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COBpeMeHHbIe TeHoeHuuun B onpepneneHnun m ne4eHn Q)eHOMeHa PenHo

3. P. baraytauHosa, V. P. "avicuH

KnuHnyeckas n Meamnko-coumanbHas 3Ha4MMocTb peHoMeHa PeiiHo (P P) obycnoeneHa ero BbICOKOM
pacnpocTpaHEHHOCTbIO U YacTOR accounaumelt C ApyruMm, HEPEAKO YrpoXatoWmnMm XnsH 3abonesaHnsmMu.
PacnpocTtpaHeHHocTb PP, N0 faHHbIM UCCNeaoBaHW B €BPONENCKNX CTpaHax, coctasnsget B cpeaHeM 3—5% B nonynsuum
[1], nuk 3aboneesaemMocTy NpMXoANTCA Ha 2—-3 Aekaay XusHu [2]. PP — 310 BackynonaTtus, xapakTepmaytolascs
06paTUMbIMM NAPOKCU3MaNbHbIMY 3NM304aMK Ba30Cnasma, ¢ BOBIEYEHNEM 0ObIYHO NEPUEPEPNYECKNX COCY 0B
MUKPOLMPKYNATOPHOMO pycna (aptepun, apTepuonbl, Npekanunnsgpbl U NOCTKanuAsapHbIe BEHYNbl) Ha Nanbuax pyk u HOr
[3]. Onu30ombl CyXeHUs cocynoB NPOBOLMPYIOTCS TEMNEPATYPHBIM (XON0L), MEXAHUYECKUMY (KOMMpeccus, Bubpaums),
XMMUYECKUMM ¢hakTopaMmuy 1 SMOLMOHANbHBLIM CTPECCOM, HO TakXXe BO3HMKAOT COHTaHHO, 6e3 Tpurrepos [3, 4]. 3710
Ba>XHO B NOHUMaHWK pas3nuynii ®P, korga napokcuam Basocnasma NexmuT B 0CHOBE Kak 0bwWwero eHoMeHa «XonoaHble
nanbubl», TaK N XPOHUYECKOW runonepaysnmn B pesynbTaTe aHrmonaTtum ¢ USMeHeHneM CTpykTypbl [3].

Bnepsble onncaHve cheHomeHa fan Maurice Raynaud B 1862 r. n onpenenun ero Kak «jokanbHyo acukcuio
KoHeuHocTel» [5]. B 1929 r. T. Lewis Bblaenun asa BapuaHTa: nepsuyHas 6onesHb PeliHo 1 BTOPUYHBIA cheHOMeH PeiiHo
[2]. B Mae 2011 r. Ha KOHhEPEHLMU, OPraHM30BaHHON CeKUMEl cocyancTol MeanumHbl 6putarckoro Koponesckoro
obwecTea MeamumHbl (Vascular Medicine Section of the Royal Society of Medicine), 66110 pekoMeHa0BaHO MCMOb30BaTh
TepMuH O P B3ameH «cuHapoma PeliHo» n «6onesHn PeitHo» B CBA3M C OTCYTCTBUEM €4MHOro MHeHus [6]. Ha
CErofHSWHUIA AEHb, COMNacHO Knaccmgpmkaumm aToro oblwecTsa, BblAeNSoT NepBrYHbIi @P 1 BTopuyHbIn OP.

Pasnuuusa Mexay nepBUYHbIM U BTOPUYHbIM heHOMeHOM PeiHo

Mpwy oTCYTCTBMM NPYU3HAKOB OCHOBHOrO 3ab0neBaHUs AMarHOCTMPYIOT nepBuYHbIi ®P. MeperyHbliii ®P BCcTpeyaeTcs
npnbnuantensHo B 80% cnydyaes ®P, npy 3TOM NpuaHaKy 3TOro cocTosHMS MOryT 6biTb Y 30% POACTBEHHVKOB NEepBOl
nvHuK [3, 7]. OmcdyHKUMS aBTOHOMHOW HEPBHOM CUCTEMBI, 3aKNI0OYEHHAs B HAPYLWEHUN perynaumm cumnaTnyeckom
HEPBHOW CUCTEMbI 1 3aKOHOMEPHOr0 M3MEHEHMS NapacuMnaTUYecKon, UrpaeT BaxHyto po/b B passuTMu nepsmyHoro P
[3]. NepBryHbIN DP xapakTepnayeTcsl OTCYTCTBUEM CTPYKTYPHBIX M3MEHEHWI UK, B BONBWINHCTBE CyYaes, TONbKO
MWUHUMAasTbHBIMU MOBPEX AEHNSAMU CTEHKWN COCYOO0B.

BTopuyHblit @ P accoummpoBaH ¢ onpeneneHHbIMM 3ab0n1eBaHUSIMUI, NPEVNMYLLECTBEHHO C CUCTEMHbIMU 3a60n1eBaHNAMN
coenvHUTeNnbHOM TkaHu (Tabn. 1) [3]. Mpu BTopuyHOM D P NPONCXOOST UBMEHEHUSI MENTKMX U KPYMHBIX COCYI0B B
3aBUCKMMOCTU OT 3ab60NeBaHUS, BbI3BABILEr0 3TOT CUHAPOM [3].



3THONOrMA BTOPHYHOTO dhenomena Peiino [3] Tadmuua 1

CHCTEMHBIE CCQ. CREST-cunnpom, C3CT, CKB,
JaboneBaHnA HeAWDHEepeHUHPOBAHHLIE 2a60NEBAHMA
COBANHNUTENBHOR COBAWHUTENLHON TKAHW, PEBMATONOHLIA APTPNT,
TKAHM cuuapom Werpena, AEPMATOMAOINT/MONUMAOINT
BackynuTel [PaHynemaTos ¢ NonMasruuTom (Berenepa),

303UWHOMMUNEHBLIA TDAKYNEMATOS C NONWAHTHATOM
(HepLxa—CTpocca), TMNepYyECTEMTENEHEIR
BACKYNWT, KPHOTNOGYNHHEMHUYBCKUA BACKYTMT,
THNOKOMMNEMEHTEMUYECKHA ¥ PTUKAPHEIR
BACKYMWT, y38NKOBLIA NONMAPTEPUKT, GONE3HK
broprepa, apTepunT Takanacy, TMrAHTOKNETOYHEIR
APTEPHUMT

Dpyrue 3a60neeaqna | ATEpOCKNepO3, aMBOMKA apTepHR, 3a60NEBaHHe
COCYOOB NepUepUyecKkix ADTEPHRA, ADTEPHOBEHO3HAR
(MHUCTYNA, CHHADOM BUEDALKM DYKH, CHHADOM
KaHana MA0HA, CHHADOM 3AMOPOXKEHHLIX NANbLER

TEMATONOrHYECKKUE MHOMECTBEHHAR MHUENOMA, NONHUWMTEMKA,
HAPYLWIEHKA JCCEHUMANLHBIR TPOMGOLUMTOS,
KDMOArTMEOTHHEMMA, KPUOTNOGY NHHEM WA,
KPMOMUEDHHOTEHEMNA, aMKN0KL032, POEMS-
CHHAOPOM, AHTHDOCHOONUNKUAHGIA CHHAPOM

COnuaHbIE Pak nerkux, #enyQ04HO-KMWEYHOTD TPaKTa,

06pAZ0BAHMA MEHCKMX MONOBLIX OPraHoB, NPeACTATENLHOR
Henedkl

HeApOBRrETATMBHLIE | PECDNEKTOPHAA CHMMATHYECKAR AUCTPOMHMA,

MPHYHHEI KOMMMEKE PErMOHANEHOTD GONEBOT0 CHHOPOMA

BONE3HW HepRHOA NANONATHYACKAR NEPUIDEDUHACKAR HERDONATHA,

CUCTEMEI TYHHENLHEIR CHHAPOM KAPNANLHOTO KaHana,
CHHOPOM BE[XHeR NPTy Pul TOYOHOA KNETKW

FHO0KIHHHEIE funoTupeos

3a60neBaHuA

TNekapCTRRHHLE XHMUOTEDANKA (BUHONACTHH, GNEOMULMH),

W TOKCHYBCKME MHTEDMEPOH-ct, UWAKNOCNOPHH, 3CTPOTEHLI,

BO3RACTEMA CHMNATOMWMETHKW, HECERNTEKTHRHLIE ﬁ-ﬁﬂDKElTﬂ;]hl,

KNOHWIMH, ATOHHCTE CEPOTOHMHOBLIX PELENTODOB,
30rOTaMNH, GOOMOKDHMTHH, HMUTPAMKH,

HMKOTHH, HADKOTHKK, AMEETAMUH, KOKANH,
MBILEAK, BOZALACTEME NONMEMHAMXNCDKLA WK
OPraHW4ECKMX PACTROPUTENER

Tpumayanne. CCL — cneTemnas cknepogepmus; CICT — CMewannoe
2300018B3HHE COSNNHNTENEHOR TKAKKM, CKB — CHCTAMHAR KDACHAR BOMTYAHKA.

PeTpocnekTnBHbI aHanu3 aaHHbiXx 3035 nauneHTos ¢ PP 3a nepuon 1-10 net (B cpenHem 4,8 rona), NpoBeAeHHbIN
rpynnoi aBTopoBs nog pykosoacteom S. Pavlov-Dolijanovic, nokasan, 4to B 37,2% cny4aes ®P passusancs npu
peBMaTunyecknx 3abonesaHusx (P3), B 8,1% 6binu apyrue npuymHbl BTopuyHoro P, B 54,7% cnyyaes ®P octaBancs
nepBuyHbIM [8]. MNpu P3 BcTpeuaemocte O P pasHas n coctasnsget npu cuctemHoin cknepoaepmmnn (CCL) 96% cnyyaes,
cMewaHHoM 3aboneBaHun coeanHnTenbHoin Tkann (C3CT) — 86%, cucTeMHO kpacHoi BonyaHke (CKB) — 31%,

Heand hepeHUNPOBaHHOM 3a601EBaHNN COEANHUTENbHON TKaHn — 30%, peematonaHoM apTpute (PA) — 22%, 6onesHu
WerpeHa (BW) — 13% [4]. PP asnsetcs oAHUM U3 «KpacHbIX pnaros», NO3BONSAIOWNX Bpayy 3anofo3puTb Hanu4uue y
nauuneHtTa CCL v npogonxute obcnenosaHne ons noatesepXaeHus guarHo3sa [9]. B 2013 r. ®P 6bin BKOYEH B HOBble
knaccudpukaumoHHble kputepumn CCL AmepukaHckon konnerum pesmatonoros (American College of Rheumatology, ACR)
n Esponerickoi aHTupesmatunyeckon nuru (European League against Rheumatism, EULAR).

Cpeawn BackynntoB @ P Hanbonee 4acTo BCTpeyaeTcs npy obnmtepupytollem Tpombarrumte (6onesHb Bioprepa) u npu
rnopaxeHun cocyoB Manoro n cpenHero kanvubpa [10]. B cTapwem BospacTe y noxunsix @ P passueaeTcs BCneacTene
JereHepaTtuBHbIX M3MEHEHU cocyaoB. B HacToswwee Bpems atepocknepos B 60% crnyyaes asnseTca npudmHon ®P y nuu,
ctapwe 60 net. Ecnn ®P passueaetcs y nuy ctapwe 50 net Kkak n301MpOBaHHbIA CUMATOM Y NOA03PEBAETCS BTOPUYHbINA
P B CBA3M C aCMMETPUYHBIM NOpaXXeHUeM nanbLeB 1 NPOrpeccMpoBaHNEM CUMNTOMOB C 06pa30BaHEM HEKPO3a,
HeobX0aUMO NCKYMTb OHKOOrMYeckoe 3abonesaHue. MapaHeonnacTuyeckumini ®P onvcaH, B NepByto oyepeb, nNpu
KapLMHOMe neYeHwn, nerknx, SMYHUKOB, SUdeK 1 NoYek, a Takxe npu MenaHome, nMMcome, MmenonponngepaTuBHbIX
3ab60oneBaHunsIX U MHOXeCTBeHHoI Muenome [11]. B pamkax oHkonoruyeckux sabonesanuii P moxet 6biTb
CMPOBOLMPOBAH KaK CaMuM NpoLLEeCCOM, Tak 1 MPOBOAVMOI Tepanueit, HanpuMep xmMmnoTepanuei npenapaTom 61eoMMUMH
[3]. MapanpoTenHemmns, NOANLUTEMUS 1 MAKPOTTOBY IMHEMUS COMPOBOX AAIOTCS MOBbILEHNEM BA3KOCTW KPOBU, 4TO
MPVYBOAMT K HAPYLIEHUIO PEONIOTN U MOXET CTaTb NMPUYMHOMN 3aKyNopKK COCynOB Manoro kanubpa. MNpuynHoi pas3snTus
P nop BosneiicTBuMEM X0n0aa MOXeT ObiTb 60e3Hb XONOAOBbLIX arr MOTUHUHOB M KpuogubprHoreHemus [12, 13].
KpvronaTns MoxeT 6biTb NEPBUYHONA 1 BTOPUYHOI NS Takux 3aboneBaHuii, Kak KapumHoMa, MHOPEKLIMU, BaCKyUTbI U
C3CT [3].

KnuHuyeckue nposisneHns peHomeHa PeriHO



Hanbonee yacto knnHnyeckn ®P nposiensieTcs B Bo3pacTte 20—60 neT, HO TakXXe BCTPEYaoTCs cryyan B AETCKOM,
NnoapOCTKOBOM M MOXMIOM Bo3pacTe [3, 8, 14]. Y XxeHwmH ®P BcTpeyaeTcs B CEMb pas yalle, Yem y My>XuuH. 1o gaHHbIM
3apybexHoi nuTepaTtypbl, Takas BbICOKas pacnpoCTPaHEHHOCTb CPELMN XEHLUMH CBS3aHa C rOPMOHabHbIM (OOHOM.
MoBblWeHWE 3NN3040B BA30CNaCTUYECKMX aTak HabniofaeTcs B NpeLoByNATOPHYO (hasy B MEPUOL NOBbIWEHUS YPOBHS
acTporeHoB B opraHmame [3]. [ns XeHwnH passmTtne P valle cBs3aHo ¢ npecbnagaHuemM aMoLUMOHaNbHbIX NepeXmBaHunii
1 Hannumem OP B ceMeilHOM aHaMHe3e, B TO BPEMS Kak y My>XXU/H NpeBanupytoT KypeHue n Bubpaums [6]. CornacHo
naHHbiM Accouvauun PeliHo u ckneponepmum (Raynaud’s and Scleroderma Association), Temnepatypa Tena cHuxaercs
Ha 1 °C 4yepes 20 MMHYT KypeHus [6].

Knaccuyeckn ®P xapakTepuayeTcsi TpexdpasHbiM U3aMeHeHeM uBeTa: nobeneHune (COOTBETCTBYET UWEMUYECKon doase),
cnepytolwme 3a HAM NocuHeHne (pasa HapyleHns oKCUreHaumm KpoBem) 1 nokpacHeHmne (pasa BOCCTaHOBNEHNS
KpPOBOTOKA) — TaK Ha3blBaeMblil «(ppaHLy3ckuin Tpukonop» [4]. [1o MHEeHWIO HEKOTOPbIX aBTOPOB, AaHHAs KIMHNYecKas
Tpragna BcTpevaeTcs ToNbko B 19% cnyyaes [14]. B 60nblMHCTBE Cny4Yaes, NpW OTCYTCTBUU KNAcCUYECKOro N3MEeHeHUs
uBeTa B Tpex (pasax, HabnaaTCs aNN304bl ABYXLBETHbIX aTak B HECKONbKMX BapuaHTax: 61eqHOCTb 1 LNaHo3;
6nenHOCTb M apuTEMa MK LUmMaHo3 1 aputema [4]. Takxe 0TMe4eHo, YTO BbICOKOYYBCTBUTENbHbLIM (94—100%) 1
BbICOKOCMELUMMPUYHBIM (75—78%) NpnaHakoM ciyXuT nobeneHve nanbues [15]. TsxecTs ®P onpenensieTcs 4actoTom
KNMHUYECKMX NPOSIBNEHWIA: OT CMOHTaHHbIX aTak 40 CUMMNTOMOB, YXYAWAaWmX Ka4ecTBO XN3HM nauneHTos [3]. Ataka PP
MOXET COMPOBOXAATbCS Pa3HbIMU MO BbIPaXEHHOCTN BONbIO 1 NAPECTE3USMU B KOHYMKaX nanbues [3].

Mpn ®P B npouecc BoOBNEKAOTCA KUCTb U Nanblibl, U TONbKO B 5% Cnyyaes M3MEHEHMs MOTYT KacaTbCsl TONbKO NasbLes.
B 85% cny4yaeB n3MeHeHMe LiBeTa NPoMCcXoauT Ha obeunx pykax 1 Bcex nanbuax [14]. B pabote La Montaga u coaBsT.
nokasaHo, 4yto y 100 nauneHtos ¢ CCL, npnaHakm ®P BbisiBneHbl B 90% Ha Horax u B 100% — Ha pykax. [Npu
nnmntposaHHon CCL ®P Ha cTonax npossnseTcs no3xe, Yyem npu auddysHoin doopme [16]. ABTOpbI NO-pa3HOMy
ONpenensitoT YacToTy BoBNeYeHUs 6onbloro nanbua B ataky ®P. Mo naHHbIM P. T. Anekneposa, Hanbonee 4acTo B
npuctyn ®P Boenekatotcs |-V nanbubl Kucteh npu HemameHeHHoM 60/bwom nanbue [5]. B ceoei pabote H. Heidrich n
COaBT., NPOBEAs PeTPOCNEKTUBHbLIM aHann3 gaHHbix 900 nauneHToB, caenanu BbiBog, 4To y 40-65% nauneHToB
HabntofaeTcst BoBNnevYeHwe 60bWoro nanbLla u Hambonee 4acto — y nauneHTos ¢ AP npu pesmMaTnyeckmx 3abonesaHunsx
[14]. Penko npv atake PP nponcxoast M3MeHeHus Ha Hocy, rnasax, a3blke 1 cockax [3]. TunnyHoe cpenHee Bpems
npononxexus atakn ®P 20 MUHYT, HO Takxe aTaka PeliHo MoXeT HabnoaaTbCs U B TEYEHNE HECKONbKMX YaCoB.

E>xenHeBHble NpuCTynbl Bazocnaama otmevaroT 60% naunMeHToB, B TO Bpems Kak B 10% cnyyaeB — OT OLHOro A0 Tpex
aTak B Mecsil, U ToNbKo B 1% cnyyaeB — OT OLHOro Ao Tpex aTtak B rof [14]. YacTtoTa BCcTpeyaeMocTu 06bscHsAeTCS
TeMnepaTypoi oOkpyXarowein cpenbl, ON3NYecKon akTMBHOCTbIO 1 SMOLIMOHANbHBLIM CTPeccoM [3]. C y4eTOM KNMHNYECKOW
kapTuHbl PP ansa ceoeBpeMeHHoi amarHoctuku O P pekomeHnoBaHo npu cbope aHaMHe3a UCnonb3oBaTh creayowmne
Bonpockl [5]:

1. OTMevaeTcst MM HeobblYHAs YyBCTBMTENBHOCTb NanbLEB K X004y ?
2. NameHsieTcs nu UBeT nanbLeB noj Bo3nencTemem xonona?
3. CtaHoBATCS N1 OHU BenbIMU U/UNN cCUHeBaTbIMU?

JocToBepHbIM PP cyntaeTcs npy oTBETE NONOXMTENBHO HA BCe Tpw Bonpoca [5]. B npakTuke MmoxeT 6biTb
pEeKOMeHO0BaHa K NPUMEHEHNIO KIMHUYECKN BanuanupoBaHHas wkana — cyet coctosaHuns PeliHo (Raynaud’s Condition
Score — RCS) [17]: «Ckonbko aTak PeliHo y Bac 6bino 1 kak 0onro oHu npogonxanuce? Kak 4acto Bo3HuKanu 6onu,
OHEMEHVE 1 Apyrue cumnToMbl PeiiHo Ha Bawux nanbuax (Bkovas 6€360ne3HeHHble ataku)?»

Mpu ®P y naumneHTos ¢ CCL n CREST-cuHAPOMOM HabnooanTca HapyLWeHs MUKPOLMPKY NALMN 1 BBICOKUI YPOBEHb
Ba30KOHCTPUKTOPHbIX Meanatopos [3]. NosTopHble atakn P npuBoaaT K passutuio AAUTENbHOR UWeMMn nanbLes,
aurutanbHbix 538 (O4), npy KPUTUYECKON NWEMUN — AUrMTaNnbHOM raHrpeHsl [18]. A5 o4eHb 601e3HEHHDI, COXPaHSAIOTCS
[ONro, MeAneHHO 3aXMBalOT, UMEIKOT BbICOKMI PUCK nHGMUMpoBaHms 1 amnyTaumii [18]. Okono 40-50% naumeHToB B
TeyeHue 3aboneBaHUs 0TMEYAIoT Mo KpaiHein Mepe oaHy O, n3 Hux 31-71% MoryT UMeTb peunamsupytolme s3ebl [18].
[ cywecTBeHHO BANSIOT Ha KAYeCTBO XM3HU NaUNEHTOB U YHKLUW KUCTERN, a TakXe KOPPeNMpytoT CO CTENEHbIO
rnopaxeHust BHyTPEHHUX OPraHoB U TsXecTbio 3abonesanns [19]. A Takxe BKNOYEHbI B KpUTEPMU Knaccudomkaumm
CCUH (ACR/EULAR) [19]. ObHapyxeHue OS5 y naumneHToB ¢ o4eHb paHHein CCL cBuaeTenbCTBYET O TOM, YTO
MUKPOBACKY NSIPHbIE N3MEHEHUS MOSBASIOTCS pPaHblue, YHeM (OUBPO3 KOXM, KNMHUYECKE NPOSBNEHNS NOPaXeHNS
XenynoYHO-KMILEYHOro TpakTa u nerkux, cessanHbix ¢ CCH, [20].

Mo annaemmnonornyeckmm paHHbiM, [14 Bctpevatotcs B 50% cnyyvaes CCJ [21]. Y. A. Suliman n coaBT. onucbiBaloT TEPMUH
«KOXHas s3Ba» (no onpeneneHuio World Scleroderma Foundation, WSF) [22]. KoxHas s3Ba pa3BrBaeTcs B pesynbTare
noBpexaeHus anuaepmuca n 6asanbHoin MeMbpaHbl, KPOBEHOCHbIX COCYL0B U HUXENeXalwmux CTPyKTyp (Hanpumep, Mblwll,
CBSI30K, XMPOBOW TKaHu). B dpopmmposaHunn koxHon s3ebl npu CCL, nrpatot ponb pasnuyHble pakTopbl natoreHesa:
MUKpOaHrnonaTtus, U3MeHeHUs KPYrHbIX COCYIOB NPW IoKanM3auum 3B Ha cTonax, apTepMoOBEHO3Has aHrmonaTus npu
NoKanusaumm 3B Ha HAXHMX KOHEYHOCTAX. B 3aBMCMMOCTM OT aTnonatoreHesa, nokanusaumm u KNMHNYeCKOM KapTUHBbI
KOoXHble 513Bbl Npy CCL nonpasnensoTcs cnemyowmnm o6pas3oM: 1) KOXHbIE S3Bbl PYK; 2) KOXHble $13Bbl B 06nactu crmbos
CYCTaBOB 1 BblOAOWMXCS Y4aCTKOB KOCTeW; 3) KOoXHas si3Ba B 061acTi KanbumHaTa; 4) KOXHbIe 13Bbl Ha HUXHUX
KOHEYHOCTSIX; 5) raHrpeHa. B TeyeHne 3abonesaHus TpeTtb naumeHToB ¢ CCL passumBatoT asa niv 6onee BapmaHToB
KOXHbIX S13B, 4HACTO B KQYeCTBe CONyTCTBYOWMX NoBpexX aeHuii [21]. B o4HOM 13 nocnenHMx NpoCneK TUBHbIX KOFOPTHbIX



uccnenosaHuii ¢ BknoueHnem B peructp Digital Ulcer Outcome (DUO) 6bino nokasaHo, 4to y nauneHTtos ¢ 44 npu CCL B
18% cnydyaes passuBanacb raHrpeHa nanbues. HesaBncmMMbiMK chakTopamm pucka Ans pasBuTUsS raHrpeHbl Obinun KypeHme
(B TOM uncne B aHaMHese), Hanuyme Tpex n 6onee L5, npeawecTBytowas CUMNATIKTOMUS BEPXHER KOHEYHOCTM [23].
PeuweHre 06 ypoBHe amnyTaumu nanbLeB OONXKHO NPUHUMATLCS CreLMann3MpoBaHHON KOMaHaoM cneunanmcTos. B
HacToslee BPeMs A1 BOCCTAHOBNIEHNS yTPaYeHHOW (PYHKLIMM KUCTU UCMONb3YIOT NpoTe3bl nanbues (puc. 1) [21].

Mpusig<arne. MeTue xanenrapos U-06pasmin
Onss 7 Por G TR Tamd QQHAAKOEN warfeu s
e, DABNOMEDHD D30T DESENHL,

Puc. 1. Mpuseneawe NPOTEINE RANLYEE NOCHE AmnyTagu. [21]

Na6opaTopHO-UHCTPYMEHTalNbHble METOAbl ANarHOCTUKM doeHomeHa PeitHo

JanbHelwasa TakTmka onpenenseTcs nyTeM NCKIYEHUS MPUYMHHBIX (0aKTOPOB (N1eKapcTBa U TOKCKHBbI, 9K30reHHbIe
hakTopbl, NPOGECCUOHANbHBIE BPEAHOCTU, NMPU3HAKM CUCTEMHOrO 3a601eBaHUS COEMHUTENBHOM TKaHU U ApYrue), no
nokasaHusM NPoBOASTCS NabopaTopHO-MHCTPYMEHTaNbHbIE NCCNeaoBaHus [5).

[MonHbI aHann3 KPOBK 1 onpeaeneHne aHTuHykneapHoix aHtuten (ANA) B KpOBM pekOMeHAyeTCs NPOBOANTL NaUMeHTam
C NOJIO3PEHNEM Ha cUCTEMHOe 3abofieBaHne coeanHUTeNbHOW TkaHu [3]. HeMHBa3MBHbIM METOAOM UCCNEnoBaAHUS U
NPU3HAHHBIM «30/10TbIM CTAHAAPTOM» ONPELENeHUs N3MEHEHMNS KanUNISapoB HOFTEBOMO N0Xa SABNseTCs
Buaeokanunnspockonus [3]. Takxe MoxeT OblTb PEKOMEHA0BAH LNs NPOBEAEHNS KanUNNSpOCKONUM CTEPEOMMKPOCKON C
BHELHVM NCTOYHUKOM cBeTa unu gepmartockon [3]. MNpu npoBeaeHMN KanmnnspocKonumn HOrTeBoro noxa oueHnBaeTcst
nokanbHas KanunnspHas ceTb, HANMYMe CTPYKTYPHBIX U3MEHEHWIA KanUNISPOB U HAPYLIEeHUs KpoBoToka [5] (puc. 2).
OTCyTCTBUE CTPYKTYPHBIX UBMEHEHMWIA KANUNNSAPOB, HaNN4Yne OYHKLUMOHaNbHbIX HAPYILEHWA B BUAE BbIpa>XXeHHOro
CHUXEHMS CKOPOCTU KPOBOTOKA B KanUnnsipax U BHyTPUKaNUANSPHbIA CTa3 NO3BONSIOT BEPUULIMPOBATL NEPBUYHBIA PP.

XapakTepucTtumka KanmnnsapocKonMyYecKon KapTUHbI AUCTanbHOro psaaa kanuinnsapoB HOrTEBOMO N0Xa BKOYaeT Hanuume
FMraHTCKMX Kanunnsipos (AmMnataums), KONMyecTso MUKpOremMopparui, KOnmyecTBo aBackynsapHbIX y4acTKOB Y KOIMYECTBO
BETBUCTbIX MW KYCTOBUAHBIX Kanunnapos (HeoaHrnorexes). MiameHeHns yncna, pasamepos 1 oOpMbl KanunnspHbIX
neTenb, NPU3HaKN JECTPYKLUN KanuansapoB, peaykumsa KanunnapHom ceTn xapakTepHbl Ang sTopuyHoro ®P [5]. Ona
OLLEHKM M3MEHEHWI KanunisipoB HOrTEBOIO I0Xa B npouecce 3abonesaHuns npeanoxeHa wkana, Bkaoyatowas ot 0 go 3
MYHKTOB, rae 0 — 6onee Yem 9 KaNUNNAPOB Ha 1 MM; 1 — CHUXEHWE NNOTHOCTN HA 33% WK 7—9 KanunnsipoB Ha 1 MM; 2 —
CHUXEHMe NNOTHOCTU Ha 33—66% unun 4—6 kanunnsipos Ha 1 MM; 3 — 6onee 66% CHUXEeHWe NNOTHOCTU N 1-3
kanunngpa Ha 1 mm [25].

K npyrum metonam UHCTPYMEHTANbHOM AMarHOCTUKM cocynoB npu ®P Takxe 0THOCATCS:

e nasepHas monnneposckas pnoyMmeTpus ons oyHKLUMOHANbHON OLEHKN KOXHOMO KPOBOTOKA;

e MeTOoA A9 OLEHKMN NepuepryecKnx apTepuid, BKYas gurntanbHble apTepumn, C U3MEPEHNEM CKOPOCTU KPOBOTOKA
N CUCTONIMYECKOr0 AABMEHNS B HAX NPY NMOMOLWM YbTPa3BYKOBOr0O LIBETHOMO AOMNMNEPOBCKOro CKaHWPOBaHNS;

e aHruorpadus n MarHMTHO-PE30HaAHCHAS aHrmorpadms paspewaroT OLEHUTb Nepucepuydecke apTepum m
OnrvTanbHble apTepuu;

e TepMorpadomsi — KOCBEHHas OL,eHKa KOXHOro KpoBOTOKa MO YPOBHIO TeMNepaTypbl KOXWU;

e naeTuaMorpagms — no3BonsieT U3MepPUTb LABEHNE KPOBM B AUrNTaIbHON apTepUm Npu NMOHUXEHUN LABNEHNS [0
Hyns npy Temnepatype 30 °C, meToamka BbicokocneundmyHa (100%) ons ®P npu CCL [5, 26].

MepBuyHbI P onpeaenseTtcs npu cnemyowmx ycnosmsx: geboT 6onesHn B paHHeM Bo3pacTe (06bi4Ho 0o 30 nert),
CEeMeliHbl aHaMHe3, CMMETPUYHOCTb NpoLecca, MeHee/6onee MHTEHCUBHbBIE aNM304bl aTak, OTCYTCTBUE HEKPO3a,
N3BSA3IBEHMWIA UNN FAHrPEHbI, HOPMasbHble KANUANAPbl HOFTEBOrO N0Xa, otcyTcTBne ANA nnm nx obHapyXeHne B HU3KOM
TMTpE (£ 160), OTCYTCTBME OTKNIOHEHWI B NabopaTopHbIx aHanu3ax — HopMasbHble 3HauyeHus COD [5].

Ecnun naumeHT nogxoamt no Kputepunsam nepBnYHOro DdPn npu HabnogeHun B nocnenywouwwve osa roga HeT pa3suntuna
AONONTHNTENbHbIX KNUHNYECKNX U na6opaToprlx NPU3HaKOB, TO BbiICOKa BEPOATHOCTb OTCYTCTBUA Y NaUneHTa BTOPUYHOIo
®P [3].

Hannune nameHeHuin Kanunngapos HOFTEBOrO N0Xa CAYXUT AyylM NPeanKTOPOM passmTums sTopmyHoro ®P [27].
MonoxutenbHbili TUTP ANA MMEET HU3KYI0 NPOrHOCTUYECKYHO LIEeHHOCTb. MNpn 3ToM 0bHapyXeHWe B KPOBU aHTUTEN K
crneundguyecknm aHTureHam (ENA — nssnekaemble saepHbie aHTUTena, Takme kak aHtutrena k Scl-70 n
aHTUUeHTpoMepHble aHTutena (ong CCL), aHTutena k Sm (ang CKB), aHtutena k RNP (ana C3CT), aHtutena k La u Ro
(ons BLW), aHTuTena k Jo-1 (ana nepmatommosnTa BereHepa), nMeeT 60/blUYO MPOrHOCTMYECKYO LEHHOCTD NSt
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BTOpUYHOro ®P [3].

BTopunuHblit ®P xapakTepumayeTcs cnegylowmnmMm KpuTepusammn: BospacT pa3sutus 6oneanu ctapwe 30 neT; anm3onpl atak
WHTEHCKBHbIe, 60NE3HEHHbIE, aCUMMETPUYHBIE UM aCCOLMMPOBaHbI C MWEMUYECKMM MOBPEXAEHNEM KOXU; Hanmune
cneunuyeckmx aHTUTEN B KPOBU; HANIMYME KIIMHNYECKMX NMPU3HAKOB, XapakTepHbix Ans P3; nameHeHns kanunnspos
HOrTEBOrO NOXa MpW Kanunnspockonmu; okKnosupytowre 3abonesaHns KpynHbIX U MeNKux cocynos [3, 5].

Mpwv noposperun Ha P3 y naumeHTa co BTopuyHbiM PP npn cbope aHamHe3a 1 NpoBeAeHUN KNIMHNYECKOrO OCMOTPa
LONXHbl 6bITb BbISIBNEHbI CNEAYIOWME CUMITOMbI: MUANTAK, apTpanrum, Nnxopaaka, obiwas cnaboctb, NOXyAeHWe, Chifb,
CYXOI CUHIOPOM, NeroyHas runepTeHsna unu gucdarus [3].

Y naumentoB ¢ CCH ®P Bctpeyaetcs B 90% cnyyaes [28]. bonee nonosuHbl cnyyaes CCL PP knnHMYeckn NposBnsioTca
L5 [26]. OTmMeueHo 6onee nosgHee Hayano HeKpo3os Npu PP Ha ctonax y naumeHToB ¢ CCL, Y4em Ha KMcTsx [16].
JaHHble no yactoTe BcTpeyaemoctn ®P npu opyrux P3 cneaytowne: npu CKB o1 10—45% 1 umeeTcs 6naronpusTHbli
NPOrHO3 B OTHOWEHNW gurutanbHbiX HeKpo30B; Npyu C3CT — oT 75-96% 1 4acTbIM OCNOXHEHMEM SBAAIOTCS
Tpodhmyeckmne HapyLeHns nanbLUes; Npy HeandgepeHUMpoBaHHOM 3aboneBaHn coeanHMTENbHOM TKaHM — 0Koo 80%
cnyyaes; npy PA — okoH4yaTenbHO He onpedeneHol [26].

PaHHs5 guarHoctvka P3 B peanbHOM KNMHWYECKON NpakTMKe BO3MOXHA, YYMTbIBas JaHHYIO 4acToTy BCTpeyaemoctn OP,
npv NPOBEAEHUN KANUNSAPOCKONUA 1 ONpeaeneHny ceposiormyeckx Mapkepos. Hanpumep, Hannune namMeHeHuii
KanunnsipoB HOF TEBOrO /10Xa Mo CKIepPoAepMUYECKOMY TUMY U 0BHApPYXeHUe creundunyecknx aHTUTen yBenmymeaoT
puck pa3sutusa CCH Ha 47%, 69% 1 79% y nauneHToB B TeyeHme nocnenyowmx 5, 10 n 15 net cootBeTCcTBEHHO [27] 1
ABNAOTCA [OCTATOYHLIMU A1 NOCTAHOBKM 04eHb paHHein CCL, [3].

B MHOrouncneHHbIX NCCNefoBaHUSX ONMcaHbl XxapakTepHble Kanunnspockonuyeckue nameHerms npym CCL: pasHas
cTerneHb BblpaXXeHHOCTU AnnaTaunmy Kanuansapos, OT He3HaYMTeNbHOW 00 Merakanuinapos; CHUXeHWe yucna
Kanunnspos, 4acTo ¢ (OOPMMPOBAHUEM aBaCKYSIPHbIX Y4aCTKOB; MUKPOremopparum, 06bl4HO acCoLUMPOBaHHbIE C
Merakanunnspamm; pocTt KyCToBuaHbIX kanunnsapos [3]. bonee yeM y 95% naumeHToB cknepoaepMmnyeckas
MUKPOAHIronaTUst MOXET UMETb PaHHWIA, aK TUBHbBIA 1 NO34HWUIA TUMbI (Tabn. 2) [24].

THAbI CKAEPOAEPMMYECKNUX WIMEHEH Wil KanuAngpoe  |20MMLA 2

HOTTeBoro noxa [24]

PaHHWE THN KanunnApHaA apxMTEKTOHKKE COXPAHEHA
HECKONLKD TMIAHTCKMX KAMWNNADOE W MUKPOrEMopparii
HaT aBaCKYNADHbIX Y4ACTKOB

AKTHEHBIA TUN HEAHAYMTANEHAR N2300TAHMIAUKMA KAMWNNAPHOR
APXHTEKTOHMKK

MHOTOYMCNBHHGIE TMIAHTCKWE KANMNAADL!

W MHKPOrEMOopparnu

YMEDEHHOR CHUMEHME NNOTHOCTH KANKWNNADOR
EQWHMYHEIR KYCTOBWOHBIE KANKNNADE!

MoagHmit THD MonHaA 0e300raqn3auna KanUNNAPHOR A0XHTEKTOHHKM
OTCYTCTRYIOT TMIAKTCKME KaNuNApE

W MMKDOr2Mopparmu

MHOXECTBO ABACKYNAPHLIX Y4ACTKOR

MHOXECTBO KyCTOBHIHLIX KAMHNNADOR

C HEDAHTHOTEHR3OM

Kak oTMeyanocb B npenblaylwmx onucaHnsax, paHHuiA TUN BbiSBnseTcs B npeknnHuyeckyio CCl, B TO BpeMs Kak akTUBHbIN
W MO3LOHUIA TUMNbl COOTBETCTBYIOT N3MEHEHUAM COCTOSHNS BHYTPEHHUX OPraHoB U NX MOPaXXeHUo NpU CUCTEMHOM CKNiepo3e
[24]. Mo paHHbIM ApYyroro aBTopa, BbAENSAOT ele ABa LOMONHWUTENbHbIX TUNA: HEaKTUBHBIA (MeAneHHbI) — 6onblioe
KONMYEeCTBO 3HAYNTENIbHO PACWMNPEHHbIX Karnnnnsapos, aBackyNsapHble y4acTky OTCYTCTBYIOT U MUHUMANbHO BblpaXXeHbl,
N NepexoHbIA TUN — 3aMeTHOE CHNXEHMEe KONMYeCcTBa Kanunnspos U 0AHOBPEMEHHO BbiSIBNIEHNE paCINPEHHbIX
KanunnspoB 1 aBackynsipHbIX y4acTkoB [2]. Kanunnspockonuyeckne n3MeHeHns 6binn BKNOYEHbI B HOBbIE
knaccudpukaumoHHbie kputepumn CCL ACR/EULAR (2013) [9].

Heobx0anMo 0TMETUTB, YTO KanunaspockonMyYeckme N3MeHeHNst MoryT 6bITb ONMUCaHbl 1 NpK Takux 3abonesaHusx, kak
caxapHblii guabeT, ncopmas, aTepocknepos, BACKYUT, aHTMOCHONUNUAHBIA CUHAPOM 1 BO3AeACTBUE paavaumn [3].

OcCHOBHbIEe NMpUHLUMUMbI NeYyeHns peHomeHa PeriHO

NeueHne ®P nonxHo 6biTb NaTOreHeTMYeck 060CHOBaHHBLIM, KOMMNEKCHBIM 1 AN PEPEHLMPOBAHHBIM B 3aBUCMMOCTHU OT
K/IMHWYECKOW (POPMbI, XapakTepa TeYEeHUs U aKTUBHOCTM OCHOBHOro 3abonesaHus. MeankaMeHTo3Has Tepanus
ayTOMMMYHHbIX P3 BKloyaeT mpoTnBOBOCHANMNTENbHBIE, UMMYHOCYNPECCHBHbBIE CPEACTBA (KOPTUKOCTEPOUIbI,
CUHTeTUYeckme n bruonoruyeckre bonesHb-MoanULMpyOWME aHTUPEBMAaTYeCcKne npenapatbl — BEMAPTT,
aHTUPMOPO3HbIE) U Ba30akTUBHbIe Npenapartsl [29]. AKTyanbHbIM B nedeHun O P octaloTcs xupyprudeckue metoapl. Mpu
BblpaXXEHHbIX UWEMNYECKNX HAPYLWEHUSX W BbIpaXEeHHOM 60N1EBOM CUHAPOME y NaLUUEHTOB CO BTOpuYHbIM PP Bonee
adhpekTUBHa aurntanbHas cumnataktTomus [2]. WelriHas cumnaTakToMms jaet BPEMEHHOE YnydleHne n CHnTaeTcs



CMNOpHbIM MeToOM [2].

BbloeneHbl cnenyiowme npuHUmnel nedeHns O P: xapaktep n 06bem Tepanvu 3aBnCUT OT MHTEHCUMBHOCTM atak PeilHo
OCNOXHEHUIA; NEYEHNE CYMTAETCS YCMEWHbIM NPY YMEHbLEHUN BbIPaXXEHHOCTU aTak U OTCYTCTBMU NOSIBNIEHUS| HOBbIX
ULWEMNYECKNX NOBPEXAEHUIA; Npy nepBryHOM PP nekapcTBeHHas Tepanus nokasaHa NPenMyleCTBEHHO B 3UMHMIA CE30H;
npu BTopnyHoMm PP BCceM 60nbHLIM CNeayeT NPOBOANTbL OAUTENbHYIO NEKapCTBEHHYIO Tepanuio; Npy HeadpPeKTMBHOCTU
MOHOTEepanuy BO3MOXHO coyeTaHve npenapaToB CUHEPTrUYHOrO AENCTBUSA M3 pasHbix rpynn [2].

HeMeavkaMeHTO3HOE NeyeHue 3aknouaeTcs B cnefytowem: Gepeyb pyku oT xonoaa, naberatb aMOLMOHABLHOIO CTPeCcea,
UCKIOUYNTL ynoTpebneHne KogoenHa 1 0TKasaTbCsl OT KYPEHUS, a TakXe UCK/IUYNTL MPUEM NIEKapCTB, Bbi3biBAOWMX
BA30KOHCTPUKLIMIO, — 3TOr0 MOXeT ObiTb AOCTATOYHO ANS NauUeHTOB ¢ nepBryHbIM O P [30].

KnioueBbiMn dhakTopamu gucbanaHca Ba3oKOHCTPUKLIMU U BA30AMNATALMN ABASIOTCS SHOOTENUH-1, ANCcAyHKLMS
SHOOTENMA N CHUXEeHne cnHTesa okcnaa asota [30]. MeomkaMeHTO3HOe nedYeHne BKoYaeT npenapaThl, Bbi3blBatowme
BasoAmnartaumto (HUTpatel, 6nokaTopsl kanbumesblx kaHanoB — BKK, npocTtarnaHavHel, uHrnbutopsl ®© 39-5), n
npenapartbl, NOAABNSAOWME Ba30OKOHCTPUKLIMIO (aHTaroHUCTbI PELIENTOPOB 3HAO0TENMHA-1, anbga-aapeHobnokaTopsl,
6rokaTopbl peLenTopoB aHrmoTeHsmHa Il). MomMrMMo BollwenepeUncneHHbIX, MPUMEHSIIOTCS NpenapaTtsl, yaydwatowme
SHOOTENManbHy0 YHKLMIO, — UHrMBMTOPBLI Rho-KWHA3bl 1 CTaTWHbI, U NpenapaThbl, 0OKa3blBaloWee BANSAHWE Ha
Helpoperynaumio cocynos, — MHrMbUTopbl obpaTHOro 3axeaTta cepoToHmHa [30].

Ha cerogHsawHuii aeHb BKK aBnsioTcs npenapartamm Boibopa B Tepanuv NepBMYHOro 1 BTopuyHoro ®P [1, 2]. Hannyuwnia
pe3ynbTat B nevyeHun P nokasanm BKK ournoponuprnanHoBoro psna, ns Hux Hambonee Wmpoko U3yyeH HudeannuH [1,
2]. B Tepanun PP B KNIMHMYECKON NpakTMKe NCMOMNb3YIOT TakXe HUKapaunuH, doenoamnud n amnoamnuH [1, 2]. CornacHo
NPOEKTY KIMHNYECKNX PEKOMEHOaUNIA, MPEAN0XEHHOMY 3KCNepTHbIM coBeToM M3 P®, npenapartamu nepeoi NMHAN
neyernsa ®P npn CCL asnatotcsa BKK ournaponupmanHoBoro psaa (rnasHbiM obpasom, HugoeannuH B ose 30—-60
Mr/cyT) — ypoBeHb gokasatenbHoctu A [31]. OrpaHuyeHuns npumeHeHns BKK cBs3aHbl ¢ HANMYMeM y TpeTu NauneHToB
MPOTMBONOKA3aHWA MK pPas3BUTMEM NOBOYHbIX 3PPEKTOB (apTepranbHas runoTeH3ns, Taxukapams, ronosHas 6onb,
OTeku CTon, nodplXeK, NokTen u ap.). PekomeHgoBaHo HasHavatb gnutenbHo gencteyowme bKK [2, 31]. B
KoxpeiiHoBckoM 0630pe ony6/MKoBaHO, YTO HA CErOAHAWHUI AeHb HET APYrUX OpasnbHbIX Ba30AnIaTaTopos C
[oKasaHHON adhPEeKTUBHOCTbIO NpK nepsuyHoM ®P [32].

[MaumeHTam ¢ HegoCTaTOYHLIM OTBETOM HA Basoaunarartopbl nepsoro paga (BKK) nokasaHo HasHayeHve npenapaTtos 13
rpynnbl cTabunbHbIX aHANoroe nNpocTarnaHauHoB (NpocTaHouaoBs). K naHHOM rpynne OTHOCSTCS CUHTETUYECKME aHanorm
npoctauuknnHa |2 nnonpocT 1 TPenpocTUHNUA (He 3apermcTpuposaH B Poccun) n aHanor npoctarnaHavHa E1
annpocTtagun. lNMpenapaTbl NPOCTAHOMA0B B KNUHUYECKON NPakTuKe NPoLeMOHCTPUPOBany apdekThl Bbipak eHHOM
Basoamnatauuy 1 nogaBneHns arperaumm TpoMboumnTos [2]. CornacHo POCCUCKUM KIMHUYECKUM peEKOMEHAAUNAM, 4115
neyenuss ®P n 04 npu CCL annpoctaaun cnepyeT HasdHadvatb kKypcamm no 20—60 MKr Ha nHgpy3uo no 10—15
BHYTPUBEHHbIX BBEAEHUI C NEpMoaNYHOCTbIO 2—-3 pa3sa B rog [33]. B Tepanun ®P npu P3 akcnepTammn pekomeHaoBaHa
cxema BBefeHuns unonpocta 20 MKr BHYTpUBEHHO 0,5—2 Hr/kr B MUHYTY B TedeHue 3—5 nHei, kaxable 6—-8 Hegenb [34].
CornacHo pocCUNCKUM KNMHUYEeCKUM pekoMmeHdaumsam, tepanua @P n 04 npu CCO nnonpoctom B Ton Xe Ao3e (pexe 50
MKT) npoBoanTCs Kypcamm 2—3 pasa B rof [33]. [pu cOBMECTHOM NPUMEHEHUN HUPEAUNUHA 1 UNoNpocTa MoryT
YCUNNTbCS HEXenaTtenbHble cocyancTble asneHns [34]. BceM nauveHTam nepen HasHayeHnem npocTaHomaoB
PEKOMEHO0BaHO OLEeHMBATb KapAnoBacKyNapHbIA PUCK, Tak Kak Npy NpUMEHeHUN 3TUX NpenapaTos JOCTOBEPHO yalie
O0TMEYaloTCs NWEMUNYECKNE OCNOXHEHNS (MHPapKT, MHCYNbT) [2, 31]. [ins yMeHbleHNs prcka BO3MOXHbIX COCYANCTbIX
OCNOXHEHWUV NPeanoYTUTENbHO HA3HAYEHNE MUHMMATbHBIX 30 EKTUBHBIX CYyTOYHbIX 403 NpocTarnaHanHos [2]. Takum
nauvMeHTam 4151 CHUXEHWS pUcka PasBmTUSt OCNIOXHEHMUA MOXET ObiTb PEKOMEHI0OBAHA Tepanus NIONPOCTOM C HA3KOM
ckopocTblo BBeaeHus (0,5 Hr/kr/muH) [2].

Mpu neveHnn cknepoaepMnYecKoro NMOYEYHOro Kpmaa nnonpocT Npu BHYTPMBEHHOM BBEOEHWMN YBENNYMBAN MOYEYHbIN
NnasmMoToK, PaclumMpsas NPUHOCSILLYIO U BbIHOCSLLYO apTepuronbl [35]. B psiae cTpaH BHYTPMBEHHbBIA MIONPOCT UCMONb3yeTcs
B NIEYEHNMN NErOYHON apTepmanbHoi runepTeHanm (JTAI), MHransauMoHHas Xe ¢oopma MaonpocTa nokasaHa ans 60bHbIX
NAT 1l v IV doyHKumoHanbHbIX knaccos no BO3 — NYHA [33].

Mpun HeadbpekTnBHOCTUM BKK 1 npocTaHoMnoBs ¢ Lenbio yMeHbWeHNs 4acToThl U AnuTenbHocTM atak PP 1 npodunaktmkm
nosiBNeHns HoBbIX Mnn peunaneos N5 pekomeHnoBaH 603eHTaH (ypoBeHb fokasatenbHocTu B/A) [31]. BoseHTaH,
MauMTeHTaH U aMbpn3eHTaH, PeKOMeHL0oBaHHble 4Ns Tepanvu BTopudHoro ®P, oTHOCSTCA K rpynmne aHTaroHUCToB
peLenTopoB aHOOTeNMHa-1, 6nokmpyowmnx BasocnacTuyeckme peakumun. B CLIA 6o3eHTaH paspelleH YnpaBneHuem no
KOHTPONIO 32 KAa4eCTBOM NULLEBLIX NPOOYKTOB U nekapcTBeHHbIX cpeacTs (Food and Drug Administration, FDA) Tonbko ans
neyenuns JTAT [31]. B Poccum, a Takxe no pekomeHgaumsam EULAR 2017 603eHTaH BKNOYEH B CXeMbI ie4eHns P u
nwemnyecknx 04 [33]. CornacHo pOCCUIACKMM KIMHUYECKUM pEKOMEHAALMAM, Tepanuio 603eHTaHOM Ha4YMHAIOT C [O3bl
62,5 Mr 2 pasa B CyTku B TeyeHue 4 HelenNb, C NOCNeayWmnm yBennyeHnem nosbl o 125 mr 2 pasa B AeHb, 4IUTENBHOCTb
npuema 12—20 Hegenb [33].

CoBMecTHOe HasHayeHne 6o3eHTaHa 1 UNoNpPocTa MOXET 0Kas3aTbCs adpdPeKTMBHLIM B 3axueneHun O npu CCL y He
OTBETMBLIMX Ha Npeabloyuyto Tepanuio 1y nauMeHToB C YMEPEHHbIM KOXHbIM CHETOM. Ho AaHHasA KOM6I/IHaLI,I/I9| MeHee
3P PEKTMBHA MNP NIEYEHNMN S3B, PACMONOXEHHbIX HA HUXHER KOHEYHOCTU, U Y NAUMUEHTOB C TSXeNbiM ornbpo3oM, Tak Kak



hubpo3 yxynwaeT 3axusneHne A4 [36].

Lpyras rpynna npenapatoB — MHrMbutopsbl goocgoamnactepassl 5-ro tuna (Md [19-5) — pekoMeHOoBaHa K NPUMEHEHNIO B
Tepanuu BbipaxeHHoro P npu HeadpdpekTusHocT BKK 1 npoctaHonnos [31]. Tepanestnyeckmin acpgpekt nd 13-5
3aknoyaeTcs B Ba3oaunartaumm 3a CHeT CHUXEHMS akTUBHOCTU @ [13-5 1 NoBbIWEeHNS HEAKTUBHOW LIMKIMYECKOW (DOPMbI
ryaHo3uHMOHogoochaTta B KfeTkax rnaakoMblleyHoW TKaHU COCyA0B M BHYTPEHHMX OpraHoB, TPOMOoLMTax U B CKENETHbIX
mbiwuax [2]. CornacHo POCCUIACKUM KJIMHUYECKUM PEKOMEHALMAM, cunaeHadun HasHavatot no 50—100 mr B cyTkun
(ypoBeHb nokasatenbHocTy A) [33]. MobouHbIMU adbdpekTamu nd [19-5 aBnsitoTcst ronoBHas 60Mb, Muanriu,
annepruyeckue peakuuu, 6onu B rpyaHoit knetke, cepauebuerue, otek nuua [37)]. Mo aaHHbIM FDA, cepbesHble
KapOMoBacKyNsipHble 0CNOXHeHUs cocTaensioT 10—15% Bcex NoboYHbIX 3 ek ToB cunaeHadpuna [2].

B HeboMbLWMX KNMHMYECKMX MCCNefoBaHUSX anbgal-aapeHobnokaTop Npasos3rH 3a cyeT 61okaapl BA30KOHCTPUKLMM
3HAYUTENbHO YMEHbLIIW YUCNIO U MHTEHCMBHOCTb atak PeitHo y 6onbHbix CCL, [38]. OrpaHnyeHunst ero NnpyMeHeHus B
npakTyKe CBS3aHbl C pas3BUTMEM NOBOYHBLIX SGPHEKTOB: cCepaLebueHmns, aptTepruansHoi rMnoTeH3nun u ap. [2].

WHrnbuntopbl 06paTtHOro 3axsara CepOTOHMHA ((DYOKCETUH, KETAHCEPWH), OKa3biBas BIUSHWE HA HEMPOPEry nsLuio
COCY[I0B, HAXOOAT KIMHMYECKoe NpuMeHeHne B Tepanun P, cBA3aHHOro C 3MOLIMOHaNbHbLIM cTpeccoM [39]. d niyokceTuH
HasHavaloT ons nedyeHnss P B Tabnetkax 20 Mr/cyT (ypoBeHb gokasaTtenbHoctu C) [33]. MeTaaHanma adoheKTUBHOCTH
KeTaHcepuHa He BbISIBU MOIOXUTENBHOr0 BANSHUA Ha TeyeHne PP y 6onbHbIx CCL [39].

MprmeHeHue nHrMbutopos Rho-kuHasbl 1 ctatuHOB B Tepanun @ P CBA3aHO C MX aHrMonpPOTEKTMBHBLIM adhdpekToM. Rho-
KWUHa3bl akTMBUPYIOTCS NOJL BO3AEACTBMEM X0N04a, NPY UWEMUYECKUX COCTOSHUAX (FONIOBHOM MO3r, cepaLe) 1 y4acTBYIOT
B NepeMeLLeHNr BA30OKOHCTPUKTOPHbIX anbgpa-2c-peLenTopoB Ha NOBEPXHOCTb KNETOYHOM MeMbpaHbl. SpkuM
npencrasutenem nHrnbmtopos Rho-kmHa3sbl sensetcs dpacyamn [2]. CTaTtuHbl — npenapatbl F’MAnoAnunUuaEMUYECKOro
OEeNCTBNS — YMEHbLWAOT dHA0TENMANbHYIO ANCHYHKLUMIO N OKa3bIBAIOT aHrMONPOTEKTUBHbLIN adpdekT. B nccnenosanun,
npoeeneHHoM A. Abou-Raya 1 coaBT., nokasaHa acppekTMBHOCTb aTopBacTaTHa Mo cpaBHEHWIO ¢ nNnauebo y naumeHToB
¢ ®P npu CC — ymeHblieHne obpazoBaHus HoBbix 5 [40]. MneAoTponHbIi 3dhhekT CTAaTUHOB TaKXe CBS3aH CO
CHUXeHVeM akTuBHocTu Rho-kuHas [2], BAMSAHMEM Ha (PyHKLMOHANbHOE COCTOSIHME aHO0TEeNNs (Ha hakTopsl
BOCMaNeHus), Ha KNeTo4Hble KOMIMOHEHTb aTEPOCKIEPOTMYECKO BNSWKN, aKTMBALMIO MaKpogaros, KNeTo4Hy
nponudpepaumio, anonTos, Ha Pubpos, ¢ aHTUMLIEMUYECKUM OEACTBMEM, aHTUOKCUAAHTHBIM 3C0EKTOM, BIUSHWEM Ha
remMocTas, Ha aHrmoreHes, Ha runepTpoduio Mmokapaa [41].

Tepanusi BTopryHoro ®P 3aknioyaeTcsl B neyeHnm 3abonesaHus, nexailero B ocHoee paseutust ®P [30]. Mpenapatamu
nepBeoi NMMHUK neveHns BTopudHoro PP aensiotcs BKK, Takxe HeobxoamMmMo nameHeHne obpasa XusHu. MauneHtam, He
oTBevarowmm Ha Tepanuio BKK nnn umetowmm npotmsonokasaHms n noboyHble acpdpek ol BKK, fnonxHbl 6bITb Ha3HaueHbl
npenaparbl APYrvx rpynn Ba3oAnNaTaTopos B MOHOTEPANUM UK B KOMOUHALUW, XOTS AaHHbBIX MO U3Y4YeHWI0 KOMBUHALLMIA
B HacTosiee BpeMst HeT. ud [13-5, uHrnbntopbl Rho-knHas n aHTaroHUCTbl PELENTOPOB SHAOTENMHA-1 KaxyTcs Hanbonee
MPOrHOCTNYECKM 3P PEKTUBHBLIMA B Ie4YEHUM KakK NepBUYHOro, Tak 1 BTopuyHoro ®P [30]. MNaumeHTbl ¢ TaXenbiMm
UWEMMYECKMIY NOBPEX AeHMsMY, BKtoYas OS5, TpebytoT B 60NbWMHCTBE CNyYaes rocnmTannaauunm ¢ BHyTPMBEHHbBIM
BBEAEHWEM aHANoroB npoctarnaHamHos. MaumeHtam ¢ CCL n Hannymem B aHamHese 5 MoxeT BbiTb Ha3HAYeEH
603eHTaH ans NpenoTepaleHnst passntus Hoebix 05 [30].7
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