHTPOJIA KayecTBa PEKOMEHAAIINA ObLTH IMOBTOPHO
NpOaHAIM3UPOBAHbl WICHaMH paboyeil TPpyMIbl, KOTOPHIE MPHUIUIA K 3aKIIOYEHUH, YTO BCE 3aMEUaHUs U

KOMMCHTApHUU SKCIICPTOB NPHUHATHI BO BHUMAHHUEC, pPUCK CUCTCMATUYCCKUX OIIHOOK CBCIACH K MUHUMYMY.



OCHOBHbIE PEKOMEHJIALIN
Cuna pexomenganuii (A-D) npuBoastcs npu n3noKeHUM TEKCTa peKOMEH AL .

1. OITPEJEJIEHUE. ®AKTOPBI, BJIMAIOIINE HA ITPOT'HO3

CucremHass ckiepojaepmusi (IPOTPECCUPYIOMIUNA CUCTEMHBIM ckiepo3, M34.0) — craguitHO
IpoTeKaroniee MOJIHOpraHHoe 3a0oJieBaHHWE C XapaKTepHBIMU  Ba30CHACTUYECKHMMH COCYIHCTBIMU
peakuusMu 10 TUIy cuUHApoMa PeliHO M oO0auTEepupyrolled BacKyJoNaTHed ¢  HMIIEMHYECKUMU
HApyUICHUSMH, TIPH KOTOPOM DPAa3BHBAIOTCS CHEUU(PUYECKHE AayTOMMMYHHBIE paccTpoOiCTBa,
COTIPOBOXK/IAIOIIUECS aKTUBaIMe (GuOpo3000pa3zoBaHus U H3OBITOYHBIM OTJIOKEHHEM KOJIareHa B
TKausx. IIporpeccupyromice Teuenue cuctemuoi ckiaepoaepmun (CCJ[) NpHUBOAMT K Pa3BUTHIO
HEoOpaTUMBIX (PHOPO3HBIX N3MEHEHUH, TPUBOIALINX K HAPYIICHUIO (PYHKIIH OPTaHOB, UTO ONPENENsIeT
BBICOKYIO MHBIMIM3AINIO OOJBHBIX U OOIIMI TUTOXO# mporHo3 Oone3nu. [lepBuuHas 3a00sieBaeMOCTh
cocraisieT 2,7 — 12 cnydaeB Ha | MIIH. HaceJIeHU B TO/I.

Jns pazsutus CCJl pakTopamu pucka sSBISIOTCS OXJIaXKICHHUE, BUOpaIus, BO3JCHCTBUE XUMHUECKUX
BEILIECTB (XJIOPBUHUIIOBBIC TIPOU3BO/IHBIC, KPEMHHUEBAs MbUIb, Aapbl OCH3UHA U Jp.), MHPCKIIMOHHBIC U
aiieprusupytomue (GpakTopel, HEPBHO-dHAOKPUHHBIE CABUTH. Heiliporicuxndeckue mnepeHanpsykeHus: u
cTpecchl — Beayluuid (akTop, MTPOBOLMPYIOMIMK Havajgo Oone3Hu wiu ee obocrpenue. K rpymme
«YIpOXaeMbIX» JIAI[ CIEAYeT OTHECTH JIIOJEW CO CKIOHHOCTBIO K Ba30CHACTHUYECKHM PEAKIMAM, C
pactipoctpaneHHoi oyaroBoit popmoit CCJl u poCTBEHHUKOB OOJILHBIX ¢ CHCTEMHBIMH 3a00JI€BaHUSIMU
COEIUHUTEIbHON TKaHU, OCOOEHHO MpPH BBIABICHUM KaKUX-TUOO KIMHUYECKUX WIIM J1adOpaTOPHBIX
(4acTo cepoJIOTUYECKUX ) CIBUTOB.

2. JMATHOCTUKA CUCTEMHOM CKJIEPOJEPMUN

Ipunuunel anardocruxku. /{uarnos passepuyroil gopmsl CCJ] ocHOBBIBaeTCS Ha XapaKTepHOU
KJIIMHUYECKON KapTuHe 3a0oneBaHus. OQUH U3 TIABHBIX CHMITOMOB - cMHApPOM PeiiHo - wmapkep
6one3Hu - Berpevaercst y 90-95% OGonbHbix. CuHzIpoMm PeifHO - CMMMETpUYHBIM MapoOKCH3MalIbHBIN
cra3M JUTHTAJIBHBIX apTepuil U apTEPHOII, BBI3BAHHBIM XO0JIOI0M, SMOLMOHAIBHBIM CTPECCOM. DIU30bI
Ba3ocmazMa COIIPOBOXKJAIOTCS OHEMEHHeM, O00jblo, OBbIBAlOT AaCHUMMETPUYHBIMH U HEPEIKO
ACCOLMUPYIOTCS € PEUUIUBUPYIONIMMH HIIEMHUYECKUMU TOBPEXKIACHUSAMU KOXH — JAUTUTAIBHBIMU
pyOuMKaMH M SI3BOYKAMH, CyXMMHM HeKkpo3amu. Ecmu mpu BpayeOHOM OCMOTpe y MalyeHTa HeT
NPU3HAKOB cuHpoMa PeiiHo, ero AuarHo3 MoXXeT ObITh YCTaHOBIIEH IIPU OIIPOCe.

[TanueHTy nocnenoBaTeabHO 3aJal0T TPH BOIIPOCa:

- [ToBbIlIEHa ST YyBCTBUTEIBHOCTh Bamux nasibieB K Xonoay?

- I3MeHsIoT 1 nasslpl pyK IBET Ha Xonozae?

- CTaHOBATCS JTM OHU OEJIBIMU WM CUHUMU?

Juarno3 cunypoma PeliHO OCHOBBIBAETCS HA MOJOKUTEIBHBIX OTBETAX HA BCE TPU BOIPOCA.



Juarno3 cuHapoma PeWHO WUCKIIOYaeTcsl, €ClIM OTBEThl HAa BTOPOM M TPETUMd  BOIPOCHI
otpunarenbibie. Cunapom PelHO IMTENTbHO  MOXET NPOTEKAaTh H30JMPOBAHHO, MPEAIIECTBYS
Pa3BHUTHIO APYTUX KIMHUYECKUX MPOSIBIICHUH O0JIE3HN 32 MHOTO MECSIIEB M JJAXKE JIET.

Knunuyeckue npusHaku, xapaxkrepubie aiasi CC/, BbIfiBJieHHE KOTOPBIX MOBBIIIAET
BEPOSATHOCTH IMArHO3A.

[TopaxeHrne KOXHM - YHUBEPCAIbHBIA CHMITOMOKOMIUIEKC, OTAEJIbHBIE MPOSBICHUS KOTOPOIrO
CMEHSIOT APYT Jpyra BO BpeMeHU. PaHHUI CHMIITOM - IVIOTHBIN OTEK KOKM KHMCTel (13-3a OTEYHOCTH
nanblieB KUCTh IUIOXO CKMMaeTcsl B Kynak). [Ipu mporpeccupoBaHum pa3BUBAeTCs MHAYpaALUs KOXKU
(yBenMuYeHHE TUIOTHOCTH M TOJNIIMHBI U YMEHBIIEHUE AJIACTUYHOCTH), THUMEp - U JUCIUTMEHTAlUs,
3areM arpodus. B MATKMX TKaHAX MOSBISIFOTCS KAJbIHHATHI (KOTOPHIE MOTYT BCKPBIBATBCS C
BbIJIEJIEHUEM TBOPOKUCTONW MacChl M 00pa30BaHUEM JUIMTEIbHO HE3AXKUBAIOIIKX SI3B) U TEJIAHIMAKTa3UU
(«cocynucThie 3BE3/IOUKHM» - CTPYNIUPOBAaHHBIE B IYYOK PACIIMPEHHBIC KAlWJUIAPHl M BEHYIIBI).
KonnuecTBo TeneaHrns3KTa3uil yBEJIMUMBAETCS CO BPEMEHEM, JIOKAJTU3YIOTCA OHM Ha JIMIE, PyKax, 30HE
JeKoJIbTe U Ip. BOKpyr pra dhopmupyroTcs paauaibHble CKIAAKU (KKHUCET)), 32a0CTPAETCS] KOHYHMK HOCA,
JIUIO0 CTAaHOBUTCSI aMUMUYHBIM. THUIIMYEH aKpOOCTEOIN3 — PE30POINS KOHIIEBBIX OT/IEJIOB AUCTAIBHBIX
dananr kucTeil BCiaeICTBUE JJIMTEIBHON UIIEMUU; MIPOSBIISETCS YMEHbIICHHEM 00beMa MITKUX TKaHeil
KOHYMKOB TMaJblIeB, YKOpoYeHHeM u aedopmarueil nanbies. M3-3a ¢udpo3a Koku U OKOJIOCYCTaBHBIX
TKaHel (QOpMUPYIOTCS CKIEPOJAKTIIIAS U CrHOaTeIbHbIE KOHTPAKTYPhl KaK MEITKHUX, TaK M KPYITHBIX
cycraBoB. CyllecTByeT KOppPEJSIHs paclpOCTPAaHEHHOCTH KOXKHBIX W3MEHEHHUH C BBIPAKEHHOCTHIO
BUCIEPATIHHBIX MPOSBIEHHI, CKOPOCTHIO MPOTPECCUPOBAHUS 3a00I€BaHUS U TIPOTHO30M.

I[Ipu CCJl ywacTo mopakarTCsi CyCTaBbl M MbIIbI. XapaKkTepHbl YNOPHBIE IOJIHAPTPAIITHUH,
HEPEIKO Pa3BUBAETCS TMOJUAPTPUT C BBIPAKEHHBIM CHHOBUTOM (B Je0r0TE Hepeako - 1o tumy PA), a
TaK)k€ TEHOCHHOBUTHI. [Ipy XpOHHYECKOM TE€YEHHH MPeodIagatoT CKIEPOZUPYIONINE TEHOCHHOBUTHI U
MOPAKEHUE JPYrMX [EepUAPTUKYJIAPHBIX TKaHEH. TunuuHa HeBOcHaJMTeJbHasA (udpo3Has
MHONATHS, POSIBIIAIONIASACS HE3HAYUTENBHOMN cTabOCThIO MPOKCUMAIIBHBIX TPYII MBIIII] U HEOOIBIIUM
noBbiieHueM ypoBHsA KPK. MoxeTr BcTpeuaTbesi 1 BOCHAIUTENbHAS MUOIIATHS, KOTOpas MPOSBIISAETCS
MUAITUSIMH, TPOKCUMATBHOW MBIIIEYHOW CJIA00CThIO, 3HAYUTEIHHBIM TMOBBIIIICHHEM YpoBHSI KOK,
BOCTIANTUTENFHBIMUA HU3MeHeHussMH Ha OMI™ u B Omonrtartax. Ilpu muddysHoit Gopme ckiepoaepmun
pa3BuBaeTCs aTpodus MBIIII BCICACTBHE HAPYIICHHUS TTOJBUKHOCTH U TIOSIBIICHUS] KOHTPAKTYD.

[Tpun CCJI 3aKk0HOMEPHO MOPaKAKOTCS OPraHbl MUIIEBAPEHUS, CEPALE, JErKUe U Moyku. I'unmoronus
numeBoaa Bcrpeyaercs y 75-90% OonbHBIX U MPOSBIISETCS U3KOro, nucdarueid. Yacto nosBistoTCs
9PO3UU U S3BBI MUIIEBOJA, SIBJISIOIIMECS CIIEACTBHEM THUIOTOHMHM HUKHETO CPHUHKTEpa MHUINEBOAA U
racrpo33odareanbHoro peduarokca (I'IP). B pesynbrare AmuTensHOr0 TeUeHUs pedIroKCHOM 00sie3HN
MOXET MPOUCXOJIUTh METAIUIa3usl SMUTEIUS MUILEBOJA B OJMHTEIWH, HATOMUHAKOIINN CIHA3UCTYIO

000JI04UKY JKeJTy/IKa WK TOHKOM KUIIKH («ruieBo bapperta»). 9To cOCTOSAHME CUNTAIOT NPEAPAKOBBIM



U TIpeipacroyiaralollliiM K Pa3BUTHIO aJ€HOKAPIIMHOMBI MHIieBoaa. [lopakeHre TOHKOTO U TOJICTOTO
KHIIEYHUKA CONPOBOXK/IAETCA TOHOCAaMHM W/WiM  3amopamu. MHOrma pasBHBaeTcsi CHHAPOM
MaabadcopOuMM, TPOSIBICHUS KOTOPOTO YCHIMBAIOTCA MpPU M30BITOYHOM pPOCTE MATOT€HHOH (hIOpEI
KUIIEYHUKA Ha (JOHE 3aMeJUIeHUsl Macca)xa MUIIEBBIX Macc. HecocToATenbHOCTh CHUHKTEPOB MPSMOM
KUILIKW TposiBisieTcss HeaepxanueMm kaia. Y 80% OoJbHBIX B MEpBbIE Tojbl 0OJIE3HM HAYMHAETCS
UHTepcTHIHAIbHOEe mnopakeHue Jerkux (MIIJI), xkoropoe OOBIUHO HMEET  MEIJIEHHO
IPOrpecCUpyIolIee TEUECHHE, BOIIOLUOHUPYET B (GHOPO3 JIETOYHONW TKAHW PA3HOM CTENEHH TSHKECTH U
Hapsly C MPOrPECCUPYIOIIEH JIerouyHo aprepuaabHoil runeprensueit (JIAI') onpenenser ocHOBHbIE
npuunHbl cMeptu npu CCJl. JlerouHasi runepTeH3usi — MOBBIIICHUE JABJICHUS B JIESTOYHOW apTEepUu
BBIIIIE 25 MM.PT. CT. B MOKOe — pa3BuBaetrcs y 5-10% OoMbHBIX W 00ycIOBIIEHA JINOO MOpPaKCHUEM
apTepHAJIbHOrO pyciia JIETKUX, JIUOO SIBISIETCS CIEICTBUEM TSKEIOr0 NMOPaKEHUS MAPEHXUMBI JIETKUX
W/UK JIeBBIX OTHEeNoB cepaua. [lopakeHue modek MpOSBISIETCS B BUAE OCTPOM WM XPOHUYECKON
Hepponatuu.  OcTpas Hedpomatus (CKJIepogepMHYecKHIl TMOYEYHBIH KPHU3) - BHCIEPAIBLHOE
MIPOSIBIICHUE XAapaKTEpHOM Uis OOJIE3HM BACKYJIONMATUM, BCTPEUaeTcs penKo, y 2-5% OoJbHBIX, HO
COIPOBOXK/IAETCsl BHICOKOM J1eTanbHOCTBIO (40-50%). OCHOBHBIE MPOSBIEHUS OCTPOW HedporaTuu —
BHE3aITHOE M CTPEMUTEIbHOE pa3BUTHUE OCTPOM IMOYEYHOW HEJOCTaTOYHOCTH U apTepualibHas
TUIEPTEH3Us,, OBICTPO  MPUHUMAIOIIAs 3JI0KAueCTBEHHBIM XapakTep. [l ckiiepoaepMU4ecKoro
NnopakeHusi cepauna Hauboliee XapakTepHO pa3BuTHEe (HUOpo3a ¢ BOBJICUEHUEM 000UX JKEITYIOYKOB U
XapaKTEPHBIM IATHUCTBIM» (HEKOPOHAPOTE€HHBIM) paclpesesieHHeM o4aroB ¢puopo3a. ITOT mpoliece
BO MHOTHX CIy4asX MPOTeKaeT 0ECCUMITOMHO U BBISBISIETCS WHCTPYMEHTAIBHO (ApPUTMUH, MPU3HAKU
UIIEMUM MHOKapaa 10  0o4yaroBo-pyOroBbix wu3MmeHeHMH Ha OKI, CHIDKEHHE COKpaTUTEIbHOM
CIIOCOOHOCTH UM 30HBI TUIIO - M aKMHE3UH, pacirpenue nosuocrer cepana mno 9XO-I'K).

Jua CCJl xapakTepHbl pa3HOOOpa3HbIE HApPyHIEHUs] HMMYHOJOTMYecKOro romeocra3a, B
YaCTHOCTH, ayTOMMMYHHbIE HapylleHHs ¢ 00pa30BaHMEM AaHTHUSIEPHBIX aHTUTEN. AHTHHYKJICApHBIN
dakTop BBIABISETCA MNpakTHYecku y BceX OonbHBbIX. Cnemumunbivu aass CCJH cumraror
anturienTpoMepabie (ALlA) anturena, antutena xk tomomzomepasze 1 (Scl-70) wu anturenma xk PHK
nonumepase . Cnetmnduunocts anturononzomepasubix anturen (ATA) ans CCJ  cocraBuser 90%
u AIIA - 99%. Bce aTn ayroanTuTena HampaBJieHbl Ha Pa3IUYHBIE PACTBOPUMBIE siJIepHBIC OCNIKH.
Ayroanturena npu CCJl MosBISIOTCS y)K€ Ha JTOKIMHUYECKOM JTare, 10 pa3BepHYTOH KIMHUYECKOH
KapTUHBI 00JIE3HU, KOT/1a y O0JIbHOTO UMEETCS TOIBKO «HU30JIMPOBAHHBIN» CUHIPOM PeliHo, u 3TOT dakT
UMeEEeT Ba)KHOE JAUarHocTuueckoe 3HadeHrne. CyliecTBeHHO, 4To Kax bl 6onbHOM CCJ] 00b14HO MMeeT
TOJBKO OJMH THIl ayTOAHTUTEN, HE MEHSIOIIMICS B Mpolecce pa3BuTus Oone3nu. Kaxmoe us
ayTOAHTHUTEN B OTJEIBHOCTH OOHapyXuBaeTcs Yy HeOoibmold rpynmnsl OonbHbIX (1-20%) ¢
ONPEACIICHHOW KJIMHUYECKOW KapTuHOM, XxapakrepoM TeueHuss CCJI, mporHo3oM MW HMEET YETKUE

TEHETUYECKUE acCOIMaIliH, OTpaXkast CyOTHI O0JIe3HH.



JInarHocTHKa CHCTEMHOI CKJIepoiepMHHU B Pa3Hble BO3PACTHBIE IIEPHOBI.

JAuarnocruka CCJl y B3pocibix.

Huarno3 CC/l ycranaBimBaeTcs 10 COBOKYITHOCTH KIMHUYECKUX U TAOOPaTOPHO-UHCTPYMEHTAIBHBIX
MeTo10B oOciienoBaHusa. C Lenbl0 CPaBHEHUS DPE3YJIbTATOB HCCIENIOBAHUH W IPU IPOBEAECHUU
KJIMHUYECKUX MCIIBITAHUHA MPUMEHSIOT KIacCU(PHUKALMOHHBIE KPUTEPHH, KOTOPbIE HA OCHOBAaHUU CaMbIX
TUTIUYHBIX TTPU3HAKOB OOJIE3HU TMO3BOJISIOT BBIIBUTH OOJILHOTO, Y KOTOporo 6e3 comuenus ectb CC/I.
[epBeie  knaccupukanmonHsie kputepuu Obum  npemnokensl ACR - (American  College  of
Rheumatology) B 1980. JInaruo3 pacueHuBaICsA KaKk JOCTOBEPHBINA IMPH HAIUYMKA OOJIBIIOTO KPUTEPHSI
WIN HE MEHee JBYX MajblX KpuTepueB. boJibIoil kpuTepuii — 3T0 NpoKCHMallbHas CKJIEPOAEpMa, T.€.
THIUYHBIC CKJICPOACPMHUYCCKHE M3MEHEHHS KOXH (YIUIOTHEHHE, YTONIICHHE), PACIPOCTPAHSIOIINECS
IPOKCHMAJBHO I10 OTHOMICHUIO K TMSCTHO-(DaTaHTOBBIM M IUTIOCHE()ATaHTOBBIM CyCTaBaM, a TaKKe
OXBATHIBAIOILME JPYTUe YacTH KOHEYHOCTEH, JIMIo, IIe WM TyJOoBUIIE (TPyAb WIM JKUBOT); 3TH
U3MEHEHUS! OOBIYHO JBYCTOPOHHHME UM CUMMETpHUHble. MaJible KPUTEPUH BKIIIOYAIOT TPU MpHU3HAKA —
CKJICPOIAKTIINIO, WIIEMHUYECKUE IUTUTAIBHBIE PYOUYMKH HA ManblaX W ABYCTOPOHHHUN Oa3ajbHBINA
JgerouHblii  ¢uOpo3 (Ha pEHTreHorpaMMe TpyIHOW KIETKH). OTH KPUTEPHH HEJOCTaTOYHO
YYBCTBUTENbHbI y  OOJBHBIX C HPEUMYILECTBEHHO BHUCLEpaIbHBIMU (OpMaMU, C MEIJIEHHO
IPOrpECCUPYIOLIMMH XPOHUYECKMMHU BapHaHTaMu, A€OTUPYIOLIMMHU ¢ CUHApoMa PeiiHO 1 OOJIBHBIX C
roBermwibHOM CCJI. B 2013 r. EBponetickas nura mo 6opsbe ¢ pesmaruzmom (EULAR) coBmecTHO ¢
ACR paszpabotamn HoBble Kiaccudukanuonabie kpurepun CCJl. CorimacHO HOBBIM KPHUTEPHSIM,
0OJIbHBIE C TIOPAKEHHEM KOXKH BBIIIE MACTHO-(DATAHIOBBIX CYCTaBOB MOTYT OBITh pPAaclEHEHbI Kak
6onbHpie ¢ CCJ/l. Ilpu OTCYTCTBMM NpPOKCUMAaIbHOM CKJIEPOAEPMBI JMArHO3 YCTAHABIUBAECTCS Ha
OCHOBaHMM JpPYTUX IMpPHU3HAKOB, OLIEHMBAaeMbIX B Oamnax (tabmuma 1). VYkazaHHble B TaOnuie
napameTpsl 2 U 3 MMEIOT Tpajallid BBIPAXEHHOCTH. Tak, YIUIOTHEHHE KOXH TMaJbIEB MOXET OBITh
npencraBieHo win orekoMm maibieB (“puffy fingers”), wmu yronmmeHneM M YIJIOTHEHHEM MalbLCB
JCTallbHEee ISICTHO-(AIaHTOBBIX CYCTaBOB (CKiIepoAakTuins). Mimemudyeckue paccTpoiictBa B 061actu
KOHYMKOB TAJIBIIEB MOTYT MPOSIBIATHCS JUTHTATGHBIMA PyOUYMKaMH W/WIIA TUTUTALHBIMU s3BaMu. B
o01mIyro cymMmmy OansioB 100aBISIETCS] TOIBKO OJTHO — MaKCHMAIIbHOE - 3Ha4eHue nmapamerpa. [laruenTsr,
«Habuparomue» B cymme 9 u 6osee 6aiuioB, KiaccuGuIMpyroTes Kak uMerorue gocropepuyto (definite)

CC/I. YyBCcTBUTENBHOCTh HOBBIX KpUTepueB cocTaBuia 91% u cneunduanocts 92%.



Ta6auna 1. KimaccupukanuuoHHbIe KPUTEPHH CHCTEMHOM ckiiepoaepmuu (2013)

ITapamerpsl BapuanTsl npu3sHakoB Basisl

1. YnuoTHeHHne M YTOJIIEHHE KOXHU 00eux pyk 9
BbIIe TsICTHO-(hasmaHToBbIX cycTaBoB (I1DC)

2. YIUIOTHEHHE U YTOJIIICHUE KOXKU MaIbIEB e OTek najbleB
Bce maneupl gucranpaee ITOC

3. qururanbHasi UIIEeMHs e SI3BOuKM

PyOunku

4. TeneaHTHdKTa3UN

5. KanumisipocKOnM4ecKne M3MEHEHHUS

Nl N DLW AN

6. Jlerounas apTepuanbHas THUIEPTCH3US W/UIH
MHTEPCTUIIMAIIEHOE TIOPAKCHHUE JIETKUX

w

7.®enomen Peiino

8. Cneruduunble ayToaHTUTENA 3
(anTu-Scl-70, aHTHIIEHTPOMEPHEIE,
k RNA-momumepase I11)

B Poccum B TedeHWe MHOTHX JIET HCIONB3YeTCS HA0Op JMATHOCTUYECKHX TPU3HAKOB,
npenioxennbii mpod. H.I.I'yceBoit (1975) u npeacraBneHHblil B Tabnuie 2:

Tabnuma 2. Anarnocruyeckue npusHaku CCJI

OcCHOBHBIE IPU3HAKU JlonoaHUTENbHbBIE PU3HAKU
* CKJIEpOIEPMUYECKOE TOPAKEHNE KOKU
* Cunapom PeliHo, TuTHTaNBHBIE I3BOYKU/PYyOUNKH * ['unepnurMeHTanus Koxu
* CyCTaBHO MBIIIEYHBIA CUHIIPOM (C KOHTPAKTypaMmu) * Teneanruskrazuu
* Ocreonus * Tpoduueckue HapyIeHUs
» Kanbimno3s * [Tonuaprpanruu
* bazanpHbiil mHeBMOYHOPO3 * [Tonmumuanruu, MOATMMUO3ZUT
* KpynmHOOUYaroBelil KapIuOCKIEpO3 * [Tomuceposut (Jare aare3uBHBIN)
* CKJIepOIEpPMUYECKOE TOPAKEHNE TTUILEBAPUTEIBLHOTO » Xponudeckas HeporaTus
TpakTa
» Octpasi ckiepoaepMudeckas HeponaTus

OcHoBHbIe cyOTHIIBI, WM (GopMbI 00se3HU - audPy3Has, ¢ OOLIMPHBIM MOPAXKEHUEM KOXKHU U
BHYTPEHHHUX OpPraHOB, W JMMUTHUPOBAHHAs, a TAK)Ke IOBEHWJIbHAs, T.€. HauaBLIascs B Bo3pacre A0 16
net. Ocobas popma - mepekpectHas, npu kotopoit CCJI coderaercs ¢ pPEeBMATOMAHBIM apTPUTOM,
HOJIMMHUO3UTOM, CUCTEMHOM KpacHON BoadaHKoW U ap. OueHs peaxo Bcrpedaercss CCJ 6e3 nmopaxkeHus

koku (1-2%). Paznuunsie ximmuudeckue Gopmbl CCJl UMEIOT OTIMYMS B YaCTOTE M BBIPAKEHHOCTH



nposiBeHnid. CKOpOCTh IPOTPECCUPOBAHNS BUCLIEPUTOB IIPU Pa3HBIX KIMHUYECKUX (PopMax pa3inyHa u
onpexaensier nporuo3. OredectBenHas knaccudukamus CCJl, B ommume oT 3apyO0eKHBIX, BKIOYACT
TaKK€  ONpEJCIICHHE  XapakTepa  TEYEHUss U TEMIOB  IporpeccupoBaHus  (ocTpoe
OBICTpONpPOrpeCCUpyIOLee, MOJOCTPOE YMEPEHHO IPOTPECCUpyIoliee W XPOHHYECKOE MEIJICHHO
mporpeccupympoiiee) U craguu  0oJie3HU (HauanbHasg, TeHepalM30BaHHAs U MO3IHSSA, WIH
TepMuHaibHast). KoHKpeTH3alMs MO BCEM TpeM IapaMeTpaM OTCUYCCTBCHHOW KJIaCCU(pHUKAIUU —
KIIMHUYECKON (opMe, BapuMaHTy TEUYCHUS W CTaIud OOJIE3HW - BaKHA JJIS JUATHOCTUKH, BBIOOpA
TeparneBTUYECKON MPOrpaMMbl U OIIPEIEIICHHUS POTHO3A.

Jmnarnoctuka CCJH y nereit. {ns nuarnoctuku toBeHuiabHOM CCJl mpeuioskeHbl creruanbHbie
KJ1acCU(UKAIIMOHHbBIE KPUTEPUH, KOTOPBIE TOCTPOCHEHI 110 TUITY KPUTEPUEB Y B3pOCIBIX (Tabimma 3).

Tab6umua 3.

KiaccupukanuoHHble KPUTEPHHU I0BEHUILHOM cucTeMHOi ckiepoaepmun (2007)

BOJIbIIIOM KPUTEPUH MMPOKCUMAJIbHBIN CKJIEPO3/MHIYPALIUS
(OBSIBATEJIbHBI) KOXH
Mauble KpuTEpHUHU
HOpa)KeHI/Ie KOXH CKJICPOAAaKTUIINA
[lepudepuueckue cocynbl cuHApoM PeliHo

JUTUTAIBHBIC A3BbI KOHUYMKOB I1aJIbIICB
TUIMUYHBIC UBMCHCHH A IPHU KalTUJIIIPOCKOITNN

ITopaxenne XXKT nucharus
racTpo-33oQareanbHblil peduIrokc
Bosneuenue cepana apuTMHUs
CepAeYHas HEIOCTaTOYHOCTh
[Toueunsle nposiBIeHUA OCTpBI CKJIEPOJEPMHUUYECKUI KpU3
BHOBb HauaBlIasICsl apTepralIbHasi THUIIEPTEH3US
Pecrimparpuslii TpakT nerounslit pudpo3 (KTBP/pentrenorpadus)

JIeroYHasi TUIEPTEH3Us
cHmxeHne T Py3noHHON CTOCOOHOCTH JIETKUX

MpIeqHO-CKeNeTHas cucTeMa KpenuTaLus CyXOKUIAN
apTpur
MHUO3UT

HeBpOJ'IOFI/I‘-IeCKI/Ie ITPOSABJICHHUA CUHIPOM KapIaJbHOI'O KaHaJIia
HEBPOIAaTHH

Cepoitornueckne MapKepsl AHTuHYKIIeapHble anTuTena (AHD)

Cnemuduunsie s CCl ayroanturena:
AHTHUIICHTPOMEPHbIC, aHTH-Tonou3oMepasza-1 (Scl-70),
anTuoprmHoBble, anTH-PHK nomumepaza | u 111

Ha ocHoBanuu 31X KpuTepreB O0IBHON B Bo3pacTe 10 16 meT MoxkeT ObITh KiIaccu(pUIIMPOBAH Kak
UMEIONIHNI OBEHWIBHYIO CHCTEMHYIO CKIEPOACPMUIO, €CIM B KIMHHUKE MPHUCYTCTBYIOT OOJBIION
KpUTEPUI W Kak MHUHUMYM [IBa MaJIbIX KpUTEpHS. Crenuduynocts  kputepueB- 96%,
yyBcTBUTENBHOCTh 90%. Kpurepun nuarnosza rosenusibHoi CCJL Gonee «KEeCTKHE», YEM Y B3POCIbIX.

OTO CBS3aHO C HEOOXOIMMOCTBIO MCKIIIOYATh COCTOSIHUS, NMPHU KOTOPBIX y JETEH MOXKET BCTPEUaThCs



muddy3HOE YIUIOTHEHHE KOXH -  303MHO(DHWIBbHBIN (dacuuuT, mporepus, (PEHWIKETOHYpUS WU
naHckiepoTudeckass Mopgea. B 3ToM miaHe BaXHYIO pOJIb UTPAIOT CEPOJIOTUYECKUE ayTOMMMYHHbBIE
MapKephbl.
AJITOPUTM JHATHOCTUKH PAHHEH CTAJAUM CUCTEMHOI CKJIepOoAepMUn
I[Ipu CCJI dopmupoBaHHWE BHCIEpPATBHOW IMATOJIOTHH U XapaKTep TE4YeHHUs 3a00JICBaHMS

JNETEPMUHUPYIOTCSI Ha paHHEW CTaJuH, JJIUTEIBHOCTh KOTOPOW 3aBMCUT OT TeMIla MPOrpPeCCHPOBAHUS
0one3nn. OcoOCHHOCTH N1e00Ta TO3BOJSIOT MPOTHO3MPOBATH (GOpPMYy M TE€UCHHE OOJIE3HH ele J0
Pa3BUTHUS Pa3BEPHYTOTr0 CUMIITOMOKOMILUIEKCA, YTO OYE€Hb BaXKHO IPU ONPENICTICHUN CTPATETUU TePaiH.
[Tono3peHre Ha PpaHHIO CHUCTEMHYIO CKJIEPOJEPMHUIO JOJDKHO BO3HUKHYTH Yy Bpauya Jo0oMn
CHEUAIBHOCTH, €CJI TIPU OCMOTpPE WIIM B aHaAMHe3€ Y O0JIbHOTO uMeroTcs (heHoMeH PeliHo, 0coOeHHO B
COUYETaHUU C OTEYHOCTBHIO KHUCTEH, J1aXkKe €CIM OTEYHOCTh BO3HHMKAET HENOCTOSIHHO. TakoMy OojibHOMY
HEOOXOAMMO OMpEACTUTh B CHIBOPOTKE KPOBU aHTHUHYKIeapHbli ¢daktop (AH®D). denomen Peiino,
O0TeK KHCTell W MO3UTHBHBIN pe3yjbTaT TecTa Ha ADH  pacieHuBaroTCs Kak «KpacHble (hiaarm.
BoisiBneHue 3TUX NPU3HAKOB HA MEPBOM J3Tame JUAarHOCTHUYECKOTO MOUCKA CIIY’KUT OCHOBAHUEM IS
HaIpaBJICHUs] TAalUEHTa Ha KOHCYJBTAIMIO OMNBITHOIO PEBMATOJIOra, XOPOLIO 3HAIOIIErO KIMHUKY
CHUCTEMHOTO CKJepo3a. PeBmaronor perraer BOmpoc O Ha3HaYeHUU OOCIEOBaHUS HA BTOPOW CTYIEHU
MUArHOCTHUKH, BKJIIOYAIONIEH  KaNWJUIAPOCKONMHUIO  (BBIABJISIONICH — pacIIMpPEHHbIE  KalWJUISpBI,
YMEHBIIICHUE 4YHCJIa KamWwUISIPOB) W ONpEJeNieHHe aHTuTeNll K Ttomomzomepase (Scl-70) w/mim
aHTHLIeHTpoMepHbIX aHTuTend U aHturen Kk PHK momumepase Ill. Tlpu oOHapyxeHHH Kak MUHUMYM
onHoro u3 3tux npeaukropoB CCJl mamueHTy ¢ CHHAPOMOM PelHO W/WiIM OTEYHOCTBIO KHCTEH
YCTAHABJIMBAETCH IMATHO3 O4YeHb PAHHEI0 CHCTEMHOIO CKJepo3a, U OH 0053aTeNbHO JOJIKEH
HaOmogaTbecsl peBmarosioroM. B miaH BeneHWst Takoro OOJIHOTO PEBMATOJIOr  BKJIIOYAET
JIOTIOJIHUTEINIbHBIE NCCIIEOBAHUS IS BBISIBIICHUS ATOJIOTMHM BHYTPEHHUX OPraHOB:
® KOMITBIOTEPHYIO TOMOTpaHI0  OpraHOB TPYIHOM KIETKU A HCKJIIOUEHUS HHTEPCTULUATBHOTO

MOpaXeHUs JIETKUX,
® QyHKITMOHAJILHBIE JIETOYHBIE TECTHI JIJIS BBISIBJICHHUS PECTPUKTUBHBIX HAPYIIECHUH,
eomnpenenenre aUpQPy3MOHHOM CIIOCOOHOCTH JIETKMX, KOTOpas CHID)KAeTCs Ha paHHUX CTaausX

MOPaXKEHUS JIETKUX
® MaHOMETPHIO MUILEBOJIA IJISl OLIEHKM TOHYCA HIKHEro CUHKTepa MUILEBO/Ia U pediitokca Win
e peHTreHorpadrio MUIIEBOAA /U BBISIBICHUS TUTIOTOHUH MUIIEBO/IA,
oOKI' u DOXO-kapauorpamMmy [Uisi YTOYHEHUs KapIUAIbHON MAaTONOTHH, WCKIIOYEHHS JIETOYHOU

apTepHaIbHON TUIIEPTEH3UU, HAPYIIEHUH pUTMa U POBOUMOCTH, O4aroBbIX U3MEHEHHUI MUKapAa.

[Ipu BBISIBIEHUM OPAKEHUS BHYTPEHHUX OPraHOB PEHIAETCS BOIPOC O COOTBETCTBYIOLIEH TEpauy.



3. JINODOEPEHIINMAJIBHAA JUATHOCTHUKA mposomurcs ¢ CKB, PA, IM/IIM, a Takxe c
JIPYTUMH  3a00JICBaHUSAMU  CKJICPOJIEPMHUUECKON TPYyMIbl: JU((Gy3HBIM 303WHO(MIBHBIM  (pacuuTOM,
ckiepeneMon bylike, CKIEpOMHKCENEMOW, MAPAHEOIIACTUYECKUM CKIEPOJAEPMHUUYECKUM CHHAPOMOM.
Jns muddysHoro 303uMHOGUIBHOIO (pacuuura XapakTepHbl 0ojiee OCTpoe Hayallo, Hepeakas CBs3b C
IPEALECTBYIOIUM (U3HMUECKUM IEpEeHaNpsHKeHUEeM, HaJluuue WHIYPATUBHBIX W3MEHEHUH IJIaBHBIM
00pa3oM B 00JIaCTH MPEIIUICYUid U TOJIEHEH, pa3BUTHE CTHOATEIbHBIX KOHTPAKTYp, HO cCHHApPOM PeiiHo n
BUCLIEPAJIbHBIE TOPAKEHUS, KakK IpaBuilo, OTCYTCTBYIOT. [l ckiepenemsl byiike XxapakTepHBI
UHJlypaTUBHbIE W3MEHEHUs NPEUMYIIECTBEHHO B 00JAacTH JMLA M LIeW; JUId HapaHeoIUIaCTUYeCKON
CKJIEPOJAEPMHHM — HEPEAKO aTUIHMYHOE M TOPIMJHOE K JICUCHHIO TedyeHue 3alboseBaHusA. JlMarsos
CKJIEPOMHUKCEIEMBI TIOATBEPKAACTCSI MOP(HOTIOTHYECKH IO OTIOKEHUIO MYIIHHA B CTPOME KOXKH.

CucremMHasi M 04aroBasi CKJIepoaepMHus.

Jlokanu3oBanHas ckiepozepmust (morphea) xapakTepusyercss O4YaroBbIM CKJIEPO30M KOXH U
paccMaTpHBaeTCs Kak ayTOMMMYHHOE 3a00JIeBaHue, opakaroliee TOJIbKO OMH OpraH - Koxy. [J1aBHoe
otianuue oyaroBoi ckiepojepmun (OC) OT CUCTEMHOM — OTCYTCTBHE IPOrPECCUPYIOLIETO MOPAKEHUS
JKU3HEHHO BaKHBIX BHYTPEHHUX opraHoB. B OombmmHcTBe citydaeB OC mMeeT H00pOKavYeCcTBEHHBIN
CaMOOTIPaHMUYMBAIOILUIICA XapaKTep ¢ JIoOKaIu3aluel B KOKe M, B HEKOTOPBIX CIy4asx, B MOAJISKAIIUX
TkaHsax. [Ipornoz OC xopommii. Kak y B3pocnbix, Tak u y gereil, OC uHOrga CONpoBOXIAETCS
BHEKO)KHBIMHM TPOSBIEHUSAMH (apTpairuu, cuHiapom PeliHo, mucdarusi, ojblliKa) U MOSBICHUEM
aHTUHyKJIeapHoro ¢akrtopa B KpoBu. Penko OC coueraercss ¢ ApYrMMH ayTOUMMYHHBIMH
3a00JeBaHUsAMHM (CHCTEMHasi KpacHas BOJIYaHKA, MEPBUYHBIA OWJIMApHBIA LHMPPO3, ayTOMMMYHHBIN
TUPEOUIUT U Ap.). MeHee, ueM B 1% ciyyaeB, cCUCTEMHasi CKJIEpOAEPMUS JI€OIOTUPYET C MOSBICHUS
oTIeNbHBIX ovaroB yitotHeHus. B MKbB 10 orpanndennas ckiepoaepmus BKiIrodeHa B pyopuku L94.0
— JIOKaJM30BaHHas ckiaepopaepmus (morphea) u L94.1 — nmuneliHas cKiepoaepMust.

4. JIJABOPATOPHBIE U MHCTPYMEHTAJIBHBIE WCCJIEJJOBAHUA JUIA YTOUHEHUA
BBIPAXKEHHOCTH OPTAHHOM ITATOJIOT 1.

B knuHMuYeckoM aHanu3e KpoBH BO3MOKHO yckopeHre COD. B MMMYyHOIOTHYECKOM aHalIu3€ MOXKET
OBITH THUIEpraMMariioOyJuHEMUsl, CHI)KEHHE KOMIIOHEHTOB KOMIUIEMEHTa, C BBICOKOW YacTOTOM
BcTpeuaercs AH® B noBwiieHHOM TUTpe U Xapaktepuble st CCJl ayroanturena (antutena x Scl 70,
aHTULIEHTpoMepHbIe aHTUTena, antutena k PHK nmommmepase III) - B 20-30%. Ilonoxurensubiii PO
BCTpeyaeTcs y OOJbHBIX C BBIPQKEHHBIM CYCTaBHBIM CHHAPOMOM, IPH COYETAaHHH C CHHIPOMOM

[Ierpena nmu ¢ PA.



Tadoumua 4. UHcTpyMeHTAIbHBIE HCCJIEIOBAHUS.

OPI'AHHAA TTATOJIOI'UA METO/IbI UCCJIIEAOBAHUA

['unoTonus numesoaa Manowmerpusi, pH-MeTpus

Pedumroxc- 330¢harut 330¢aroracTpoyo1IeHOCKONHS

CrpukTypa nuuieBoja Pentrenorpadusi ¢ KOHTPACTHBIM MpPENapaToOM
[TumeBon bapperra buorncus MeramiasupoBaHHOM CIM3KUCTOM MHUILEBO/IA
NHTepcTuLMalIbHOE IOPAXKEHUE JIETKUX Kommbrorepnas Tomorpadus rpyaHoi KICTKH

OreHka GyHKIIMHA BHEITHETO JbIXaHUS
Onpenenenue auddy3nOHHOM CITOCOOHOCTH JIETKUX

boaunnerusmorpadus

Jlerouynas aprepualibHasi TUIIEPTEH3U Oxokapauorpadus, IKI

Karerepuzanuus npaBbIX OTIEI0B cepLa

AputmMuu OKT', cyrounoe Monutopuposanue IKI'

Ouaroseiit GpuOpPO3 MUOKapaa OKT

Ilepukapaut Oxokapauorpadus

Ocrtpas ckieponepmuyeckas HedpornaTus Monutopunr AJl, ypoBeHb KpeaTHHHHA U PEHUHA

B KPOBH, OTaIBMOCKOITHUS, OMOTICHS TIOYKH

CaMbIM agekBaTHBIM HeMHBa3sUBHBIM MeTonoM BeisiBiieHus UITJI npu CCJl sBnsierca koMnbroTEpHas
tomorpadus Beicokoro pasperieHusi (KTBP), kotopas mo3BossIET OIEHUTh BBIPAXKEHHOCTb U CTATUIO
¢bubposupyromniero mnporecca. MdbopmatuBHBIMH, OCOOCHHO [JIsi JIMHAMHUYECKOTO HAOJIOJCHUS,
SBISIFOTCA  (DYHKIIMOHAJIBHBIC JIETOYHBIE TECThI: CIUPOMETPUS M METOJA OJHOKPATHOIO BJOXa C
3aepKKOM  AbIXaHUs i omnpeneneHus Iuddy3noHHOM crmocobHoctu serkux. Ilpm  UIUI
(GyHKIMOHAIBHBIN TPO(UIH BBISBISET PECTPUKTUBHBINA THUI BEHTWISILIMOHHBIX HApPYIICHUH.

Ko:kHbli cyer.

IIpu onpenenenun aktuBHocTH CCJl BakHOE 3HAUEHHE UMEET XAPAKTEPUCTHKA M KOJIWYECTBEHHAs
OLIEHKA BBIPAKCHHOCTH KapAUHAJIBHOTO IpH3HAKa OOJe3HH — mopaxeHuss Koxku. C 3ToH Ienbio
UCTOJB3YIOT KOXHBIN cueT. KoxHble H3MEHeHHs OLIEHUBAIOTCA 10 3-X OaUIbHOM CUCTEME.

bannbHas nikana olleHKH yIIJIOTHEHUS KOXKU:

0 — oTcyTCTBHE U3MEHEHUI,

1 — He3HauUMTENBbHOE YIIJIOTHEHNE KOXH (KOXKa JIETKO COOMpPaeTcs B CKIIAJIKY),

2 — yMEpEeHHOE YIUIOTHEHUE KOXKHU (KOXka ¢ TPYAOM COOMPAETCs B CKIIAIIKY),

3 — BBIp@XEHHOE YIUIOTHEHHE KOXKH ( B CKIIAJIKy HE COOMPACTCS, «ITOCKOOOpa3Has»).

W3MeHeHus OLIEHMBAIOTCSI B TPEX HEMAapHBIX 30HAaX - JIMLO, IPyAb, KUBOT, M 7 MapHbIX 30HAX -

NaNblbl PYK, KACTH, MPEAIIIeYbs, TUIeud, Oenapa, roneHu, cronbl. CyMMa BBISBICHHBIX IMOKa3aTenen



COCTABJISIET OOIIMI «KOXKHBINY cueT. Jlnama3on cuera MOKeT BapbupoBath OT () (KOTJa HET YIUIOTHEHHS
KOXH) 10 51 Gana (MakcuManbHas CyMMa 0ajuioB BO Beex 17 obnactsax).

BujeokannisipocKkonus HOITeBOIO JIOXKA

JInsi HOpMaJIbHOM KAapTUHBI XapaKTEPHO PABHOMEPHOE PACIIOJIONKEHUE KANWJUIAPHBIX NETENb BJIOJb
HorreBoro joxa. [Ipu CCJl BBIABIAIOT HEPABHOMEPHOE PACHOJIOKEHHE KalWJUIIPOB, OHU CTAHOBSITCS
pacIIMPEHHBIMU, YUCIIO UX YMEHbBILAETCSI, MOSIBIIIOTCS aBaCKYJIIPHbIE 30HbI, 3JIEMEHTHI HEOAHTMOT'€HE3a
—  Merakanwuiipbl.  Jng  paHHeW — cTaguM  M3MEHEHUH  TUNMYHO  HEOOJIBLIOE  YHUCIIO
PaCIIMPEHHBIX/TUTAaHTCKUX KalUJUIAPOB, €AMHUYHBIE TeMOPPAarui, OTHOCUTEIHHO XOPOIIO COXPAHEHHOE
pacnpeziesieHue KalWUIIpOB U OTCYTCTBHE SIBHOIO YMEHBILIEHHUS IJIOTHOCTH KanwuApoB. B moznnen
CTaJuu TIOSIBJISIETCS HEPAaBHOMEPHOE pAaCIIMpPEHHE KalWLIspoB, (UKCUpYeTCs OTCYTCTBHE WU
HE3HAYUTEIbHOE YMCIO TMTaHTCKUX KalWUISIPOB UM I'eéMOpparui, BbIPaXKEHHOE CHUKEHHME IJIOTHOCTU
KallWUIAPOB C OOIMIMPHBIMU  aBAaCKYJISAPHBIMU TOJISIMU, J€30praHM3alus KamwUISIpHOM  ceTu,
KyCTOBUJHbIE Kamuuigpbl. OO0 aKTHBHON CTaJWd MUKPOAHTHOIATHU CBUIETEIBCTBYIOT THUTAHTCKUE
KallWJUIApbl, TEMOpparui, yMEPEHHOE CHUKEHHE IUIOTHOCTH KalWLISIPOB, HEOOJIbIIAs Je30praHu3alus
KallWJUIIPHON apXUTEKTOHUKH, OTCYTCTBHE WM €JMHUYHBIE KyCTOBUAHbBIE KaUJUISIPBI

Onenka akrusHoctu CCJI

['pamanus mo CTemeHsAM aKTUBHOCTHU, B OCHOBY KOTOPOW IOJIOXKEHBI OCOOCHHOCTH KIMHHYECKOM
CUMITOMAaTHKH U JJaOOpPaTOPHBIX TECTOB, B Halled crpaHe ObLia mpeiokeHa npod. H.I.I'yceBoit u
npumensiercs: MHoro Jjer. [lenenne CCJl mo cTemneHsM aKkTUBHOCTHU IPEICTABISIETCS B ONpEeIEHHON
CTETEHH YCJIOBHBIM M BO MHOT'OM 3aBHUCHUT HE TOJBKO OT KJIIMHMKO-JIAO0PAaTOPHBIX apaMeTpoB 00JIe3HH,
HO U OT OIIbITA Bpaya.

Il creneHb, AKTHBHOCTM XapakTEpU3yeTCs HAIUYMEM JMXOpagkud (OOBIYHO HE CBONCTBEHHOM
CKJIEpPOJIEPMHUM) M APYTruUX OOLIMX MPU3HAKOB OO0JIE3HM, MpeoliallaHueM SKCCYIAaTUBHBIX, OCTPBIX U
MOJIOCTPBIX, MHTEPCTULUAIBHBIX U COCYAUCTBIX IPOSBICHHUN B BHJE IUIOTHOIO OTE€Ka KOXKH, MHOIZA
SPUTEMBI U KANWJUIIPUTOB, 3KCCYAATUBHOTO MOJIMAPTPUTA, MJIEBPUTA, MHTEPCTULMAIBHON THEBMOHUH,
MHOKap/03a, TyOJeHUTA, TTOUEYHON MAaTOJIOTHH (OCTpasi CKiepoaepmuueckas Hedpomatus) u ap. U3
1a00paTOPHBIX TaHHBIX onpeestoTcs nopsimerne COD, CPB; runeprammariooymuHemus, AHO.

IIpn |l creneHM aKTUBHOCTH BBIABIAETCS TEHIACHLUS K (UOPO3HBIM HM3MEHEHHSIM pa3IMyHON
JOKaJIM3aluu ¢ MpeobiagaHueM MpoiudepaTUBHBIX H3MEHEHHH (MHAypalus KOXKH, WHIypaTUBHO-
nponudepaTUBHBIA  MOJMAPTPUT,  AQAre3UBHBIA  IUJIEBPUT, MHOKapl03 U  KapIUOCKIIEpO3,
CKJIEpOJIEPMUYUECKUN 730(arutT, AYOJEHUT U Jp.), YTO COMNPOBOXKIAAETCS W MEHEEe BBIPAXKEHHBIMU
71a00paTOpHBIMU TECTAMHU.

| cremeHb aKTHMBHOCTH XapakTepu3yeTcs MpeoOiajaHueM B KIMHUYECKOW KapTHHE O0JIe3HU
(GYHKIMOHANBHBIX, TUCTPOPUUECKUX U CKIEPOTHUYECKUX H3MEHEHUH pa3IMyHOW JIOKAIHU3alUU TNpU

OTCYTCTBUHU CKOJIBKO-JINOO 3HAYUTEIHHBIX N3MEHEHUH B TAOOPATOPHBIX TECTaX.



EBpormetickoii rpymmoii mo u3ydeHuio cucreMHoro ckiaeposa (European Scleroderma Study Group -
EScSG), Obu1 npeanoxkeH CyMMapHbIA HHICKC aKTUBHOCTH, KOTOPBINA BKIIO4YaeT 10 mMpu3HAKOB ¢ BECOM
kaxmaoro or 0,5 mo 2,0 OGammoB. Ilpu onpenenenuu oOmIeH aKTUBHOCTH Oajulbl CYMMHPYIOT,
MaKCHMaJIbHO BO3MOHBIA Oaym — 10. IIpu mokazarene aktuBHOCTH 3 Oayuta u Oojee 3abojeBaHUE
pacIlIeHHBAIOT KaK aKTUBHOE, MEHee 3 — KaK HEaKTUBHOE.

Tab6amuna S. [Tapamerpbl 0061ero nnaekca aktusHocTn CC/{

ITAPAMETP BAJLJL XAPAKTEPUCTHUKA
Koxnplii cuer >14 1 Hcnonb3yercst MOauUIIMPOBAHHBIA KOXKHBIA CUET
(o Rodnan), oniennBaemsrii B 6amiax ot 0 10 3 B
Kaxxnou u3 17 oOiacreii Tena. MakcumaibHast
cymma 0OasuioB - 51
Cknepenema 0,5 VYroienne MITKUX TKaHEeH Ha [ajabliax 3a
CYeT MHAYPAIlMU W/UIH IIOTHOTO OTEeKa
A-xoxa 2 VXyImeHne KOKHbIX IPOSIBICHUI
3a MOCIIEHUN MECHIIL, CO CJIOB MallMeHTa
JlururanbHbie HEKPO3bI 0.5 AKTHUBHBIC TUTUTAIBHBIC SI3BBI WJIH HEKPO3bI
A-cocynibl 0.5 VYXyaueHnue coCyauCThIX MPOsSBICHUIMA
3a OCJIEIHUN MECHIIL, CO CJIOB NaI[eHTa
ApTpuThI 0.5 BosiesHeHHas npumyxJyiocTb CyCTaBOB
Camxenune DLCO 0.5 DLCO <80% oT HOpMaIbHOT'O YPOBHS
A-cepame/nerkue 2 YXyaAmeHue cepaeuHo-IerOYHBIX MPOSIBICHUH 3a)
MOCIICAHUN MECSIIL, CO CJIOB MaI[eHTa
COD > 30 1.5 ITo merony Becteprpena
I'mnmoxomIuieMeHTeMus 1 Cumxenue ypoBHsa C3- u/unu
C4-KOMIIOHEHTa KOMILJIEMEHTA
OO6muit nHIEKC Maxkcumansno 10 Ganos
AKTUBHOCTHU, OaJLIIbI

Ilpumeuanue. A — denvma, yxyouieHue CUMNMOMAMUKU 8 MedeHue Nocle0He20 Mecayd, OYyeHUsaemoe
camum nayuenmom, DLCO — oughghysuonnas cnocobnocms neekux 0ns oxcuoa yenepooa, % om
001HCHO20

CTpykTypHasi BaTUAHOCTh HWHJAEKCAa Oblla TMOATBEPKICHA, M OH HCIIOJIB3YETCs] TIPU MPOBEICHUN
KIIMHUYECKUX MCIBITaHuNA. OHAKO, HECMOTPS Ha OTHOCHUTEILHYIO TIPOCTOTY BBIYHCICHHS H YI0OCTBO
MIPUMEHEHUS, He BCe TTapaMeTphl HHCKCa MHPOPMATHBHBI (HAIpUMeEp, THIIOKOMIUIEMEHTEMISI, KOTOpast

BCTPCHACTCA pCI[KO) U HC OTpaKar0T HCKOTOPLIX BAKHBIX HpOHBJ’ICHI/Iﬁ AKTHUBHOCTH.



5. JJEUEHUE

Jleuenne OompHBIX CCJl MOMWKHO OBITH MO BO3MOXHOCTH PAaHHUM, KOMIUIEKCHBIM (C y4eTOM
CJIO’KHOTO TIaTOreHe3a 3a00JIeBaHus) U ONPEAEIIETCS B 3aBUCIMOCTH OT T€UCHUsI, KITMHUYECKOU (DOPMBI
U XapakTepa opraHHod mnartojorud. HeoOXoaumo UIMTENbHOE JIeUeHHE, KOTOpOE BCerja sBisercs
MHOT'OJIETHUM, @ HHOT/J]a U TTO>KU3HEHHBIM.

OcHOBHbIE L€ Tepanuu:

- CHIDKEHHME aKTMBHOCTH M MIOJIaBJIEHHE IPOTPECCUPOBaHUs 00NIE3HH

- npouIaKTHKa U JeueHue cuHapoma PeliHo U coCyIUCThIX OCIOMKHEHUN

- po(UIaKTHKA U JICUEHUE BUCLIEPAIBbHBIX MPOSBICHUN 00I€3HU

OO0uue pekoMeHIALMMN.

Jleuenne mnauueHToB cucremMHon ckiepoaepmuein (CCJ) HOMKHO NPOBOAUTHCS BpadaMu-
peBMarosoramu (B BUE UCKIIOYCHHS BpayaMu OOIIeH MPaKTUKHU, HO IPU KOHCYJIbTAaTUBHOM MOAIEPIKKE
Bpaua-peBMaroiniora). B ciydae pa3BuTusi HapymieHud (QyHKUMH BHYTPEHHUX OPraHOB JICYCHHE
IPOBOJMTCS C MPHUBICYCHUEM CHEIUAINCTOB JPYTUX MEAMIMHCKHX CIIEIHAJbHOCTEH (KapanOJIOoroB,
HEQPOJIOTOB, MYJIBMOHOJIOTOB, TaCTPO’HTEPOJIOTOB,  (DU3MOTEPANEBTOB, IICHUXOJIOTOB M Jp.) H
OCHOBBIBA€TCsl HA TECHOM B3aUMO/ICHCTBHM Bpaya U nanuenta (yposeusb ookazamenvrhocmu C). Cnenyer
PEKOMEHI0BAaTh MalMeHTaM H30erath MCUXOAMOLMOHATIBHBIX MEePErpy30K, UIUTEIbHOTO BO3ICHCTBUS
X0JI0/Ia ¥ BUOpaIlMU, COKPATUTh MpeObIBaHUE HA conHIe (yposenb dokazamenvhocmu C). Ilanmentam
CO CKJIEpOJIEpPMHUEHN CTPOro MPOTHUBOIOKa3aHO KypeHue. OcHoBHOe MecTo B jeduenun CCJl 3aHnMaroT
COCYJHCTBIE, POTUBOBOCHAIUTENIbHBIE, IMMYHOCYIIPECCUBHBIE U aHTU(UOPO3HbIE Mpenaparsl, a TaKKe
JOKaJbHasl, peaOMINTallMOHHAs U CUMIITOMaTHYeCKasl Teparnus.

OcCHOBHOE Ha3HAYeHHE PEKOMEHJALMN M0 JIEKAPCTBEHHOM TEepanmuu CUCTEMHOM CKIIEpOJIEPMUN
(mporpeccupyroieMy CUCTEMHOMY CKJIEPO3Y) — YIIYUIIUTh MPOTHO3 O0JIE3HU U IOMOYb IPAKTUYECKOMY
Bpauy B 3(QQEKTHBHOM Kypanuu OOJBHBIX Ha OCHOBE OIbITA OTEYECTBEHHOH pPEBMATOJOTMU H
MEXIYHapOJIHBIX pPEKOMEHIAlMH, OCHOBAaHHBIX Ha METOJaX JOKa3aTelIbHOW MEIUIIMHBI. B
COOTBETCTBMM ¢ Bepcuerr EBpomeiickoii snmru mo Ooppbe ¢ pesmatusmom (EULAR, 2009)
pexkoMeHaiuu 1o (papmakonorndeckomy seueHnto CCJl crpynmupoBaHbI 10 CHCTEMaM OPTaHOB WA
HanOoJIee TSHKENbIM KIMHUYECKUM CHHAPOMaM.

CUHPOM PEMHO U JIUTUTAJIBHBIE S3BBl.

BosbHBIM cllelyeT peKOMEHIOBaTh HOIICHHE TEIUION ONEKIbl, M30eratb BO3IEHCTBHS XOJIOAa U
CTPECCOBBIX CHUTYallMid, OTKa3 OT KypeHHs, TOTpedieHnuss Kode U JIEeKapCTBEHHBIX CPEJICTB,
IPOBOLMPYIOIIUX Ba3ocma3M. Xapakrep M 00beM TepamuH 3aBUCUT OT MHTEHCHBHOCTH aTak PeifHo
(vyacToTa, UIMTENBHOCTh W PACIPOCTPAHEHHOCTh SMHM30/I0B Ba3ocmasMa) M OcioxHeHuil. Jleuenue
CUMTAETCs YCHEIIHbIM MPH YMEHbILIEHUH BBIPA)KEHHOCTH Ba30Cla3Ma U OTCYTCTBUU MOSIBIEHUS HOBBIX

umeMudeckux mnoBpexneHuid. Ilpu cunapome Peitno, accommmpoBanHbiM ¢ CCJI, BceM OOJbHBIM



clelyeT TNPOBOIUTH JUIMTEIbHYIO JIEKAPCTBEHHYIO TEpanuioo. B JIeYeHMHM JUTMTaIbHBIX SI3B
PEKOMEHIyeTCsl OJJHOBPEMEHHOE BO3/IEMCTBUE HA BCE M3BECTHBIE MEXAHU3MbI UX Pa3BUTHS, BCIEJICTBUE
Yero JICYCHUE JTOJHDKHO OBITh KOMIUIEKCHBIM.
Basoautaararopsbl.
IIpenaparamu nmepBoii JMHUM Ui JiedeHUsl cuHapoma Pelino, accouuupoBanHoro ¢ CCJl, sBnsaroTcs
0JIOKaTOpBl KaJbLIMEBBIX KAaHAJIOB (AHTArOHUCTBI KajlblMsl) TIPYIIbl JUTHAPONUPUINHA, TJIaBHBIM
obpasoM HudpenunuH. (¥Yposenv doxazamenvhocmu A). JIns yMEHbIICHHS YaCTOThI M BBIPAKEHHOCTH
NOOOYHBIX PeaKLHi, IPeANOYTUTEIbHBIMU SIBJISIOTCS [UINTENBHO ASHCTBYIOLINE AHTAaTOHUCTBI KaJIbLHSL.

IIpocTaHouabl A1 BHYTPMBEHHOI0 NPHMEHEeHMs (WIONPOCT, aJIpOCTaaAni) Ha3zHAudaroTcs Ui
JICYCHUSI BBIPOKCHHOTO CUHIpoMa PeiiHo mpu Hed()(EKTHBHOCTH aHTaroHUCTOB Kaublws. (Yposens
ookazamenvrhocmu B). [Ipoctanou bl (IPEUMYIIIECTBEHHO UIIOHPOCT B/B) HE TOJILKO CHMKAIOT YaCTOTY
U BBIPQKEHHOCTb aTak CUHJpoMa PeifHo mo cpaBHEeHHIO ¢ Iuiane0o0, HO OKa3bIBAIOT IOJIOKUTEIbHbIN
3¢deKT Ha 3aXHUBIEHHE, MOITOMY PEKOMEHIYIOTCS W JUId JIEYEHUS aKTUBHBIX JUTMTAJIBHBIX S3B.
(Vposenv ooxazamenvnocmu A onst unonpocma). IlpocTaHOUIBI JIEMOHCTPUPOBAIM COMOCTABUMBIIA
KIUHUYECKUH 3¢¢deKkr y OoJpHBIX CHHAPOMOM PeilfHO, accOLMHMPOBAHHBIM C CHCTEMHBIMU
3a00JIEBAaHUSAMH COCTUHUTENbHOM TKaHU. (Vposensv dokazamenvrocmu C). Y~ OOJBHBIX,  JICUCHBIX
IIPOCTAaHOUAAMH, Yallle OTMEYAOTCS HMIIEMUYECKHE KapIUOBACKYISIPHBIE OCJIOXHEHHSA, MO3TOMY IO
Havaja JICYCHHUs CIIAYeT TIIATEIbHO OLICHUTh KapAHOBACKYJSIPHBIA pucK. (Vposens dokazamenvrocmu
B). AHTaroHHCTBI KAJIBIMS ¥ TPOCTAHOKM/IBI MOTYT BbI3BAaTh OJIMHAKOBBIC FEMOJMHAMHYECCKUE P PEKTHI,
YTO TpeOyeT TMOBBIIIEHHOIO0 BHUMAHUS K MOHHUTOPHHTY BO3MOXHBIX NOOOYHBIX 3((dekToB mpu
KOMOMHHMPOBAHHOM NPHUMEHEHHUH MpenapaToB 3THUX KJIaCCOB.

BaokaTopbl 3HA0TEIMHOBBIX pelenTopoB. bo3eHTaH yMeEHbBIIAET YacTOTy M JUIMUTEIbHOCTh aTak
Pelino, 1 yacTOTy MOSIBIIEHUS! HOBBIX WJIM PEUUAMBOB AUTUTAIBHBIX SI3B, HO HE BIMSIET Ha 3a’KUBJICHUE
umeronmxcss 3B (YpoBeHp okasarenbHocTH B/A). Bo3eHTaH pekoMeHayeTcs Ui JICUCHHS
MHOKECTBEHHBIX M PEUUIMBHUPYIOIIMX JUTUTAIBHBIX 53B y OonbHbIX ¢ auddysnoir CC mnpu
HEA(PPEKTUBHOCTU aHTArOHUCTOB KaJIbIHS U IPOCTAHOMI0B.

HNuruduropsl gocdoamscrepaspl 5 tuna. CungeHadun NpUMEHSETCS B JICUEHUU BBIPAKEHHOTO
cuHJpoMa PeifHo M AUrHTaNbHBIX 3B MpU HEI(P(HEKTUBHOCTH aHTAarOHUCTOB KAJIBIUS U MPOCTAHOUIOB.
Cunnenadun ymeHblaeT yucio atak PeifHO, HO U3MEHEHHUs cyeTa COCTOSIHUS PeliHo, JUIMTeNbHOCTH
aTak U cyera OOJIM HE OTIHYAIKCh OT mianedo. (Yposenv doxkasamenvhocmu B). B Hacrosiee Bpems
Cunpnenadun HaxoAUT Bce OoJblliee MPUMEHEHUE MPH BbIpaXXeHHOM cuHapome Peiino. Knnnuueckoe
yIy4llleHHE B BUI€ YMEHbIIEHHS JUIMTEbHOCTH, YaCTOTHI M BBIPQXKEHHOCTH aTak PeliHo Habironanoch u
nocie JiedeHus UHruburopoMm ¢ochoaudcrepazbl S5 THMA  TPOJOHTHPOBAHHOTO  JEHCTBUS —

BapI[eHa(l)I/IJ'IOM. Iloka3ano 3akuUBJICHME JUTHTAJIbHBIX A3B W MCHbIIAsd YacCcTOoTa ITIOSABJICHHUSA HOBBIX



JIWTUTATBGHBIX 3B, 10 CpaBHEHHIO ¢ Iuanebo mocie JedeHus Ttaxanaduiom. (Vposens
ookazamenvrnocmu B/A).

OAHOBPEMEHHO C Ba30WJIATATOPAMHU PEKOMEHAYETCS IPUEM TIPENAPATOB, NOJABIISIFOIINX arperauio
TpoMOoIUTOB. {151 yMeHbIIeHus Oonei nmpu JUTrHTanbHbIX s3Bax npumensoT HIIBII, mapaneramon u
cy1abble ONMOUBI B aZIeKBaTHBIX J03aX. [l CHIDKEHHs pUCKaA JKETyI04YHO-KUIIIEYHOIO KPOBOTEUEHUS U
HE(POTOKCHYHOCTH  CJIE€AyeT  MNPUMEHATh  MUHHMaJbHyI0  d3¢pdektuBHyro  mozy  HIIBIL
WNndunmpoBaHHble JUTUTAIbHbBIE S3BbI 0053aTENFHO TPEOYIOT CaHAIIMK - MECTHOTO W/WJIM CUCTEMHOTO
IPUMEHEHUS] aHTUOMOTUKOB IIMPOKOIO CIIEKTPA.

I[TOPA’KEHUE KOXU

OcHoBHas 1enb papmakorepaniu nopakeHus koxxu npu CCJl — yMeHbIIeHHe pacpoOCTPaHEHHOCTH U
BBIPQKEHHOCTH YIUIOTHEHUs KOKU. J[J1s1 cTaHIapTU3aluy OLIEHKH U3MEPSIOT KOKHBIA cueT (CM. pazien
4). D dexTUBHOCTH MpenapaToB B OTHOILIEHUU KOKHOTO GuOpo3a orneHuBaercs yepe3z 6 u 12 mec. mo
JMHAMHUKE KOXKHOTO CYeTa.

J-neHMIIMJUIAMUH PEKOMEH/yeTCsl Ha paHHE! CTaauu (B T€YEHHUE MEPBBIX S5 JeT O0NE3HU) WIK IpU
HApacTaHUHM BBIPAKEHHOCTH M PACHPOCTPAHEHHOCTH YIUIOTHEHHSI KOXH Yy OOJbHBIX Iu(dy3HOM
cucteMHOl ckiepoaepmucii. (Vposens ooxazamenvnocmu C). PexomeHayeTcss NpHeM HU3KOH WIN
cpeanedt no3bl JI-menunmiuiamuaa (250-500 Mr B CyTKH), B 3aBUCHUMOCTH OT PaclpOCTPaHEHHOCTH
YIUTOTHEHUs KOXkH. [loka3aHo, 4TO U3MEHEHUs KOYKHOTO cueTa He pa3INyalich pU IIPpUEeMe BBICOKOU U
HU3KO# 10361 JI-nienunmamuna (Yposens dokazamenvrhocmu A).

Hns nedenust panHeit auddysnoit CCI npumensercs Mertorpekcar B go3zax 10-15 mr/cyr.
JUTUTENBHBIM KYpCcOM — He MeHee 6 Mec. (Vposens dokasamenvrocmu A).

Mukxodenonara modgerun (MM®D) B TepaneBTHUECKOM 103€ 2 I/I€Hb NMPUBOJUT K CHHXKEHHUIO
KOKHOTO cueta. (Vposenv ooxazamenvnocmu BIC). Yepes 12 mec. MM®, no cpaBuenuto ¢ JI-
MECHHUIJUITAMAHOM, ITPUBOANII K OOJIBILIEMY CHI)KEHHUIO KOKHOTO cueta (Vposens dokazamenvnocmu C).

Kopruxocrepouasl (KC) mnokazansl npu mnporpeccupyroumeM Audg@y3HoM HOpaKeHUH KOXKH U
JIPYTUX KIMHUYECKUX MPU3HAKAX BOCHAIUTENHbHOW aKTHUBHOCTH (CEPO3UT, MHO3MUT, HHTEPCTULIMATBHOE
MOpayKEeHUe JIETKUX, pepaKkTepHbIii CHHOBUT W/WIU TEHOCHHOBHT) B HEOOJBIINX J03aX — J0 15 mMr B
cyTkH, T.K. mpueM KC yBennunBaeT puck pa3BUTHS CKISPOJCPMHUYECKOTO MIOYEUHOTO KpH3a (CM.HIXKE).

NHTEPCTULIMAJIBHOE ITOPAXXEHME JIET KX

Ocnosnoe mecto B siedyennu UITJI npu CCJ] 3anumaer Luxnodochamun (LIP) B coueranuu ¢ KC.
[{® Ha3HauvarOT BHYTpUBEHHO B J103ax 500 Mr/M? - 750 Mr/mM? B MecsI i MepopaibHO B 03ax 1- 2
MI/KT/IEHb B 3aBUCHUMOCTH OT d3()PEeKTHBHOCTH U TMEPEHOCHMMOCTH Tpemnapara. (VposeHw
ookazamenvrhocmu A). Crioco6 BBeaenus: L{® (nepopaibHblil UM BHYTPUBEHHBIN) 3HAUUMO HE BIMAET
Ha YPOBEHb M3MEHEHHS IMOKa3aTeseld (yHKIIMOHAIBHBIX JETOYHBIX TecToB JlmuTenpHOCTH Kypca LD

JOJDKHA OBITh HE MeHee 6 MecsneB. (Vposenv dokazamenvrnocmu C). VIMeroTcs naHHBIE O OOJbIICH



s dexTuBHOCTH Oosiee UTENbHBIX KypcoB (12-24 wmecsmueB) I[® c¢ OGonpiielr ero KymyJasTUBHON
no3oi. [Ipumenenne L{® B 60ompmux qo3ax (600-750 Mr/kB. M) B OOJIFOCHOM PEXHME MOKET OKa3bIBaTh
KapIMOTOKCUYECKOE  JCUCTBHE, OCOOCHHO y OOJIbHBIX MOXKWJIOTO BO3pacTa, TMpPH  3ITOM
KapJIMOTOKCHUYECKOE JeHCTBUE HanboJiee BBIPAXKEHO B TeueHue 4—6 nHei nmocie BBenenus LD (yposens
ookazamenvrocmu C).YacToTa pa3BUTHS YTPOKAIOIIMNX SKU3HHU WIH HEOOPATUMBIX TOOOYHBIX peakuuil y
nanueHToB ¢ CCJl He3HaunrtenbHas. KoHTpoiab 3PEeKTUBHOCTH TEpaniy OCYHIECTBISIIOT 0 YPOBHIO
(OpcUpOBaHHOM >KU3HEHHON €MKOCTH JIETKUX (Vposensb OokazamenvHocmu A), KOTOPYIO HEOOXOIUMO
onpenensaTh He pexe 1 pa3za B 6 mecsneB (yposens doxazamenviocmu B). O6 3¢ hekTHBHOCTH Tepaniu
CBUJICTENBCTBYET CTAOMIM3anus wWiv noBsimeHue ypopHs OXEJIL.

B ciyuae nHeapdexkruBHOCTH MM HenepeHocuMocTH Tepanuu [P BO3MOXKHO NMPUMEHEHHUE APYrHxX
UMMYHOCYIIPECCHBHBIX ~ mpenaparoB: MM®,  Asaruonpuna, Ilukinocopuna A (yposens
ookazamenvrocmu C). Tlpu npuMeHenun asatuonpuHa B jgo3ax 100 mr/cyr. B coueranun ¢ 'K B
teueHue 12-18 mecsmeB ormeuanachk cradmmzanus OXXEJI ¢ HekoTopoit TeHACHIIMEH K €€ HapacTaHUIO
(vposenv doxazamenvrnocmu C). OcHOBHOM mpoGiieMoii mpu HazHaueHun [{ukimocnopuna A octaéres
noJ00p ONTUMAJIBHOM J103bl, KOTOpass HE BbI3bIBaJa Obl apTepuUanbHONM TUIEPTEH3UU U
HEe()POTOKCHYHOCTH, U B TO e Bpems oOecrieunBaia Obl HEOOXOJUMBIH TEPareBTHUCCKHA dPQEKT.
[Tpumenenue Iuxnocmopuna A mnpu CCJl, ocobeHHO B 103aX, PaBHBIX WU TMPEBBIIAIONIMX 3
MI/KI/CYT, BBI3BIBAIIO Pa3BUTHE MOOOYHBIX peakuuil Oojiee, 4eM y IOJIOBUHBI MalMeHTOB. B To xe
Bpemsi nipu jumrensHor Tepanuu L{C (ot 3 1o 5 ner) B no3ax, HE MPEBBILIAIOLIIMX 2,5 MI/KI/CYT.,
OTMEUYEH TOJOKUTENbHBIA 3(PPEeKT B OTHOIICHUH JErOYHON MATOJOTHH MPU OTCYTCTBHH CEPhE3HBIX
MOOOYHBIX peaKInil.

Ha ¢one npuema MM® pocturaercsi ctabmimd3aiys mpoiecca B JETKUX, B CBSI3U C YEM OH MOXET
NPUMEHSTHCS B KAYECTBE MOICPKUBAIONICH Tepauu (yposens dokazamenvrhocmu A). JImMTensHOCTh
kypca MM® nomxHa ObiTh He MeHee 6 Mec. (yposenv dokazamenvhocmu C). PeTpOCHEKTHBHO
MIOKA3aHO YJIy4llIeHue S-lIeTHel BbDKUBAaeMOCTH Ha (¢oHe npuéma MMO. [Ipenapar HazHAyalOT C J103bI
Ir B cyrku (B jaBa mpuéma), yBenmuumBas e€ 10 2-3 © B CyTKH (B ABa mpuéma) B cllydae XOpOIIen
nepeHoCUMOCTH (yposens dokazamenvrocmu C).

Jia nedenuss UIII mpu CCJI B coueraHum ¢ uUMMyHocynpeccantamu npumensitores ['K:
NPEIHN30JIOH TiepopaiibHO B fo03ax 10-15 mr/cyr. He nmoarBepkaeHo nmperuMyiiecTBo BeIcOKUX 103 I'K.
(vposenv ookasamenvrocmu C).

[Tpu HEap(PEeKTUBHOCTH UMMYHOCYIPECCUBHOM Tepanuy U MPOrpecCUpoBaHUU JIErOYHOTrO (pudpoza
MOKa3aHa TpaHCIUIAaHTalus JETKUX TPU YCIOBUM OTCYTCTBUS BBIPAXKEHHOM NATOJOTUU JAPYTUX

BHYTPEHHUX OPraHOB U TSHKENOro racTpossodareanbHoro peduitokca (VYposens dokazamenvnocmu C).



ITOPA’KEHHUE TTOYEK

Haubonee BakHOE MOYEYHOE NPOSIBIICHHE - OCTpas Hedponarus (CKIEPOACPMHUECKHNA MOUYCUHBIH
kpu3 (CIIK) wumm «octpas ckiepojepMuyeckas MOo4kay). YuuTbiBasg penkocts passutus CIIK un
CBSI3aHHYIO C HUM BBICOKYIO JICTAJIbHOCTb, MPOBEJEHNE (DOPMAIbHBIX KOHTPOJIUPYEMBIX UCIBITAHUI HE
MOXET OBITh OCYILECTBJIEHO, IIO3TOMY BCE KJIMHUYECKHE PEKOMEHJAllUd HMEIT YpPOBEHb
nokaszatenpbHoctu C. OcHoBHOE MecTo B jieueHnu CIIK 3aHnmMaer arpeccuBHas TMIIOTEH3UBHAS Teparus,
KOTOpasi MOKET CTAOUIIM3UPOBATH WIIH YIYUIIUTh (DYHKIHIO TOYEK.

[Ipenaparamu nepBoii sauHuM B JiedeHun CIIK sBisitores WHTHOUTOPHl AHTUOTCH3WH-
npespamaronero pepmenta (MAIID). JledyeHue pekoMeHyeTCs HAUMHAThH C KalTOIPUiIa, Ha3Hayvas 110
6,25 -12,5 Mr kaxnaple 8 4acoB, ¥ TOCTENICHHO yBEIUYHMBATH 103y M0 MakcuMaiibHOU (50 Mr 3 pa3za B
cyTku). B Hauvane nedeHus exenHeBHoe yBenudeHue 10361 MAIID nomkHO CHMKATh YPOBEHb
cucronmyeckoro AJl ma 10-20 Mm. pT.CT., Tak KaK CJIMIIKOM ObICTpoe cHibkeHue AJl (Takke Kak u
TMIIOBOJIEMUS1) MOKET MPUBECTH K HEXKENATeIbHOMY CHMKEHMIO IouyeuHoW mnepdys3uu (ycyryOsaeHuro
WIIIEMHH ).

KanTonpuin He OTMEHSIOT, Aaxe eciau (YHKIUS MOYeK HpOoJoDKaeT yxyamarbes. Ecmu Ha ¢one
MaKCHUMaJIbHOM /1036l KanTonpwia AJl He HOpManu3yeTcs B TeUeHUE 72 4acoB, 100aBISIOT OJIOKATOPEI
KaJbLIMEBBIX KaHAJIOB, HUTPAThI (0OCOOCHHO NPHU TMOSABJICHUHU 3aCTOMHBIX SBJICHUHN B JIETKHUX) UM JIpyTrue
BazoauIaTupyoomue cpeacrsa. Ilpu crabmmmszanmnu AJl MoxxHo mepeiitu Ha npuem HAIID Gonee
JUIUTEIIBHOTO JCUCTBHUS.

IIpu coxpaHEeHMM OJMIYpUYECKOH CTaJuU OCTPON IOYEYHON HENOCTATOYHOCTH PaccMaTpUBAacTCs
BOIpOC 0 remoauanuse. BoccranoBnenue unu ynyumenue GyHkiuu nodek nocie CIIK mpoucxonut
MeaJIeHHO, B TedeHue 2 neT. Ecim mocne 3Toro cpoka coxpassiercs HOTpeOHOCTh B TeMOJIUANIN3E,
CJIeTyeT CTaBUTh BOMPOC O TPAHCILJIAHTALIUHU MTOYKH.

Hapsny ¢ CIIK npu CCJI moryr pa3BHUBaThCs HIIeMHuYecKass Hedponatuss Ha (oHE CTeHO3a
noyeuHslx  aprepuif; MPO-ANCA  accouumpoBaHHBIH  riioMepyloHedputr;  Hedponarus,
accoUMUpOBaHHAas ¢ aHTU(HOCHOIUIUIHBIMU aHTUTENAMH;  TPOMOOTHYECKas: aHTUOMATUs TI0CIe
TpaHCIUIAHTaIllMH TeMaTOIO3TUYECKUX CTBOJIOBBIX KieToK. [loaTomy npu pa3zBuTuu octpoi HeponaTHu
npu CCJl nHeoOxomum auddepeHnanbHO-1MarHOCTHYeCKU MOUCK, OCOOCHHO MpU MOAO03PEHUH Ha
UIIIEMHYECKYI0 HedpomnaTuio, mpu koropoid HAIID npoTuBomoOKa3aHsbl.

IIpuem 'K y 6ombabix CCJ] accoumupyercsi ¢ Oonee BbicOkMM puckoMm pa3Butus CIIK, uem y
oosbHBIX, He nonydaommx ['K (yposens oOokazamenvnocmu B). Tlostomy mpu HaszHauenun ['K
HEOOXO0IUM TIIaTeNbHbIH KOHTponb AJl u dyHkumu nouyek. Haznauenue I'K, B 0COOEHHOCTH BBICOKHX
7103, TOJDKHO OBITH TIIATEIbHO B3BEIIEHO, MPEBBIIICHUE JI03bI Oosiee 15 Mr B CyTKM HEXelaTenbHo, a
NOTEHIMANbHO HedpoToKcudyeckue mpenapatsl (J-MeHMIUIAMMH, LUKIOCIOPUH A) Jy4lle He

Ha3zHauyaTh 00JbHBIM C pakTopamu pucka CIIK (k ¢pakmopam pucka CIIK omuocsam oughghysuyro gpopmy



OonesHu, paHuOl0 CcMaouro 3aOoneeanus,  OblIcmMpoe NPOSPecCUPOBanuUe KONCHO20 CUHOPOMA C
Gopmuposanuem CycmasHbiX KOHMPAKMYP, MYHCCKOU NOJ, NONCUIOU 803pACM, HANUYUE AHMUmMen K
PHK nonumepase ||, npuem 6orvuiux 003 K).

I[MTOPAKEHHUE XKEJIY JOYHO-KUIIEYHOI'O TPAKTA.

KauectBennble kimHu4eckue ucnbiTaHus jedeHuss OonpHBIX CCJl ¢ KemyaouyHO-NUIIEeBOTHBIM
pedrokoM U ractpo-33odareanbHoi pedurrokcHoi Oone3npo (I'DPB) oTcyTcTBYIOT, HO HMeEeTCs
oOmmpHas Jokas3arenbHas 0a3a, OCHOBAaHHAs HA M3YYEHUH ATUX COCTOSHHMA MPH APYTHX HO30JIOTUAX H
B o0mieit monyssnuu. [lonararT, 4To mgaHHBIE MOTYT OBITH SKCTparnoupoBanbl U Ha 60apHBIX CC/l. B
KayecTBe OOLIMX PEKOMEHJAIM IOKa3aHO ApPOOHOE MUTaHHE, COH Ha KPOBAaTU C MPUIOTHSATHIM
TOJIOBHBIM KOHIIOM, HEXENATEJbHO JIOKHUTHCS B TEUEHUE 2-X YaCOB IOCJE MpUeMa MHIIHU, HYXHO
OTKAa3aThCs OT IpUeMa KUPHOU MUIIH, aJIKOTOJs ¥ KypeHus. [Ipu xemyqoqHo-THIIeBOAHOM peduitoKce,
['OPb, s3Bax M CTPUKTypax MHUIIEBOJA MPUMEHSIOT AHTHCEKPETOPHbIE Mpenaparbl, B MEPBYIO
ouepeqb - UHTMOUTOPHI MPOTOHHON ToMIlbl (omemnpazon 20 - 40mr). brokaTtopsl MPOTOHHON MOMITBI
3 QeKTHBHEE CHIKAIOT KHUCIOTHOCTh JKEMyJOYHOTO COKa M yMEHbIIAIOT mposisieHus ['OPb, B
CpPaBHCHHMU C TpUMEHeHHeM OyiokatopoB H2-rucrammuoBBIX penentopoB. ['DPb, mnpossisromiascs
KIIMHUYECKU U HJOCKOIMMYECKU, TPeOyeT MOCTOSHHOTO JICYCHUS MHTUOUTOPAMU MPOTOHOBOW MOMIIBL
JnurensHoe neyenue peduokca y 6onpHbIXx CCJl HMHrHOUTOpaMU HMPOTOHOBOW IMOMIIBI B BBICOKHX
J103aX, MO-BUAMMOMY, 0€30macHO U A((HEKTUBHO KaK B OTHOIIEHUH CUMIITOMOB, TaK U MIPEIOTBPAILIEHUN
a30(aruta u cTpuktTyp. [lpu 3TOM cremyeT y4uThIBaTh, YTO OJIOKATOPHI KAJIBIIMEBBIX KAaHAJIOB MOTYT
YCUITUTH MPOSIBICHUST pedIrrokc-330¢arura, Tak Kak MOTYT CHUXKAaTh TOHYC COUHKTEPA HUKHETO OT/Iesa
numeBoAa. [Ipu Hapymenun mortopuku (aucharus, IOPb, paHee HachleHue, OTpbDKKa, MCEBIO-
OOCTpYKITUST W Jp.) HA3HAYAIOT NPOKHHETHKH -  METOKJIONPaMHUJ, IOMIIEPUIOH, SPUTPOMUIIMH,
KOTOpbI€ YBEJIMYMBAIOT [JAaBJICHHWE HI)KHETO MHUIIEBOAHOIO COUHKTEPA, YCKOPSIOT 53BaKyalluio
COIEPKUMOr0 M3 JKEIyJKa M YBEJIMYMBAIOT NEPUCTATBTUKY TOHKOTO KHIleyHuKa. [IpuMeHeHue
MPOKUHETHUKOB OTrPAaHUYEHO HaIMYueM TMO000YHbIX H(G(HEKTOB, B TOM YHCIE HEBPOJIOTHYECKOTO
xapaktepa. [lpeumymiecTBa OTHAIOTCS JOMIIEPUJIOHY,  AHTAaroOHUCTY JoQamuHa, 00JaJarolemMy,
AQHAJOTUYHO METOKJIONMPAMHUIy W HEKOTOPBIM HEHPOJENTHKaM, NPOTHBOPBOTHBIMH CBOWCTBAMHU.
OnHako, B OTJIMYME OT JTHX JIEKAPCTBEHHBIX IpENapaToB, AOMIIEPUIOH ILJIOXO IMPOHHUKAET uepe3
remMarodHIedanueckuil 0apbep U HE BBI3BIBACT SKCTPAMMPAMHUIHBIX paccTporcTB. [IpoknHeTHueckuit
s ekt nmerot Makpopuabl (dpurpomutiia 100-150 mr 2 pasza B neHb Wi asutpoMuttud 400 mr 1 pas
B JICHb B Te4YeHHE 4 HEIeNb), KOTOPhIE YMEHBIIAIOT TOIIHOTY, PBOTY M TMPHUCTYNBl OOne B
snuractpanbHoi obnactu. KoMOMHAIMs MPOKUHETUKOB M aHTUCEKPETOPHBIX MpEnapaToB yIydllaeT
COCTOSIHUE MAIMEHTOB C Pe(IIIOKC-330()aruTOM.

[Ipu paszButnm cuHApPOMA MaabaOCOPOIHH, 00YCIOBICHHOTO M30BITOYHBIM OAKTEPHATILHOM POCTOM,

MOKa3aHO TMIOBEACHHE aHTHOWOTHKOTepanuu. llpuMeHsioTcs crienyroomuye aHTHOAKTepHalbHBIE



npenapatel: Terpauukiand 250 mr 4 pasza B cyTtku, nokcuiukind 0,1 2 pa3a B cyrku, MUHOMHIIMH 100
MI 2 pa3a B CYTKH, aMOKCUKIaB 875 Mr 2 pasza B cyTkH, nedanexkcun 250 mr 4 pasa B CyTKH,
munpodiokcama 500 mr 2 pasa B cyTku, Hopgokcanud 400 mr 2 pa3a B CyTKH, METpoHUAa30 250 Mr
3 pasza B cytku ® np. JmurenpHOCTHT Kypca — 10 mHel, mpu HemocTaToOuyHOW 3(PGEKTUBHOCTH KYpC
IpOIEBAOT 10 3-4-X Helenb. XUPYpPruyeckoe BMEIaTelabCcTBO, KOTopoe 3()(EKTUBHO Uil JIedeHUst
uauonatuueckor ['OPb, mnpu CCJ] mnoka3zaHo maruieHTaM C Hamboyiee TSDKEIbIM TEUSHHEM ATOTO
COCTOSIHMSL.

ITOPA’KEHUE CEP/JILIA

IIposiBneHust KapAuaJbHOW MATOJOIMU OOYCIIOBIEHBI KaK COOCTBEHHO CKJIEPOAEPMHUUYECKUM
IIOPAKEHUEM CEpALld, TaK M aCCOLMALMEH C JIETOYHOW AapTEepPUAIbHOM THIIEPTEH3HEH, CHCTEMHOMU
apTepUaIIbHON THIIEpTEH3Uel Ha ()OHE MOPaKEHHsS MOYEK, THIEPTOHUYECKON OONE3HH WMIIM JIPYTHX
COITYTCTBYIOIIMA KOMOpPOMIHBIX cocTossHUM ¢ BoBiedenuem cepaua (MBC, arepockiepo3 u ap.).
Hepenxo 310 co3maer moiuMOpQHY0 KapTUHY BbIPQ)KEHHOM KapIUONAaTUU CIIOXKHOTO TeHe3a, AN
UHTEPIIPETAIH KOTOPOTO HEOOXOAMMO JeTallbHOe 00CIIeIOBaHNE M COBMECTHOE BeleHHE OONBHBIX C
KapauosioroM. Pa3BuTHe CKIEpOAEPMHUYECKOTO MOpakeHUs cepaua (MepuKapauT, MHUOKapIuT,
HapyluleHus pUTMa M INPOBOAMMOCTH)  YXYIIIaeT HpPOrHo3 3aloyieBaHus B LenoM. KimHuuecku
MaHHU(ECTHOE MOpakeHHEe Cepla PeIKo ObIBAeT U30JMPOBAHHBIM, YaCTO BOSHUKAET B paHHEH CTaauu
muddy3HON (HopMbl 00JIE3HN WM B COYETAHUH C MUOMATUYECKUM CHHAPOMOM. JleueHne mnpoBOaUTCS
I'K, wumMmyHOCynpeccaHTaMu, IIMPOKO HCIIONB3YIOTCS aHTHAPUTMHUECKUE NpPEenaparhbl, a TakKe BECh
apceHall CepAECYHO-COCYAUCTBIX MPENapaTroB ¢ y4€TOM MX MHAMBHUIYaJbHBIX BO3MOYKHOCTEH CHMXKATh
notpebiieHue MHOKapJa KHCIOPOAOM, OKa3blBaTh IMPOTUBOAPUTMHYECKOE M  Ba30AMIIATUPYIOIIEE
JeiicTBHe, yay4yllaTh JOUACTOJIMYECKYI0 (YHKIHIO ~ MHUOKapJa M TOBBIIATh TOJEPAHTHOCTh K
¢u3nyecKuM Harpy3kaMm 0e3 CHUYKEHHSI CEpP/IEYHOr0 BBIOpOCa.

ITOPAKEHUE CYCTABOB.

Jleuenne nopakxeHUs CyCTaBOB IIPM CHUCTEMHOM CKJIEPOJEPMHMHM CXOJHO C TEpamued CyCTaBHOIO
cuapoMa npu PA. B 3aBUCMMOCTH OT BBIPRXKEHHOCTH apTpUTa HA3HAYAKOTCS THUIPOXJIOPOXUH,
METOTpeKcar (C OCTOPO’KHOCTBIO MPU OJHOBPEMEHHOM TMOPaKEHUHU JIETKUX!) WM cynbQocanasud B
BUJIE MOHOTEpANHU MpH 0O1IeH HU3KOM aKTUBHOCTH OOJIE3HU MM B COYETAaHUU C HU3KUMU Jto3amu ['K.

BOCITAJIMTEJIBHAA MUOITATHUAL.

[Ipu BocnamurTenbHbIX Muomatusx  HasHayatoT KC Kak MOHOTepanmuio WIM B COYETAaHUU C
metorpekcaroM. [lo3sl 'K, HeoOxoaumblie s kypauuu nauuentos ¢ CCJL, MoryT ObITh HHKE, UYEM TPU
UIMONIATUYECKUX BOCHAJIHMTEIBHBIX MHUOMATUSX, OCOOCHHO Yy TMalMeHTOB, Mo3uTHBHBIX 1o PM/Scl —
antuTenam. TakTuka BefeHUs! OOJIBHBIX C TSDKEJNIOW Muonatuei u gpaxtopamu pucka passutus CIIK ne

paspaboTaHa.



6. PEABMJIMTALIA

OcHoBHast 1enb peadWIMTAIMM - BOCCTAHOBHUTENIBHOE JIEYCHHE U NPOQPHUIAKTHKA OCIOKHEHUH,
HalpaBJICHHbIC HA YMEHBIICHUE COCYIUCTHIX OCIIOKHEHUH U mporpeccupoBanue Gpudposza. Peabumuranus
nokazaHa JJjisi BCeX IMalMeHTOB C MHUHUMAIBbHOM (XpoHHueckas (opma) u ymepeHHOH (mojocTpas u
o0ocTpeHre XpOHUYECKOHM (OpMbI) CTEMEHbIO AaKTUBHOCTU. PeaOuiauTalMoHHBIE MEpPONPUSTHS
cocTaBisitoTCes  u3noTepaneBToM U BpadyoM JIOK m  koopaumHHpyroTcs peBMaTosnorom. Komrmekc
peabUINTALMOHHBIX MEPOIPUSATUI OCHOBBIBAETCS HA MMEIOUIMXCS B MOMEHT OCMOTpA KIMHUYECKHUX
NPOSIBJICHUSIX 3a00JieBaHUS W WX BBIPQKEHHOCTH, CTEMEHU AaKTHUBHOCTH, CTaguM  pPa3BUTHS,
COIYTCTBYIOUICH MAaTOJIOTUM U MOKET ObITh MNPEACTaBICH AaKTUBHOW, YMEPEHHONM WM IacCUBHOU
peadunuranuei. AKTHBHAas peaOuiMTauus I[OKa3aHa MallMeHTaM C XPOHUYECKUM TEYEHHEM
3a00JieBaHusl, MUHUMAaIbHOH (1) cTeneHbl0 aKTUBHOCTH (Ba30CNacTUUECKUE U TPOPUUECKUE HAPYILIECHUS,
COD pmo 20 wmm/u). Ilpu akTtuBHOM peabunutanuu Meponpuatus BkimoyaioT JIDK, maccax,
dusnorepanuio, peduiekcoTepanuio, TpyaoTepanuio, oOpa3oBareibHble MporpamMmbl  (YpOBEHb
nokasarenscTBa B/C). JIOK cocront M3 KOMIUIEKCa YIPaXHEHUH ISl OPraHOB JBIXaHUS, BHYTPEHHHX
OpraHoB, KOPPEKLMH JIBUKEHUSI, MUMUKH JIMIA, TAMHACTUKHU Ul KUCTEH U CTOI, 3aHATUM Ha TpeHa)Xepax.
OU3NOTEepaneBTUYECKUE METOMAbI JICYCHUs BKIIOYAIOT 3JeKTpodope3 U HOHOPOpEe3 C COCYAUCTHIMH,
AQHTHOKCUJAHTHBIMH, aHTU(GUOPO3HBIMU U MPOTUBOBOCIATUTENBHBIMU IpernaparaMu, mapaguHom
(Yposenb nokazatensHocT B/C). MectHo Ha HamOosee MopakeHHbIE 00JacTH (KUCTU, CTONBI U JIp.)
pexomenayercst uctonb3oBath S0—70% pactBop mumerwicyibokcuna {JIMCO) B Buie anrIuKaiuu,
BO3MOJKHO €I0 COYETAHHUE C COCYJUCTBIMU M aHTUBOCIIAJIUTEIbHBIMU NIpenapaTaMu: Ha Kype 10 amumkanmin
1o 30—40 muH; npu Xopoueil NEpeHOCUMOCTH — IMOBTOPHBIE KYPChl WM JJIUTEIBHOE B TEUYEHUE Trofa
npumeHenne JIMCO. Bo3MoxHO TpUMEHEHHE 3JEeKTponporeayp — ajekTpodope3 mwim moHodopes ¢
JU1a30M Ha KHUCTU U CTOIbI, MCIIOJIb30BaHUE YIbTPa3BYyKa, JIA3€pHON Tepanuu, aKymyHKTYpbl U Ap.
YmMepeHnHass peaduiauTanms I10Ka3aHa IMAlMEHTaM C CHUCTEMHOM CKJIEpOJEpPMHMEN INpU IMOAOCTPOH H
000CTpEHNH XPOHUYECKOH (POPMBI, YMEPEHHOM CTENEHbIO aKTUBHOCTH (ApTPaITUH, apTPUTHI, aATre3UBHbIH
JIEBPHT, Kapauockiepo3, COD B mpenenax 20-35 Mmm/4). PeabunutanimoHHble MEPONIPHUATHS COCTOSIT U3
JIOK, Ttpynorepanuu, oOpa3oBaTenbHbIX mporpamm. JIOK coctouT M3 komrmiekca ympakKHEHHA IS
OpraHOB [bIXaHMs, MHUMHKHU JIMIA, TUMHACTUKU Mg KucTed u cron. IlaccuBHasi peaOuiiuranus
NOKa3aHa IMalMeHTaM C OCTPbIM TE€YEHHWEM CHCTEMHOW CKJIEPOJEPMMH, BBICOKOM CTENEHBIO aKTHBHOCTH
(uxopajaka, MOJIMAPTPUT, MUO3UT, Kapauomarus, Hepomnatusi, COD Oomee 35 mm/u). [IpoBomutcs
ncuxokoppekiuss 1 JIOK B 4aCTMYHO MOCTEIBHOM PEXUME.

CaHaTopHO-KYPOPTHOe JiedyeHHe, KOTOPOe MOKa3aHO B OCHOBHOM OOJIBHBIM C XPOHHUYECKUM TEUYEeHHEM
CC/l, Bxirouaer peaOMIMTallMOHHBIE MEPONPUATHA ¢ TU(PEepeHIIMPOBAHHBIM HCIIOIb30BaHNEM OalbHEO-,
duznoTepanuu, rps3eneyeHus U APYyrux KypopTHHIX (akTopoB. [Ipu nmpenMyIecTBEHHOM MOPaKEHUH KOXKU

xopoummii 3¢ ¢eKT NalT CepOBOJOPOJIHBIE M YIIEKUCIBIE BAaHHBI, MPU MOPAKEHUH MPEUMYILECTBEHHO



OIIOPHO-IBUTATENbHOIO ammapara — paJOHOBbIC BaHHBI, IPU HAIMYMU (PUOPO3HBIX KOHTPAKTYp —
nenougorepanus. banpHeorpszenedeHne OObIUHO COYETAETCsl ¢ HA3HAUEHHOM paHee MEIUMKaMEHTO3HON
Teparueld W JAPYTMMM BHUJAMM JIEUEHUs: MpoBoAUTCA Ha Kypoprax Ilsturopcka, Coum, EBmaropuw,
CeprueBckux MUHEPAJIBHBIX BOJIAX U JIp.

HoBble HanlpaBJieHUsI TePaANUU CUCTEMHON CKJIEPOJepPMMH.

Buosiornyeckue mpemapatbl. Ponp mecto Ouonormueckoil tepanmu B nedeHuu CCJ]  akTuBHO
m3zyyaercs. Jns nedenuss CCJl mpumensuuce Omokaropsl TNF-o  (MH(ukcumad, sTanepuent),
PUTYKCHUMAa0, aHTUTHUMOLMTAPHBIA MMMYHOTJIOOYIHH, MHTEP(EpOHBI (0- M Y), pelTakCuH, UMAaTUHHO,
aHTuTeNa K Tpancopmupyromemy pakropy pocra Bl u ap. [lo naHHbIM cucreMaTuyeckoro o63opa npu
BBIP@)KEHHOM CYCTaBHOM CHHJPOME BOCHAJIUTEIBHOTO XapakTepa ObUIO OTMEYEHO YIIy4dlIeHue
CHUMIITOMOB apTpuTa M (YHKIMOHAIHHOTO COCTOSHHS TIIOCIE TPUMEHEHHUS TE€HHO-HHXEHEPHBIX
OMOJIOrMYECKUX MPEenapaToB.

Nwmeromuecs: TpeIKIMHUYECKUE U KIMHUYECKUE aHHBIE CBHJIETEIIBCTBYIOT O NMEPCIEKTUBHOCTH B-
KJIETOYHON Jeruienuu B Tepanuu Tspkenod nudgysnoit popmer CCJl, coBpeMeHHbIE BO3MOXKHOCTH
JIeYeHHUsT KOTOPOH KpaifHe orpaHHuYeHbl 1 Mayo 3(()EKTHUBHBI, a TAKKE MPHU MMOPAKECHUH JIETKHAX, B TOM
ymcne npu HeapdextuBHocTH Tepanuu KC u nmmyHocymnpeccantamu. (YpoBeHb 10KA3aTeJIbHOCTH
C.) [Ipu ucnosnp3oBaHNy PUTYKCHMA6a (MOHOKIIOHAJIBHOE aHTHUTEJIO K TOBEPXHOCTHBIM perentopam B-
muMpormro - CD20) B coueranun ¢ mansiMu go3amu ['KC, monydeH OTUETIUBBIA KIMHUYECKUN
3¢ (deKT Ha KOXKHbIE MPOSBICHUS Oose3HU. B paHIOMU3UPOBAHHOM KIMHUYECKOM HCIIBITAHUN JJOKa3aHO
yiydiieHre QyHKIUM JIETKUX NMpU UX (QUOPO3HUPYIOIIEM HHTEPCTULIMAIBHOM nopaxkeHuH. [TokazaHo
TaK)Ke, 4TO JICUEHHUE PUTYKCUMAOOM B TeueHHe 2-X JieT (1o 2 T uepe3 6 Mec.), MPUBOAUT K MOCTEIECHHO
HapacTaloUIeMy TOJIOKUTEIbHOMY 3(PQeKTy Ha MposBieHus (uOpo3a KOXKU M (DYHKIHMIO JIETKUX
(BKJItOYasl JTOCTOBEpHOE HapacTaHue IU(Py3uoHHON crocoOHOCTH). JleueHune MpOBOIMIN TSKENIbIM
OOJILHBIM C BBICOKOM CTENEHbIO PUCKA PAa3BUTHUS U NMPOTPECCUPOBAHUS TSHKEIIBIX OPTaHHBIX MMOPAXKEHUH,
HO BC€ OOJIbHBIE OCTABAJIUCH CTAOMIBbHBIMHU (0€3 yXYIUIEHHS] M MOSIBIEHUS HOBBIX BHUCLEPUTOB), YTO
npeanonaraeT crabmm3upyromuil (601e3Hb-MoAUPUIUPYIOMUI) dPPEKT Tepanuu pUTYKCUMaboM Ha
CKJIEpPOIEPMHUYECKUH TPOLIECC.

[Ipumenenne HUmaTtuHuOa (OKa3bIBAIOUIET0 MOJABISIONIEEe JEHCTBHE Ha W30OBITOUHBIA CHHTE3
SKCTPALIEJUTIONSPHOTO MAaTPHKCa, OIMOCPENOBAHHOTO TpaHchopmupyromuM (aktopom pocra Bl u
penenTopoM TpoMOoIMTapHoro (pakropa pocra) npu quddysnoii popme CCJL npuBeno K yMEHBIIEHHIO
KO’KHOTO CHHIPOMA M YIYUIIEHUIO JEero4Hoi QyHKIMHU (YpOBEHb JOKa3aTeNbHOCTH B).

TpancniaHTanusi reMaToONO3THYECKUX CTBOJIOBBIX KJIETOK M3y4aeTcs B paMKax KaueCTBEHHOIO
PKU. IlpensapurenbHble pe3ynbTaThl MOKa3ald, 4TO 3()(PEKTUBHOCTH ATON TEparuu MPEBOCXOAUT

nedeHue MUKI0GochaHoM, OJHAKO JIETAILHOCTD, CBS3aHHAs ¢ JedeHueM, cocrasmia 10%, 9ro craBut



BOMPOC 00 Y)KECTOUEHUH I[MOKa3aHUI K 3TOMY METOAY JIeUeHHUS U ONTHUMM3ALUU MPOTOKoa. (YPOBEHb
JIOKA3aTeIbHOCTH A)

TpaHcniaHTanusa Me3eHXHMAJIbLHBIX CTBOJIOBBIX KJIETOK BbI3bIBaNa yiydnieHue y 60ompHbIx CCJL
U B HACTOSIIEe BpPEMsl pacCMAaTPUBACTCS KaK MEPCHEKTHUBHBIA METOJ| JICUCHUS TSKeNIbIX AU(Py3HbIX
dbopm 00JIE3HH C TIJIOXUM ITPOTHO30M.

HmeroTcss AaHHBIE O TEPaNeBTHUECKOM M MPOQHIAKTUYECKOM BIMSHUHM JUIMTEIBHOTO IpHEMa
CTAaTHHOB Ha TepudepuvecKue COCYIUCThIE NpOsiBICHHs. JuTeNnpHBINA, B TedeHue 12 mec. mpuem
atopBactatuHa npu CCn oka3piBajl CYIIECTBEHHOE MPOTHUBOBOCHAIUTEIBHOE M AHTHOMPOTEKTUBHOE
nerictere (ypoBeHb JokazatesibHoCTH C).

7. IIPOOUJIAKTUKA

[Mpodunaktuka CCJ] BkimoyaeT B ce0sl MMUPOKUN KPyr OOIICO3M0POBUTEIBHBIX MEP M BOCIUTAHUS
HACEJIEHUSI C BBICOKUM YPOBHEM HEMpoaJanTallMOHHBIX MEXaHM3MOB M €CTECTBEHHBIX 3alIUTHBIX CHUIIL,
BBISIBJICHUSI TaK Ha3bIBAEMbIX «(PAKTOPOB PUCKA» U «YTPOKAEMBIX» B OTHOIICHUU 3a0O0JEBaHMS JIHII,
IPOBEICHHUS BTOPHYHON MPO(UITAKTUKN OOOCTPEHNUI 1 TeHEPATH3alluU CKIIEPOIEPMUIECKOTO MIPOIIecca.

B Mmepbl mepBrHYHOM NPOPUIAKTHKH 11€1€CO00pa3HO BKIIOUUTH: 1) IPOQUIAKTUYECKUE OCMOTPHI U
JUCTaHCcepHOe HAOII0eHUE YTPOKAEMBIX B OTHOLICHUH 3a00JIeBaHuUs JIMII, BKJIIOUAsi COOTBETCTBYIOIIHIE
MPOMBIIIUIEHHBIE KOHTHHIEHTBI; 0CO00€ BHMMAaHHE CIIeyeT oOpaiiarh Ha MOAPOCTKOB C HATUYHEM
(bakTopoB pHCKa 2) palMoHaIbHOE TPYAOYCTPONCTBO JHI], MOM03pUTENbHBIX B oTHomeHuu CCJ, u
CBOEBpEMEHHAas MPOPOpPUEHTALIUS TOJIPOCTKOB YIPOXKAEMbIX Ipymil 3) HaONI0AaeMbIM U3 TPYII pPUCKA
JMLIaM pPEKOMEHJyeTcs n30eraTb OXJaKACHUM, TpaBM, MepeHanpspKenid, MpoBeJeHHE HPUBUBOK I10
CTPOTHM IOKa3aHusAM 4nuuam ¢ ¢akropamu pucka pazsutus CCJ] cnenyer pekoMeHI0BaTh 3/10pOBBIi
00pa3 Xu3HH (paloOHAIFHOE THTaHHE, JO3UPOBAHUbIC (DM3NUECKHE HArpy3KH, 3aKaJIMBaHWE U JIp. C
IENTBIO TIOBBIMIEHNS €CTECTBEHHOW PE3MCTEHTHOCTH; MCKIIOYUTh KypeHHe U JIpyrue HeOlnaronpusTHBIC
BO3/IEHCTBUS Ha COCYJTUCTYIO CUCTEMY).

Jns BTOpMYHOI NPOPUIAKTHKM — NPOPHIAKTHKM OOOCTpEeHMH M TeHepalM3alliM Ipolecca —
HEOOXOMIMO BO3MOYKHO paHHEE BBISBICHHE 3a00JIEBaHHS M CBOCBPEMEHHOE AaKTUBHOE JICUCHHE B
CTallMOHApe, a 3aTeM B aMOYJIaTOPHBIX YCIOBHUSX. PeKoMeHIyeTcs cTporoe coOmoieHne OOIbHBIMH
npaBuIl JUcraHcepu3anuu: 1) oOpamaTtbes K Bpauy MpH yXYIIIEHUH CaMOYYBCTBHUS M B Ha3Hau€HHbIC
CPOKH, ONTHUMalIbHO — | pa3 B 3 Mecsia; 2) cTporo coOa0AaTh peKOMEHI0BAaHHBIA PEXUM, THETY U
nedenne; 3) He u3MeHATh 03y 'K u npyrux akTUBHO NEWCTBYIONMIMX CPEACTB 0€3 COryiacoBaHUs C
BpauoM; 4) He OXJIAKIATHCS, HE TIEPEYTOMIIATRCS, M30€raTh CTPECCOBBIX U aJUNIEPTH3HPYIONINX (PaKTOPOB
(GepeMeHHOCTB, a0OPTHI, MPUBUBKH U JIp.); 5) MPOBOAUTH OJHOBPEMEHHO PEAOMIUTAIIMOHHYIO TEPAIHIO
U pa3yMHOE€ 3aKaJMBaHHE OpPraHU3Ma IMyTEM CHUCTEeMAaTHYeCKOW jeuyeOHOW (U3KYIbTYpbI, MOBTOPHBIX
KypCOB Maccaka, MporyJioK Ha CBEKEM BO3AyX€ U T.I.; 6) B cilydae HEOOXOAUMOCTH XUPYPrUYECKOrO

BMCIIATCIIbCTBA HMMMYHOCYIIPECCAHTBI HYXHO BPEMCHHO OTMCHATH, II0 IIOKAa3aHUAM IIPOBOAWTH



nporIakTHKy WHGEKINOHHBIX OCIOKHEHHH aHTUOMOTHKAaMH, M B Cllydae JumTenabHOro mpuema ['K
IPOBOJMUTH MPO(PUIAKTUKY HAATIOYEYHUKOBONH HEJOCTATOYHOCTH.

[IpaBUIbHOE CBOEBPEMEHHOE JIEUEHUE U TPYAOYCTPONUCTBO YIIyUIIatOT IPOTHO3 3a00JICBaHUS B LIETIOM,
HO3BOJISIIOT COXPAHUTHh PabOTOCHOCOOHOCTh M MOJIEPXKATh JKU3HEHHBIH ypoBeHb OombHbIX CC/. Ilpu
aKTHBHOM, OCTPOM U TIOI0CTPOM TEUCHUH 3a00J1€BaHHs OOJIbHBIE HETPYIOCIIOCOOHBI U MX TIEPEBOIAT Ha
UHBAJUIHOCTh, @ TPH XPOHWYECKOM TEUYEHHH OHU OTPAHMYCHHO TPYIOCIOCOOHBI M JIOJKHBI OBITH
OCBOOOXKICHBI OT TSDKENOH (u3nueckoi paboThl, OXJaXIEHHS W TEeMIEPaTypHBIX KoJeOaHMH,

COIIPUKOCHOBCHHA C XUMHYCCKMMHU arcHTaMu, METaJlJIOM U T.[.



