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¢dorodepes. HAQ - Health Assessment Questionnaire. MLD - manyaneHbIll numdogpeHax. MRHS -
MOAUMUIIMPOBAaHHbIN KOXKHBIM cuéT PomHaHa. PAH - nérouHas aprepuanbHas rumepreHsus. PUVA -
ncopasieH + UVA. SC - KoxXHasi IpoBOAUMOCTb. SSc - cucTeMHast cknepogepmusi. TEMP - temmnepaTtypa.
TENS - upecko)kHasi /1eKTprueckasi HepBHasi ctuMyssitysi. TO - riybokas ocrisiuus. VAS / BAII -
BU3ya/lbHas aHa/IOroBast LIKaja.

1 BeepeHue

CucreMHOl CcK/epoZepMmueil (CMHOHMMBI: TPOTpeccUpyloljasi CUCTeMHasi CKJepo3a, CKJepoJiepMus) B
LlenTpansHoii EBpone crpagatoT npubsmsutesnbHO 2 yenoBeka Ha 100 000 Hacenenusi [1]. 3aboneBanue
CUMTaeTCsl OHUM U3 Hanborsee TPYAHBIX [jisl IeUeHUsi peBMaTHUeckKux 3ab0s1eBaHNH, TakK Kak NpeJCTaBseT
co00if TeTeporeHHyl TpyMIy C MHOrooOpa3HbIMM KJIMHUYECKUMHU TPOSIBIEHUSIMA M Pa3IMYHBIMU
BapyaHTaMH TeueHus [2].

CucreMHasi CKJIEPOJIEDMHUSI OTHOCHTCS K KOJJIareHo3aM KakK XPOHWYEeCKOe BOCIMaIWTe/lbHOe CUCTEMHOE
ayTOMMMYHHOe 3a0oJieBaHMe COCY[JUCTOrO COeAMHUTE/NBHOTO arrapata ¥ BHYTPeHHHX opraHoB. CHauasa
OHO TIPUBOAUT K (hrbpo3y, a MpH JanbHeHIIeM TPOrPeCcCUPOBAaHNH - K CKIIEPO3y TKaHew.

YTomeHve KOXM SIB/ISIETCS TJIaBHBIM KJIMHUUECKUM CHMIITOMOM U BaXHbIM AvddepeHIpansHo-
JMarHOCTUYeCKUM KPUTepHeM TIPU OTTPaHWYeHNH CUCTEeMHOW CKJIepO/IePMHHU OT [PYTHX KOJIareHo3osB [3].
JIoKa/bHOE YTOJIL[eHHe KOXKH, TOpPaKeHHe CYXOXKWINH, CYXOXKWIBHBIX BJ/Iarajuil] ¥ CHHOBHAJIbHON
000/10UKH BBI3BIBAIOT 00/Ib U HapyIleHHs: (PYHKLUHM CyCTaBOB, UTO CYIeCTBEHHO CHI’KaeT KaueCTBO >KU3HU.
MUKpOCTOMUSI CO3/1aéT He TOJILKO 3CTeTHUeCKHe MpobieMbl, HO U TPYAHOCTH NP TMPUEMe UL U YXO/ie 3a
3ybamu.

¥ 90% narueHTOB 3a00/1eBaHe HAUMHAETCS ¢ CUHZApoMa PeliHo [4]. TIpu 3TOM cOCyIMCThbIe Cria3Mbl B OTBET
Ha XOJIOZIOBOM W/IM SMOLMOHA/BHBINA CTUMYJl CHauajla BBI3BIBAIOT CHIKeHUe Mepdy3uu TKaHW, a IMo37Hee
MOTYT IIPUBOJUTS K s13B00Opa30BaHKI0, HEKPO3aM U Jlake IoTepe MasibLieB.

N3-3a HeAOCTAaTOUHOTO MOHWMAHWS STUOJIOTHH U TaToreHe3a Tepaluisl YaCTO HOCUT TIOJUIIParMaTHuecKuit
xapakTtep. Pusnuyeckde MeTO/bl JeUeHUs] HWCIO/b3YIOTCS [aBHO, OJHAKO [0 CHUX MOpP OHU M3ydaauch
IJIaBHBIM 00pa3oM B HeOOJIBIIMX HaOJIIOAATeTbHBIX MCCIefoBaHusaX. B 063opHo# ctatbe 1997 roma [2]
CpeZii TepameBTUUECKUX CPeJCTB Ha3BaHbl y/abTpa3Byk, CO2-ma3ep, OGuonornyeckass oOpaTHast CBsI3b,
JeyebHass THMHACTHKA W aKymyHKTypa. B KnuHuke dusnueckoi MeauiuHbl W peabunurtarpu Charité -
Universitdtsmedizin Berlin mpoBogunice uccnefoBaHus cayHOTepanud U MITKOW uH(pakpacHOW A-
Teparmu [5,6].

B mnocnegHue rofpl AMarHOCTMUECKWe MeETOAbl U TlapaMeTpbl KOHTPOJ TeueHWs B KIMHUUECKUX
WCCIIe[IOBAaHUSIX 3HAUUTEBHO YAyUIIWINCh. TeM He MeHee [ijisl TTIOBCeJHEBHOW KIMHUYECKOW TMPaKTHUKU BCE
ellé OTCYTCTBYIOT [OCTaTOUHO TIPUTOJHBbIe METOZBl PpaHHEM [UAarHOCTMKW, WHJEKChl aKTHBHOCTU
3abomeBaHUsl, UH/IEKCHI TIOBPEXKAEHUM U Ha/I&KHbIE TIPOTHOCTUYECKHWe KpuTepuu [7]. Ha MOMeHT HarmcaHust
paboThI He CYIIIeCTBOBAIO U KTMHUYECKOW PEKOMEHIAIIUH TT0 CUCTEMHOM CK/IEpO/IEPMHH.

2 O6cy)kaeHue npobsemsl

2.1 AnupemMuonorus, natoreHes u Knaccudukauus

CucrteMHast CK/IepofiepMusi, fajiee o0o3Hauaemass Kak SSC, BJSETCS PeJKAM  XPOHUYECKUM
BOCITa/IUTE/ILHBIM CUCTEMHBIM 3a00/1eBaHIEM COCYIUCTOrO COeJUHUTEILHOTO arapara, B OCHOBe KOTOPOTO
JIeKUT upe3MepHas MNpOAYKLUs KosiareHa. IToMMMO JIOKaAbHOTO WM PaclpOCTPaHEHHOrO CKjepo3a U
YTOJIL|eHNsT KOXU, 3abojieBaHMe B Pa3IMYHON CTeTleHH TOpa’kaeT BHyTpeHHHe opraHbl [8]. Hassanue
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TIPOMCXO/IUT OT TPeUeCcKUx CoB «skleros» - TBEpALIM U «derma» - Koxka. Bo3MoskHO, 60J1e3Hb BIiepBhIe Obl1a
onucanda Curzio emé B 1753 roay [9].

PacnipocTpaHéHHOCTh O1jeHMBaeTcst B 3-24 ciayvast Ha 100 000 >xureneit [1]. XKeniuae! 6omnerot B 3-8 pa3
yarrie MykuuH. [Iuk 3a6oneBaemMocTy puxoAnTcs Ha Bo3pact oT 30 zo 50 ser. CucteMHasi CKIepOepMuUst
BCTpEUYaeTCss BO BCEM MHpe; y Tpe/iCTaBUTe/ieli YEPHOUM TOMYJISILMHU, BEPOSTHO, PUCK 3abo0/sieBaHus BhILLe,
BO3pacT MaHUecTaluu HWXKe, a TeueHHe TsDkesiee [10]. [decATwneTHsis BbDKMBAaeMOCTb 3HAuMTeTbHO
ynyutiack: ¢ 50% B 1970-x romax o coBpemeHHbIX 70-90% [1]. CMepTHOCTBH 3aBUCHUT OT CTereH!
TIOpPa)KeHUs OpPraHoB, OCOOeHHO cepna, JAérkux u mouek [1,10]. B Hacrosiiee BpeMsi OCHOBHBIMH
TIPUYMHAMH CMEPTH, CBSI3aHHBIMU C 3a0071eBaHUEM, SIBJISIIOTCS JIETOUHBINA (UOpO3 U IErouHas apTepuasbHas
runeptensus (PAH) [1].

CHCTeMHYIO CK/IepO/iepMMIO XapaKTepr3yloT TPH IVIaBHBIX NPU3HAaKa: MOBPeX/eHue KPOBEHOCHBIX COCYZ0B
(MUKpOaHruomnartus), pe3Ko ycuieHHOe o0pa3oBaHWe KoJilareHa U 4pe3MepHBI  BOCIA/JIUTeTbHBIN
UMMYHHBIM OTBeT (ayTOMMMYHHOCTB). DTHOJIOTHs 3a00/1eBaHUsI OCTAaéTCsi BO MHOTOM HEM3BECTHOM, XOTS B
TIoC/IefHUe Tofibl TIOMyueHbl MHOTOUYHC/IEHHbIe CBe/IeHHsI O MaToreHeTUYeCKuX MexaHu3max. O6cyKjaroTcst
TpsiMble M HeTpsiMble TeHeTHUeCKue TpeApacriosiokeHHOCTH [11-14], snureHetnueckre mexaHu3mbl [15],
(hakTOpBI OKpY>KaroIrieit cpeanl [16-18], a Takke uHpeKIUHU 1uTOMeranoBupycom [19] u mapBoBupycom B19
[20] kak ¢akTopbl, MOAUGULIMPYIOLLME TEUeHHe.

B3aumogeiicTBre (akTopoB, BeAyIMX K 3a007eBaHMIO, OueHb CA0KHO. HayuHo oOOCHOBaHHasi THIIOTe3a
TIpeATo/iaraeT B3auMO/IEMCTBME MMMYHHOH WM COCYAUCTOM cucTeM. IloBpexeHWe 3HIOTENUS MeTKUX
COCY/IOB MOXKET BECTH K TIOBBINIEHUIO TPOHUIIAEMOCTH, OTEKOOOpa3oBaHuto, WHGUbTpauu T-
MuMQoLMTaMK U Makpodaramu, arperaluvi TpoMOOLIUTOB M TpoMOooOpa3oBaHui0. BosHuKaeT aucbanaHc
PETry/SLIAN COCY/JUCTOTO TOHYCA: YCHUIMBAETCS BJIMSTHWE Ba30KOHCTPUKTOPHBIX BelljecTB (3HA0TenMH [21],
CEepPOTOHWH) W HapyIIaeTcs AelcTBUe Ba3ouiaTaTopoB (okcuz a3ota [4]). CrefcTBreM CTAaHOBUTCS LUK
(hbubpob1acTHOM TpoMdepalvy, OTJI0KEHHS KOJIareHa U Ja/bHeIel UMMYHHOM aKTHBaI[HH.

Crumysnsiist U niponvdepaiyst (Gubpo0/acToB CBsi3aHbl C TIOBBIIIEHHBIM YPOBHEM TPOBOCTIA/IUTENBHBIX
LIUTOKUHOB. OCcOOeHHO Ba)kHbI MHTepsieHKuHbI 4 U 6 [22], transforming growth factor beta (TGF-beta),
connective tissue growth factor [23], platelet-derived growth factor [24] u daxTop Hekpo3a omyxosu alpha
[25]. ®ubpobaacTbl CrIOCOOCTBYIOT Upe3MepHOM MPOAYKLUWH KojlareHa TWNOB 1 u 3, ¢ubpoHeKTHHa |
TIPOTEOT/IMKAHOB. JTH (UOPOTHUECKHE TPOLIeCChl MHUIMUPYIOTCS M YCWIMBAIOTCS SHAOTeNMHaMu [26].
Kpome TOro, 00CyX7aeTcsi ydacTHe aHTHTeN MPOTHB (GubOpobsacToB [27] W aHTUTeNn TPOTHUB KOJIIareH-
pa3pyLIaLMX MaTPUKCHBIX MeTa/uionpoTenHas 1 u 3 [28].

B pe3sysbTaTe (hopMUpyeTcs XpoHHUUeCKast BaCKYJ/IONaTHsl, BhI3bIBAKOIAsi CUHAPOM PeliHO, S13BbI, JIETOUHYIO
apTepyanbHY0 THUIEPTEH3WI0 U OCTphle TI0UeuHble Kpu3bl [29], a Takke AJIUTENbHYIO BOCIHATUTENBHYIO
CTUMYJIIIMIO. DTO TIPUBOJUT K Upe3MepHOH MUrpaiuu ¢pubpob/1acToB, KOTOPble MACCUBHO OTK/IA/bIBAIOT
KOJIJIareH BO BHEK/IETOUHOM MaTpPHKCEe KOXKH U OpPraHOB M OTBEUalOT 3a KJIMHWUECKU 3HAUHMbIHA GHOpo3, TO
eCTh KOXHbIN ckiepo3 [30].

[ns  cUCTeMHON CK/IepoJepMUM XapaKTepHa KpaiHsisi BapyabesbHOCTh KIMHUUECKOM KapTWHBI U
nporpeccpoBanuss  6osiesnn  [31]. TlosTomMy Hauaso Tepanmue TpeOyeT MaKCUMaabHO TOYHOMN
KIaccuUKalMKi BapvaHTa 3aboseBaHus. B HacTosiliee BpeMsi OPUEHTHUPYIOTCA Ha Kiaccubukarmoo 1980
rozja, mpeasioxkeHHyto moakomurerom American College of Rheumatology (ACR) [32]. EauHcTBeHHBIM
O0JIbIIMM KPUTEPHEM CUMTAIOTCSI CUMMeTPUUHbIE CKI1ePO/iepMOnoi00HbIe U3MeHeH!s KOXKHU ITPOKCHMasIbHee
TICTHO-()aslaHT OBBIX WM TUTFOCHE(aIaHrOBBIX CYCTaBOB. MasbIMU KPUTEPUSIMH SIBJISIFOTCST CK/IEPOaKTHITHS,
ssMKooOpasHble pyOLbl WM TOTepsi MATKMX TKaHeM MofyllevyeK [AUCTaIbHBIX (anaHr U 6ubasaibHbIi
nérounblii ¢pubpo3. Kputepru BBINOHEHBI, e/ MPUCYTCTBYET IJIaBHBIA KPUTEPUM WM He MeHee [IBYX U3
TPEX MasbIX KDUTEPHEB.
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ITepBoHayanbHO crieUPUUHOCTL oOlleHMBanack B 98%, a uyBcTBUTeNnbHOCTH B 97% [32], ogHako B
KJIMHUUeCKOW TIpaKTHKe UyBCTBUTE/JBLHOCTb OKa3ajach HIKe: paHHHe U JIETKWe ¢opMbl npumepHo B 30%
cydyaeB He pacrno3HaBasiuchk [33,34]. PaHHSsT [guarHOCTWKA TIPUHLIMITHA/IbHA, TIOCKOJBKY MHOTHe
TepaneBTUYeCKHe TIOAXOAbI HarpaB/ieHbl Ha 3aMe/ljleHMe TIpOTPecCUpoBaHHsA W IIpefoTBpallleHue
JlanbHelIIero TOBpeXXJeHUss opraHoB. JlMarHOCTMUecKWe MeTO/bl B TOC/AeJHUe TOAblI 3HAUUTebHO
YJIYUILIWIACh; BKTFOUeHHe Crel(UIecKrx aHTUTeT U TUMAYHBIX U3MEeHEeHUH Kar/UISIPOCKOITHA MOTTIO Obl
CYLIECTBEHHO Y/YUIIUTh KIacCHbHKaIMoHHble KpuTepuu [35]. CoBmecTHass pabouas rpymma ACR u
European League Against Rheumatism (EULAR) paboTaeT Haji CHCTEMOM KIacCU(PHKALIAH, YUUTHIBAIOITIEH
HOBBIE JlaHHbIe [36].

2.2 KnuHnyecKas KapTmHa

[ns yuéTa pa3HbBIX KIMHUYeCKHMX (opMm 0Oosie3HU OOIIEeNpUHATBIM CTal0 OINMCaTe/bHOe pa3ziesieHue Ha
OTpaHUYeHHYI0 CUCTeMHYI0 U auddy3HyH0 cucTeMHyI0 ¢dopmbl ckiepojepmuu [37]. CrereHb KOXKHOTO
TIOpaKeHUsI - TOJTBKO /IUCTa/IbHEee JIOKTS WIN TaKKe TIPOKCHUMaJIbHEee JIOKTS - SIBJISIETCS BaKHBIM KPUTEPUEM,
TIOCKOJILKY OHa CBsi3aHa C Mopa’keHrueM BHYTPEeHHUX OpPTaHOB.

TABJINIIA: Kputepun pas/inuyeHusi orpaHuueHHoi U Auddy3Hoii cucreMHoM ckyiepofepMud. OrpaHinyeHHas
(opma: n3mMeHeHNs KOXKM JAHCTa/IbHee JIOKTel W/H/IH KoJIeHel, BO3MO)KHO NTOpa)keHHe JINIa; cCHHApoM PeiiHo
00BIYHO MMEPBbIi CAMIITOM; OPraHHOE MOPa)XeHHe Pa3BUBAETCs MO3/Hee, yallle MArye, Ho Bo3moxxHa PAH; uacrto
AHTHUIeHTPOMepHbIe aHTHTeJIa; MPOTrHO3 00bIYHO 00/iee O1aroNpUATHLIN, KpoMe ciaydaeB PAH. Tuddysnan
(opma: H3MeHeHHsI KOJKH NPOKCHMaJIbHee JIOKTel W/W/IU KojleHeil; CHHAPoM PeliHo yacTo BO3HUKaeT MOYTH
OJJHOBPEMEHHO C KO)XHBIMHM W3MeHeHHsIMH; OPraHHOe Mopa)keHue paHHee U YacToe - JIErKue, cepALe, MoYKH,
JKeJTyJ0UHO-KHILIeUHbIH TPAaKT; YacTo Anti-Scl-70; mporHo3 Bapuade/bHbII, HepeJKo TeueHHe ObICTpee.

Kak mepBass MmaHubecTalss OrpaHWYeHHOW CHCTEMHOW CKJIepo/iepMUM Yy OOJBIIMHCTBA TAMEHTOB
BO3HMKaeT CHHJpOM PeitHo. Ckiepo3 KOXXM TanblieB PYK M HOr - ellé OJWH paHHUM CHMITOM. B
JanbHeNIleM YacTo pa3BUBAeTCs JIETKUW JIETOUHBIA (rOpO3; B OCTalbHOM BHYTPEHHHe OpraHbl MO0 He
CK/IEPO3UPYIOTCS, /MO0 TIOPAKAKTCA MATKO W MeJyieHHO. [l paHHeM [UarHOCTUKA Ba)KHBI
aQHTHULIEHTPOMEPHBIe aHTUTeNa, aHTH-Th/To-aHtuTesna [38] W KamWUIAPOCKOIIMS HOTTEBOro Jioxka [7].
IMarueHTHI C STUMU MTPHU3HaKaMK 6e3 KO>KHOTO TIOPayKeHUsI UHOT/]a OTHOCATCS K (hopMe «CKIepofiepMus sine
scleroderma», XOTsI HESICHO, SIBJISIETCS JIU OHA CaMOCTOSITeNTbHOH (hopmoii [39].

IMpy puddy3HOM CUCTEMHON CKIepoJepMHUU CKIepPOAepPMONoAoOHbIe M3MeHeHUsT KOXKU BBISB/ISIOTCS He
TOJILKO Ha KOHEUYHOCTSX, HO W Ha Ty/noBuille. CUHApOM PeliHO yacTo HauWHAeTCsl MeHee YeM 3a TOf [0
KOXKHBIX M3MeHeHHH. [IporHo3 MeHee G/1aronpHsiTeH, MOCKOJIBKY OpraHHbIe TOPa)KeHHs1 BO3HUKAIOT PaHO U
yacTto. [lanbnrpyemMoe TpeHUe CyXOXKWINN SIBJISI@TCS UaCTOM HaXOAKOU U CBsi3aHO ¢ Auddy3Hoi hopmoii u
HebOmaronpusaTHEIM TIporHo3oM [40]. Y 20-40% BeisBsitoTcs aHTuTena K JJHK-tomousomepase 1 (Scl-70)
[38], a mpu KanM/IISIPOCKOIINY - aBaCKYJIsSipHBIE 30HbI [41].

Panee Boigenspimiics CREST-cuHApoM, Ha3BaHHLIM Mo cuMmIiToMaM calcinosis cutis, Raynaud-cuHgpom,
330¢pareanbHass AUCHYHKIUS, CKIEPOAAKTUINS M TejeaHrwskrasuu [8], celiuac MeXAyHapOJHO He
UCTIO/B3yeTcsl KaK caMocTosiTenbHasi (opma, TOCKOMBbKY OTHOCHTCS K OTPaHMYeHHOW CHUCTeMHOM
cknepogepmun [39]. OT cucTeMHOUN CK/IepO/IepMUM HEOOXOJUMO OT/IMYATh OTPAHUYEHHYIO CKJIEPO/IEPMUI0
(morphea), A1 KOTOpO# XapaKTepHBI JIOKaTbHbIE KOJKHbIE 0Yaru ¥ o0pokauecTBeHHOe TeueHue [42].

BocnaneHue n ¢oubpos

TurnuHble KO)KHbIe W3MeHEHHS HaUMHAIOTCS TIPeUMYIeCTBEHHO Ha KHMCTSX W CHayajia IPOSIB/ISIFOTCS
0oTéuyHOM (ha30ii: MaI[MeHTHI KaMyIOTCS Ha HaTIPsUKEHHBIE, OMYXINKe W LAIMHPUYECKH YTOJIIIEHHBIE TIa/IbI[bL.
3areM TIOCTeleHHO pa3BUBAeTCs MHAYypaTUBHas (pa3a C MaCCUBHBIM YTOJILeHWEM U YIJIOTHEHHWEM [1epMbI
NP UCTOHUEHHOM smHzepMuce. O0a C/1osi KOXKHM TPOYHO COEJUHEHBI C TOJJIEXKAIIUMH TKAHAMH, UTO
OrpaHMYMBaeT TOJABWKHOCTb KOXXU. BO3HMKAIOT CHWKeHHe KOXKHOM CK/IaguyaTOCTH, BbIMlaZieHWe BOJIOC,
yMeHbllIeHUe TIOTOOTAe/IeHUs], THUIO- U TUIepurMeHTaluu. MOryT TMOSIBASTbCS TesleaHrMIKTasuu Ha
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HOTTeBOM BajIMKe U JivLle. JIWI0 CTaHOBHUTCS MackooOpa3HbIM, MUMHKA orpaHrnueHa. Yacto Hab/rofaroTest
yMeHbIlIeHHe POTOBOTO OTBEPCTHS C MePUOPaIbHBIMU CKJIaJIKaMH («KMCeTHBIM POT») U YKOPOUYeHHe Y3[euKu
sI3bIKa.

[Manee Hactymnaet arpodryeckas ¢asa [44]. Koxka cTaHOBHUTCS TYroM, HaNpsDKEHHOM, Gy1e/THOM U BOCKOBHIHO
Onectsimei; GamaHTy ManbLeB BBITSAAT 3a0CTPEHHBIMU («anblbl MafloHHB»). [laljeHTBl CTPaZawT OT
TIPOTPECCUPYIOIEr0 OrpaHUYeHHs] CribaHMsl TasblieB M Pa3BUTHsI KOKHBIX M apTPOTeHHBIX KOHTPakTyp,
KOTOpble MOTYT TIpU/iaBaTh KUCTH «KOrTeoOpasHelii» BuA [45]. Puc. 1: «manblibl MafoHHBI». Puc. 2:
«KOrTeoOpasHast KUCTb».

B mo3aHuX CTagusiXx BO3MOXKHBI apTPA/ITMU, CyCTaBHbIE BBITIOTHI M OTEKHM KPYIHBIX ¥ MEJIKHUX CYCTaBOB.
BeposiTHO, OHM YaCTUYHO 00YCIOB/IEHBI YTOJIIIEHHEM KOXXH U BBIPD@XKEHHBIM TKAaHEBLIM HarpspkeHuem [44].
JT10 ycunuBaer 00/b, OrpaHMUMBAeT (YHKI[MIO CYCTaBOB M CHIKAeT KauecTBO >Ku3Hu. IIpu dopme c
TIOpP@)KEHWEM TYJIOBHUIN[A CK/IEPO3 KOXKH TPYAHON KIeTKM MOXKET pe3KO OrpaHWuMBaTh [IbIXaTe/bHbIe
9KCKypcuu [46].

IToCKONBKY yJyullleHWe COCTOSIHUSI KOXKH CBsi3aHO C 0Oojiee 0/1aronpusiTHONM BbDKUBAEMOCThIO [47,48],
OLIEHKa KOXKHOTO TIOpaKeHHs MMeeT Oosiblioe 3HadeHue. Haubosiee MPUroJHBIM M BOCIPOW3BOIUMBIM
METO/IOM CUMTAeTCsI MOAUMDUIIMPOBAaHHBINA KOXXHBIN cuéT PogHana (MRHS) [48-51]. ITpu MRHS cocrosiHue
KO)Kd B 17 00macTsx Tesia OIeHWBAeTCsl TMajbharnuedl Mo 4YeThIpEXOa/ibHON IIIKaje OT HOPMAajbHOM 70
BBIPAXKEHHO CK/Iepo3upoBaHHoi [50,52]. O6iuii 6amn coctapser ot 0 g0 51. ViccneayroTcst maiblibl, KUCTH,
TIpeAT/ieybsi, TIJIEYH, CTOTIBI, TOJIeHH, O&apa, 110, TPYADL U KUBOT [49].

Hecmotps Ha BarmaupoBanHocT MRHS, ecThb faHHBIe, YTO OH MOXET ObITb HEIOCTaTOYHO UyBCTBUTEJIEH K
MaJibIM, HO KJTMHUYECKH 3HauMMbIM n3MeHeHusiM [53,54]. KpoMe Toro, orjeHKa 3aBUCHT OT WCC/Ie[j0BaTes;
JKeJIaTeIbHO, UTOOBI e€ TTPOBOAW/ OAUH 00yueHHbIH crieruanucT [49]. B 2008 rogy Kuwahara npeaoxun
00BeKTHBHBIN MeTo/] Vesmeter, U3MePSIIOIIUN TBEPIOCTh, MACTUYHOCTD U BSI3KOCTh KOXU [54].

JKenyZi0uHO-KUIIIEUHBIN TPAKT MOC/Ie KOXKH SIB/ISIeTCSI Harboee 4acTo Topa)kaeMol CUCTEeMOU OpraHOB ITpU
SSc (75-90%) [57]. OTo mposBsSeTCs HapyllleHWeM MOTOPHKHU TUINEBOZA C pedIioKCoOM U mucharved,
ManbabcopOieil 1 aroHuelt Kuineynvka [58]. TTopakeHHWe cep/iija MOXeT BKJ/IIOUAaTh MHOKAp/Ava/lbHBIN
¢ubpo3, TMepuKapAuT, MHOKAp[UT, JIeBOXKeTyJO0UKOBYIO HEeJOCTaTOYHOCTh WM HapylleHWs putMma [44].
YacTeIMU Ka/io6aMM SIBJISIFOTCSL CYXOCTb IJIa3 U PTa, a TaKKe yXy/lleHWe COCTOsHUS 3y00B U BKyca [44].
KnvHuueckue mopakeHUsi HEPBHOM cucTeMbl BcrpevaroTcsi vy 40% mnanuentoB [59]. Hapyiienus
cekcyanbHOU (PyHKIIMU Takke Hepeaku [60,61].

Hanbonee omacHbIM OpraHHbIM TIPOSIB/IEHWEM Y TIAIJUEHTOB C OTPaHUYEHHOW CUCTEMHOW CK/IepojepMuei
SIBJISIETCS JIETOYHASI apTepyabHasi TUrepTeH3us. [1epBbIM yKa3aHWeM Ha TIOpaykeHHe /IbIXaTeTbHOW CUCTeMBbI
MOyKeT ObITh CHIKeHHast Auddy3M0oHHAsE CIOCOOHOCTL MO yrapHomy rasy [62]. TIpuuuHOi MOTyT OBITh
TIOBPEXKIeHHe JIETOUHBIX COCYZIOB, a/lbBEOJIUT, JIETOUHBIA (ubpo3 wim ux coueraHwe. JIérouHas
TUTIepTeH3Us] MOXKeT BO3HUKATh paHo, BcTpeyaeTtcsi 0 30% ciiyuaeB v yKa3bIBaeT Ha IJIOXOU TTPOTHO3 [44].

Backynonatus

[lo coBpeMeHHBIM [aHHBIM B OCHOBe CHUCTEMHOW CKJIEpOJEePMHUU JieXXaT TPU B3aUMOJENCTBYIOIINX
MaTOreHeTUYeCKUX MeXaHW3Ma: HapyllleHHe KOJIIareHOBOro obMeHa ¢ MaCCHBHBIM OTJ/IOXKEHHUEM KOJilareHa
U YTO/IIEHUEM KOXXKM, Upe3MepHbli UMMYHHBLIM OTBET W HapyIeHWe PeryJisifid COCYJUCTOrO TOHYCa.
BackynonaTus siB/isleTCSl TSDKEMBIM M OYeHb PaHHUM K/IMHUUECKWM TIPU3HAKOM U BelET K pas/MuHbIM
OCJIO>KHEHMSIM: CUHIpOMY PeliHo, /IErOUHO# apTepuanbHON TMITePTEH3UU, MaTbHYTPULIMU WK KapAuaabHOH
MuKpoaHrvomnatuu [63]. OgHuM 13 Hanbosiee TSDKEBIX OC/IOKHEHHWH SIB/ISIETCS TTOUEUHBbINM KPU3, KOTOPBIH
pa3BuBaeTcs MpuMepHO B 3-18% ciyuaeB. OcobeHHO TIOJBEp)KeHbI TAlMeHThI ¢ Auddy3HOH CUCTeMHOMU
CKJIepofiepMueli ¥ ObICTPO MPOTrPECCUPYIOIIMM KOXHBIM (hHOP0O30M B TiepBbIe To/bl 6osie3Hu [64].
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Cungpom PeiiHo BcTpeuaercst y 3-5% HaceneHus [65] u y 90% mnainueHToB € SSc sIB/IsSieTCsl TepBbIM
CUMIITOMOM Mepudepryeckoii Backynonatuu [4]. Maurice Raynaud BrepBbie ommcan ero Kak JIOKaJabHYHO
achukcuio KoHeuHocTed [66]. OH XapakTepu3yeTcss COCY/IMCTBIMM Cra3MaMy TIa/ibleB, OOBIUHO
MIPOBOLIUPYEMBIMH ~ XOJIOAOM WM SMOLIMOHANBHBIM CTpeccoM. Pusnonornyeckas Ba30KOHCTPUKLIWS
IpeZloTBpalliaeT IOTepI0 Tella, HO IpU CUHJPOMe PeilHO BO3HMKaeT upe3MepHasl Ba30ClacTHuecKas
peakuus. KnuHuveckn HaOmofilaeTcss BHe3allHOe Ppe3KO OrpaHHueHHOe HieMudeckoe To0siefHeHe
OTJe/IbHBIX MablieB, 3aTeM CHHIOLIHOCTb U MOC/Ie/lyloljasi peakTUBHasl FMIIepeMus C TIOKpacHeHWeM. JTO
Ha3bIBaeTCsI «TPEXLIBETHBIM (DEHOMEHOM» M 4acTO COTIPOBOJKZAeTCs mapecte3usiMu [65]. Puc. 3: «curmpom
PeliHo». Puc. 4: «akpanbHbIie S3BbI».

YacToTa ¥ TsHKeCTb MPUCTYTIOB PeliHO jieToM Tipu GoJiee BBICOKOM TeMIepaType 3HauuTe/lbHO HIKe, YeM
3umoii [67]. CocyaucTbie cria3Mbl TPU 3MOLMOHAJLHOM CTpecce OOBSICHSIOTCS TeM, UTO aKpasbHas
WHHEpBaLMsl OCYILECTB/SIeTCS HOpPaZIpeHepruuecKUMU  CUMITaTUYeCKUMH BOJIOKHAMH, CBSI3aHHBIMUA  C
MO3TOBBIMM ~ L|eHTPaMHM  SMOLIMOHAlbHOM  aKTUBHOCTU. BereraTtrBHOe  HampsDKeHWE — TOBBIIIAeT
CHUMITaTUUEeCKUA TOHYC U BbI3bIBaeT Ba30OKOHCTPUKLIMIO [68].

Cungpom PefiHo yalrie mopakaeT yKa3aTesbHble, CpeiHHe U Oe3bIMsHHbIE TaslbLbl; OOJBILON Tael] yacTo
0CTaéTCsl He3aTPOHYThIM [69]. B manbHeliieM Ha KOHUMKax MasblieB MOTYT MOSIBASATHCS 3Bl («HEKPO3bI
TUMA YKyCa KpbIChI»). sl MPOJO/KATENBHOCTHA >KU3HUM OHU MeHee 3HAauuMbl, UeM MOpakeHWs JIETKUX,
cepJilla M TI04YeK, HO pe3KO OrpaHUUMBAIOT ('l)yHKL[I/I}O KUCTEel B 6]>ITy, BbI3bIBAIOT CHUJIBHYIO 60/ U
CTUTMaTH3alMio0. H3Bbl KOHUMKOB TMajblieB OOYC/IOB/IEHBI HApyIIeHWeM KpOBOCHAOKeHHs, a Haf
Me)KCl)aJ'IaHFOBI:IMI/I CyCTaBaMU U B 00J1aCTH JTOKTEH MOT'YyT BO3HUKATb H3-3d HaTHHyTOﬁ WIM UCTOHUYEHHOM
KO)KA W TpaBM [44]. Bo3MOXHBI HEKPO3bl, KOTOpDbIe TIPH TaHrpeHe U WHMEKIUSIX MOTyT TpeOoBaTh
amrytanyi. ©akTopaMH pHCKa sI3B CUMTAIOTCS AUQQy3Hast CCTeMHast CKIePOiepMHUsi, MY>KCKO# 11071, 6omee
MOJIOZ[0M BO3pacT IpY MEepBUYHOM JMarHose cuHZpoma PelfHo M HamMuue aHTU-TONOM30Mepasa-I-aHTuren
[70].

IlaToreHeTyeCKH pas3nUyarOT II€PBUYHBIM M BTOPUYHBIA CUHAPOM PeitHo. IlepBUYHEIM BO3HHKAaeT
He3aBHCHMO OT OCHOBHOI'O 3a00/1eBaHMs1 WM IPOBOLIMPYIOLIUX (haKTOPOB U cocTaBsieT 0Koso 90% ciyydaes
[71]. BropuuHbiéi cuHApPOM PeifHO yallje BCero CBsi3aH C KOJIJIareHO3aMU U COCYAUCTBIMH 3a00/1eBaHUSIMU;
TaK)Xe MPUUMHAMU MOTYT OBITE IOBTOPHBIE MeXaHUUeCKHe TPaBMbI U PUEM HEKOTOPLIX JieKapcTB [71].

[uarHo3 CTaBUTCS K/IMHUKO-aHAMHECTUUECKM W C TIPUMEHEeHWeM XOJI0[0BOM TIpOObl, TP KOTOpOH
M3MepSIFOT KPOBOTOK B MOKOe U AUHAMUKY Tiepdy3ry Ha X0/I0/I0BOM CTUMYJ/. AKparbHOe BpeMsi IOBTOPHOTO
CorpeBaHUsI OTPaKaeT TeJIONPOBOAHOCTb KOXKM M U3MeHeHHsl KpOoBOTOKa [73]. 1151 OLieHKH prcKa pa3BUTHS
CUCTEeMHOM CKJIepo/iePMUU TI0/Ie3eH MOUCK aHTUHYK/eapHbIx aHTUuTen (ANA), KOTOpbIM yAaéTcs TpUMepHO
B 90% cnyyaeB. IIpu mojoXuTe/lbHOM pe3y/bTaTe OMpejenstoTces crietiduyeckue s SSc aHTUTena:
aHTulleHTpoMepHble, Anti-Scl-70 u  Anti-RNA-nonumepasa-III. B coueTanun ¢  TUMUYHOU
MUKpOaHTHUOMaTel TPy KalWI/ISIPOCKOTIAN 3TO IAaéT MPOCTYIO U M0JIe3HYI0 OL[eHKY pucka [74].

Cy0OnekTrBHas OLjeHKa 00Jie3HHM Takke BK/IFOUaeTcsi B 00cieioBanre. YacToTy U I/TUTETHHOCTD TIPUCTYIIOB
MOKHO (PMKCHPOBaTh B «JHeBHUKe PeiiHO», a TsHKecThb - 10 BU3yalbHOW aHanoroBod mikane (BAIID), urto
TO3BOJIIET CY/IUTh O Harpy3ke 00/e3HbI0O W aKTUBHOCTH [52,75]. BAIIl WCMOMB3yIOTCS W [Jis OL[eHKH
aprpanruii B coctaBe DAS 28 [52-3]. Ouenka kavectBa >xu3uu 1o HAQ, SSc-HAQ u SF-36 mosBosisiet
T0/TyyaTh JJaHHbIe O TeueHWHU 00/Ie3HU U NoBCeJHeBHOM Harpyske [52,7].

2.3 BO3MO>XHOCTU TepanmMu CUCTEMHOM CKiepoaepMum

I'naBHas npobsieMa TeparneBTUUECKOTO BeJleHHs] CUCTEMHOW CKJ/IepoJlepMUM - KpaliHe WMHJMBUZAYyalbHOE U
TPYZAHO TIpOorHo3upyemoe TeueHude [31] W HejoCTaTOuHOe 3HaHMe STHOJOTMM U TaroreHesa. Tepamus
HarpaB/ieHa Ha pa3Hble MaToreHeTUYeCcKre «oropb» [46]: TogaBieHre BocmaneHus, TOPMOYKEHHEe KOXKHOTO
Y OPTraHHOTO CKJIepPO3UPOBaHUs U yJlyullleHre MUKPOLUPKY sy [42,46].
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MpotuBoBOCNaNUTENbHAA TEPaANUs
B kauecTBe MpPOTUBOBOCIIAIUTENBHBIX CPEJCTB MCIOJb3YIOTCS HeCcTepOuHble MPOTUBOBOCHAIUTEbHbIE
Tiperiaparbl, HallpUMep WHZOMeTallMH WId HampokceH [44]. UMMyHOCYTIpeccophbl, Takve Kak a3aTHUOTIPUH U
ukmodochamus, yacTUUHO ycrelrHbl [76]. Bo3moxHbl (oToxuMuoTepaneBTrueckue metozpl: PUVA-
BaHHBI M 3KCTpakopriopanbHas ¢oroxumuorepanus / Gorodepe3 (ECP) [77-79]. B 1je0M uccie[oBaHuUs
3TUX BaPUAHTOB Maji0y0euTe TbHBbI.

AHTUOUBpOTHMUECKas Tepanus

D-neHuldaIaMuH J0Iro cuurancs 3¢GQeKTUBHbIM IperapaToM [/l yMeHblleHUs: ¢ubposa [80], ogHako
paH/[OMU3MPOBAaHHOe KOHTpO/IMpyeMoe wucciefoBaHde 1999 roza He mokas3ano 3HauuMmoro 3¢dekra Ha
KOXXHbIN prbpo3 [81]. Luknodochamug u MeTOoTpeKcaT TakKe pacCMaTPUBAIOTCS Kak aHTU(PUOpPOTHUeCKHe
cpeznicTBa, HO UX 3PQeKThl ObUTH HeOOMBIIUMHM M C TIOTPAaHWYHON KIMHUYECKOW 3HAUMMOCTHIO [82-84].
YacTuuHble yCriexy JOCTUTHYTHI NTPY puMeHeHun 6o3eHTaHa [85] v unonpocra [86].

Tepanus Backysionatum

CuHapoMm PeliHO Kak paHHUIH CUMIITOM U XapaKTePHBIHM MPU3HaK SSc CBS3aH C TpUrrepaMu GuOpPOTHUECKOTO
peMo/ieTMpOBaHusA, 3B000pa30BaHMsI U MPOTPECCHPOBAHMUSA [I0 TAHTPEHBI C PUCKOM MOTepH masblieB [4,63].
IToaTOMy yMeHBbIIIEHHEe UaCTOThl U TSHKECTU TIPUCTYTIOB SIBJIAETCS BAXKHOH 1[e/Ibl0 Tepanvu. [IpyuMeHsoTCs
pa3HkbIe Mpernaparhkl, HO WX 3(MdEKT YacTo OrpaHUUeH U MOXKET COTIPOBOXK/IAThCSI HETIPUSATHBIMU TOOOUHBIMU
JericTBuaAMH [29].

Vicnonmb3yroTcs aHTaroHUCThI Ka/lblus (HUGeAUTHH, aM/IOIUITHH), aHTarOHUCT aHrHoTeH3uHa 11 ji03apTaH u
MpY  COTYTCTBYIOIel rurepreH3uu alphal-6sokatop mpa3o3uH. [ 3THX TPYINN J0Ka3aHbl JIHIIH
yMepeHHbIe 3G (hEKThI Ha TSHKECTh U YacTOTy cuHzApoMa Petino [87-90]. ®dyoKceTHH yMeHBIIIAeT TSHKEeCThb
TIPUCTYTIOB, HO He KX YacToTy [91].

ITpu TspKENMOM cuHApoMe PeliHO W WIlIeMHUECKMX aKpa/lbHBIX $i3BaX 0COOEHHO PEKOMEH[YeTCsl WJIOTPOCT
[92-95]. Ero cBoiicTBa BO MHOTOM COOTBETCTBYIOT TPUPOAHOMY TpoctaiukmuHy PGI2. [lns wmoripocra
JoKa3aresnbHas 6asa sydile, yeM [Jisi APYrHX Ha3BaHHBIX BemlectB [92]. TIpuMeHSIOTCA LUKIAYeCKHe
BHYTpUBeHHble BBejeHUss 3-5 pHel, uHorga fo 21 pusi [94,95]. Bnarogapss BasojuiaTUpYIOLIEMY,
MIPOTHBOBOCTIAJIUTE/IbLHOMY W aHTHArperaHTHOMY JeWCTBUIO  y/Iy4INAlOTCS aKpajbHble HapylleHus
KPOBOTOKA, BEPOSTHO TaK)Xe MYHKIUSA JETKUAX U KuilieuHast pe3opbiwst [93]. TIpu pedpakTepHBIX CUMIITOMax
MpoOHO MpuUMeHsTtoTCst cungeHadun [96] ans 3akueienus 138 [97] v 603eHTaH /s TPOGUIAKTUKH HOBBIX
a3B [85].

/3 MeCTHBIX MeTOZOB T/IMLIEPUJITPUHUTPAT Y/ydlllal KPOBOTOK M CHIKAA YacTOTY W HHTEHCHUBHOCThb
npuctynoB PeiiHo [29]. HoBble mMOAXOABI BK/IIOUAIOT WHBEKIMH OOTyn0TOKCMHa A [78] wu
niepyapTepuabHy0 cumraTIkToMuio [99]. MHorve MejuKaMeHTO3Hble U XHUPypruueckve MeTo/bl UMeT
cepbésHble MOOOUHBIE 3hdekThl [29], TO3TOMYy HX ClefyeT WCIMOIb30BaTh MOCTAEe HeJOCTaTOUHOCTH
TO//1eP)KUBAIOLIMX Mep: 3allUThI BCETo Tesa OT xomo4a [65] 1 yxoza 3a Kokel XKUPHBIMU Ma3siMU.

HukoTuH B MTepaType paccMaTpyBaeTcs Kak (akTop, YXyALIAIUi cHHAPoM PeliHo U ero mociecTBUS
[94,100]. B uccieoBaHusAX C pa3fie/bHBIM aHATM30M MY)KUMH U >KeHIMH 3¢ ¢deKT HUKOTHHA ObLT JoKa3aH
TOJILKO Y MY)KUMH; Y JKEHILMH CBsi3b OOHapy)keHa C TIOBBIIIEHHbIM TOTpebOieHueM asnkorosst [101,102].
OfiHO U3 CaMBbIX TSDKE/BIX OC/I0KHEHUM BaCKyJIONaTUU - NTOYeUHbli KpU3; CMEPTHOCTh OT HEro B IOC/Ie[HNe
TO/Ibl CYIL[eCTBEHHO CHIDKeHa Oarozapss ACE-unruburopam [103].

2.3.1 ®usumotepanus npm CUCTEMHOM CKNEpoaAepMUmn

[nsi neyenus: nmepuepryecKUx COCYAWCTBIX OCAOKHEHWA W paHHero MPOTHUBOJEMCTBUSI KOHTPaKTypaM
KO)KA M CYCTaBOB aflaliTWBHasi (pM3MOTeparysi 3aHUMaeT LeHTpaJbHOe MeCTO, OCOOEeHHO TOTOMY, UTO,
HEeCMOTps1 Ha iporpecc (hapMakoTeparuy, y/0B/AeTBOPUTeIbHON MeIMKaMeHTO3HO! Tepariy IoKa HeT.
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Ou3nueckrie MEeTOZbI HarpaB/ieHbl Ha JIOKAJbHOE BO3/EMCTBHE HA MaTOJOTMYecKhe W3MEHEHHUS KOXKH,
COETUHUTE/TbHON TKAaHW U MBIIIL], TMPOMUIAKTUKY OTPaHUUEHHM JBM)KEHUH W MOAYJISLAI0 BEereTaTHBHBIX
niporieccoB. OHM Tak)Ke OPUEHTUPOBAHBI HA YMeHbIIIeHWe 00U U yIyuliieHre o01iero camouyBcTeys [104].
Ko>xHble 1 cycTaBHBIe TTPOSIB/IeHNs SSC 1 HapyllleHHAast akpasibHasi PETryJ/ISIus KPOBOTOKA XOPOIIIO JOCTYTTHBI
(bU3MUeCKUM MEeTO/IaM.

TepMotepanus

Oxugaemble 3¢(heKThI TeTVIOBBIX MPoLeAyp: 06e300/MBaHe, MOAY/ISILMS MBIILIEYHOTO TOHYCA, TOBHILLIEHHE
PacTsHKUMOCTH KOXKH, yCH/IeHHe KpoBooOpallleHusl U yJydllleHHe 3aliuTHOW ¢(yHKUMW. HexenaTenbHbIM
3¢dekTom MoxeT ObITH ycueHre OTéKa. Teruio y manueHToB ¢ SSc u3ydanock HeoqHOKpaTHO. OcobeHHO
3¢ deKTUBHOM OKasanach WHbpakpacHas A-teparus [5,105,106]. B ucciegoBanuu Charité 2005 roga y 58
TIAIMEHTOB CepUiiHas MsATKasl 0011jas runeprepmus HHGpakpacHbIM A-usnydenueM (780-1400 HM) cHKana
akpajbHOe BpeMs TIOBTOPDHOTO COTPeBaHUs U yJyulllana CUHAPOM PeliHo; Takke OaronpusiTHO MeHSIHMCh
COCTOSIHME KOXXH, (DyHKUMsl JIErkux M camouyBcTBue [105]. JlokanbHass mnapa(uHOBasi amniiMKaLus B
COYeTaHWU C YIPaKHEHUSIMH [/Is1 KUCTed yiydilaja MOJBM)KHOCTh KUCTH, CKOBAHHOCTb U 3/1aCTUUHOCTD
Koxxu [107].

YnbTpasByKoBas Tepanus

YnbpTpa3ByK npuMensietcst jiokanbHO [104]. BraronpusTtHbli 3¢ddeKT rnpyu CUCTEMHON CK/IepoJiepMuu ObLT
orucad eiré B 1956 rozy: y AByX MalieHTOB YMEHBIIUIUCH 00/Ib, MJIOTHOCTb KOXKH Y CKOBAaHHOCTb KUCTEH
[109]. TToxoxxwue addektsl Habmogamcs Uhlemann B 1990 roay y 24 nauyenTtos [110].

JiBuratenbHas Tepanus

AKTUBHBIE U [TACCUBHBIE yIIPa)KHEHUSI MOT'YT IIpeJ0TBpPALLaTh JepMaTOreHHble U apTPOreHHbIe KOHTPaKTypPbl
1 6/1arorpysITHO B/IWATH HAa BacKyJisipy3aliyio Koxu [2]. TIporpamma ynpaskHeHui 711 pra y 10 narueHToB ¢
SSc ynyumiana OTKpbIBaHWE PTa, IPUEM MMUILM, peub ¥ TUrueHy nosyiocty pra [111]. TIporpamma pacTsykeHUst
nanblieB y 45 maljMeHTOoB y/y4llasna MoJBHXHOCTh CYCTaBOB yKe uepe3 Mecsll, 3eKT COXpaHsICsA yepes
rog [112].

MaccaxkHas Tepanus

VmeeTcst XOPOLLIMI KITMHUYECKHUIA OTTBIT MPUMEHEHHsT Pa3HbIX MacCa’KHBIX TeXHUK. BuOparmy crioco6CcTByoT
paccnabsieHrI0 TKaHel; KpyroBble U KosiebaTebHble TEXHUKH ITOMOTal0T TapMOHM3UPOBaTh [ibIXaTe/IbHble
(hasbl; MATKMe COTpsICeHWsl TMOKas3aHbl TNPU aTesieKTa3ax. Maccak MO)KeT TMOBBIIIATh TeMITePaTypy KOXKd
yepe3 MeCTHYIO peduieKTOpHY0 Basozunarauyio [113]. CoequHNTeTbHOTKAHHBIM MacCaK MOXKET y/ydllaTh
CHIWKEHHOe HachlllleHHe KOXKH KHCJI0pOZAoM, XapakTepHoe s SSc [114]. MaHyanbHbli JumboapeHax
TakKe Tosie3eH [115], MOCKOABKY B paHHeM CTaZuM yMeHblllaeT OTEKM KoHeuHocTed [116] u MoxkeT
TIOJIOXKUTE/TLHO BIUSATH HA CYCTaBHBbIE 00JH 3a CYUET CUMTIATONTUTHYecKOTo 3thdekTa [116]. KoHTpomMpyeMbix
VCC/TeZIOBAHUI pa3HbIX MACCA)KHBIX TEXHUK TOKA HeT; eCTb [JaHHble 00 Y/yullleHMd MeCTHOTO KPOBOTOKA
TI0CJIe TIO/IBOTHOTO Maccaka [117].

dneKTpoTepanusa U rnybokas ocumManaums

OnektpoakynyHkTypa U TENS, coryiacHoO 0630pHBIM /IaHHBIM, YJIYUIIAIOT BaCKy/IApr3aluio Koxu [2]. TENS
TIOBBIIIAET TeMIlepaTypy KOXKu uepe3 pecdieKTOpHYI0 Basojuarauuto [118]. Omnucans! yyuiieHus 6oy,
Ka/lbI[MHO3a KOXKH, qucdarui u cuHapoMa PeliHo y matyeHTa ¢ SSc npu HuskouactotHo TENS [119], a
TaK)xe yMeHblIeHue gucdaruu y 17 manuentos [120].

I'ny6okas ocinnsius (DEEP OSCILLATION®) B TeueHHe HECKOJIBKUX JIET MpuMeHsiiack B Charité y
NalMeHToB C CUCTEMHOH cKJlepofiepMueil 1 uMpenemoil. [lepBrie vccieoBaHUs MOKa3aau 3HaUUTE/IbHOE
CHIKEeHHe >kaob Tpy BTOPUYHON uMbeseMe MOJIOUHOM xeste3bl [121,122], 0co6eHHO 10 COCTOSTHUIO KOXKU
npyd  (GUOpPOTHUECKUX UW3MeHeHWsX. TepareBTHUecKass KOHIIEMUs OCHOBaHa Ha TMY/IbCHPYIOIIEM
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37IEKTPOCTAaTUYECKOM I10J1e, KOTOpOe CO3JaéTC MeK[y PyKaMH TeparieBTa M TKaHbiO IauueHta. B purme
BbIOpaHHO# uacToThl 5-200 I'1] B COeIUHUTE/TLHOM TKaHU BO3HUKAET TJTy0OKasi OCIW/IISILIVS.

Cucrema NpUMeHsIeTCs A/1s1 yAydllleHUs 3a’KuB/eHus paH [123], ymMeHbllleHUs] TUHOUAHOM JTUIIOAUCTpOdUr
[124], mocne mydeBOW Tepanvud M Kak [IOMOJHEHHWE K TPOTUBOOTEUHOMY jedenuto [125]. OcobeHHo
3aMeTHbBIE YCIIEXM OMHCAHbI MpHU JuMdeZieMax B COUETAaHWH C MaHya/lbHBIM JuMdboapeHaxeM [121,126].
MexaHusM [IeliCTBUSI /10 KOHIlAa He BbisiCHeH. [lpezrosiaratoTcsi CTUMYJISALMS AUMQaTUUecKoro OTTOKa,
CHWKEHHWEe MBIIIEYHOTO TOHYCa, YMeHbIlleHHe O0/d uepe3 MeXaHUUeCKyl0 CTUMYJISILWI0  O0/eBbIX
PEeLIeNTOPOB U MeXaHU4YeCKOe BJIMSIHYE Ha KOJUIareHOBLIM 0OMeH.

C mapametpam, cxogubiMu ¢ DEEP OSCILLATION®, pabotaeT OuoMexaHuWYecKasi CTUMYJiSLus. B
HEKOHTPOJIMPYEMOM HCC/IeIOBAHUH Y 8 MalMeHToB ¢ SSc oHa Jjajia 3HaYMMbIe YIyUlIeHus THOKOCTH KOXKU U
3a)KUBJIeHUs1 [UPPOBBIX 5138 [127]. DTO MO3BOJISIeT Mpe/Ioaarartb, YTo BUOPALMOHHBIE MaCCAaXKHbIE TEXHUKU
MOTYT TIOJIOXKUTETBHO BJIUSITh Ha aKpaJbHYH) MUKDOLMPKYJSALHI0. D()PeKTUBHOCTh TIpU cUHApPOMe PeiiHO
paHee He U3yyasnach.

Buosiornyeckas obpatHas cBssb

MeTo/ibl 6MOOTHUECKONW 06paTHOW CBSI3U TIPUMEHSIIOTCS TPH pa3HbIX 3a00/eBaHUSAX, YTOOBI TIAIIUEHT MOT
0CO3HaTh (PU3MONOTUUECKHE TIPOLIECCHI U YyulIuTh camoBocnpusitie [128]. Biofeedback uepe3 usmepenue
KO>KHOW TIPOBOJJUMOCTH, TEMITEPATYPbl KOXKU U TYJbCOBOM KDPHBOW YK€ HCIIO/NB3YeTCsl TpU TePBUYHOM
curzapome PeitHo [129-131]. EcTh maHHBIE O BO3MOXKHOW TIONB3€ TPW BTOPUYHOM cuHApome PeiiHo,
CBSI3aHHOM C KoJjulareHo3amu [132], ¥ 1mpu Tiporpeccupymolleid cucteMHol ckiepogepmun [133].
PeTpocrnekTHBHOE HCC/IeIOBaHKe 23 TMArMeHTOB TI0KAa3aso TOBBIIIEHHe WCXOJHOW TeMIlepaTyphbl IMajbleB
nocse TpeHuHra Biofeedback y Bcex maryieHTOB; yayuiiieHHs: CyOBEKTHBHBIX Kaa00 (57%) ¥ yMeHblIeHe
3B  (44%) COXpaHS/IMCh B J0OATOCpOUHOM Habmogenwu [132]. [Ipyrue BereTaTMBHO-MO/YJTUPYIOIIHE
MeTO/Ibl, TaKWe KaK TMITHO3 W ayTOTeHHasi TPEeHWPOBKA, TAaKKe PEKOMEHIYIOTCA Kak TIo/ep KUBAOIITe
MeTO/Ibl JieueHUs1 CuHApoMa PeitHo ripu SSc [134].

3 Uenb 1 3apa4um uccnenoBaHus

B cBs13u C HeJOCTaTOUHOHN JOKa3aTesbHOW 6a3oi Mo (u3MoTepaneBTUUECKUM W (DU3UYECKUM MepaMm y
MaLMeHToB ¢ SSc B IaHHOM paboTe UcceyeTcsi BO3MOXKHOe B/IUsIHUE TTy00KoH ocLmisiiyu v Biofeedback
Ha TKaHeBble M0Ka3aTeny U CyObeKTHBHOE BOCIIpUsITHE 60/Ie3HU TI0 CPAaBHEHHUIO C KOHTPOJIBHOM IPYIITION.

C yuéToM TMpeZbIAYIlero OMNbITa OXWUZAAOCH YJIydllleHHe CyOBeKTHBHOM O6ose3HeHHOW Harpyskd |
(GYHKIMOHA/NBHBIX TapamMeTpoB mpu riybokol ocuwumsauu  [121-123,125,126,135]. Tlo  jgaHHBIM
nurteparypbl 0 Biofeedback oxupganoch ysydiieHre KOXXKHOTO KPOBOTOKA M BTOPUYHO (DYHKIJMOHA/IBHBIX
rapaMeTpOB ¥ CyOBeKTUBHOTO Bocripusitusi 6omesnn [129,131-133].

WccnemoBaHue [O/DKHO ObUIO OTBETHTH HAa BOMPOCHL: 1) eCTb JIM Pasduvsi MeXAy TpyMIamy I10
CyOBeKTHBHOM CHUMIITOMaTHKe WM COCTOSIHHIO KOXKH; 2) eCThb JId KpPaTKOCPOUHble WM JI0JTOCPOYHbIe
pasJinuus 110 BpeMeHHbIM TOUKaM; 3) CYLIeCTBYIOT /I (haKTOPBI, BAWSIOLIME Ha Pe3y/ibTaThl Teparuy.

4 NcnbiTyeMble U MeToabl

4.1 NMayuneHTCcKan BbibOpKa

4.1.1 PekpyTupoBaHue

[MarmenTbl Habupamvck ¢ oktsadps 2004 mo ¢eBpans 2008 Toza yepe3 CrelMaNd3MPOBAHHBINA TIPUEM
Kimuanku peBmatonorum mipod. A-p PumekacreH, rpymnmbl camMoroMomiyd M caltT KnuHuku (usmueckout
MeAULIMHLI 1 peabumuTanmu Charité - Universitdtsmedizin Berlin.
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ITpy COBepIIEHHO/ETUH W TTMCbMEHHOM COTJIaCHH BK/IFOUA/IMCh TAlMeHThI ¢ SSC co cTabunbHOM (asoit
3abomneBaHusi, y KOTODBIX 3a TIOC/eAHWE TPU Mecsilla He ObUI0 WH(QY3MM WIONPOCTa, CMEHBI
Me/TMKaMeHTO3HOU Teparnyy W JieueHUs TJTyOOKOM OCIIUIIISIIIEH.

Kputepun BK/ItOUeHMS: CUCTeMHasl CKiepofepMus, NoATBepxiéHHas no kputepusaMm ACR; Bospact 18-80
net; oba mosa; crabuibHas ¢as3a 3abosieBaHMs; He MeHee 3 MeCsl|eB IOC/e WIONPOCTa WM W3MeHeHUs
Me/IMKaMeHTOB; JIOCTYIIHOCTb T[aljueHTa; IpoBeéHHOe WH(POPMUpPOBaHUe; IHMCbMEHHOe COIJIacue;
OTCYTCTBHE yUaCTHs B APYTHUX UCCIeJOBaHUSX.

KpuTepyy WMCKIIOUEHHsI: OCTpble BOCIA/eHHs; 3apa3Hble KO)KHble 3a00/ieBaHMs; aKTHBHBLIM TyOepKyJés;
HejleuéHble TPOMOO3bI WM COCY[UCThle 3abojieBaHUs; HeleuéHble 3/10KauecTBeHHble 3abo/eBaHus;
3abo/eBaHUs cep/ilia; KapJHOCTUMYJIITOP U IPYTUe 37eKTPOHHbIE UMITIAaHThI; OepeMEHHOCTh; TIOBBIIIIEHHAs
YyBCTBUTEILHOCTH K 37IEKTPUUECKUM T10JISIM; OTKa3 OT XpaHeHUsl U Tlepeiaud MepCOHaTbHBIX MeAULUHCKUX
JTAHHBIX B PAMKax MPOTOKOJIA.

B0 peKpyTHpOBaHO 76 TOTEHI[MA/bHBIX YYaCTHHUKOB, HO 42 He MOIJI ObITh BK/IIOUEHbI. [IpUUMHBL
Valentini Score >3 (n=12), cMIIKOM BBICOKasi BpeMeHHast Harpy3ka (n=11), conmyTcTBytomye 3abo1eBaHust
(n=10), HegaBHss UHPY3Us UnonpocTa (N=4), CAUILKOM JAanbHss Jopora (n=2), 3arjaHHPOBaHHBIA OTBHE3[
(n=1), oTCcyTCcTBHe KOHKpeTHOro JuarHo3a (n=1), yuacthe B Apyrom ucciefoBaHud (n=1). B wurore
BK/ItOUeHbI 34 ucrbiTyembix: 30 xeHIUH 1 4 My>kunHbl. CpeHUI Bo3pacT cocTaBu 55 et (28-71).

TABJINIIA: IIpnuuHBI HCK/IIOUeHHUs U3 uccaefoBaHus. 12 - Valentini Score >3; 11 - c/immikoM BbICOKas
BpeMeHHas Harpy3ka; 10 - conyTcrBylomue 3a60/1eBanus; 4 - UH(QY3UA WIONPOCTA; 2 - CJIMIIKOM Aa/TbHSASA
gopora; 1 - oTbe3p; 1 - HeT KOHKPETHOro fUarHo3a; 1 - yuacrue B Apyroii pabore.

PacripefiesieHyie B TpU TPYMIbI IPOBOAMUIOCH 0/I0KAMH IO 6 UeI0BEK C MOMOIIILI0 TaO/IUIIbI PaHOMU3aIUH,
co3maHHOM BuomeauumHckuM uHcTHTyTOM Charité, IpegBaputenbHoe 06cieoBaHe C paHJOMM3aIUed U
KJIMHUYeCKre 00C/ie/JoBaHuMS BBIMTOJTHI/TUCH Pa3HBIMU COTPYJHUKaMU. Ha Havasno uccienoBanus 11 yenoBek
OTHOCW/IUCh K KOHTPO/NbHOW rpymme, 12 monydamm raybokyro ocuumisiguio, 11 - Biofeedback.
ITpom0/mKUTENBHOCTh KaXKA0T0 00C/IeI0BaHNsl COCTaB/IsA/Ia OKOJIO /IBYX YacOB. YUaCTHHUK MOT TIPEKPATUTh
ydacTue B JIF0OOH MOMEHT.

ITocrne 3aBepieHns UCC/Ie[0BaHUS JaHHbIe BCEX TPEX BU3UTOB UMENUCh Y 27 YYaCTHUKOB. 7 UCIIBITYEMBIX
MpeKpaTWId y4yacThe JOCPOUYHO: 5 T0C/le Hauaja TepanvM U 2 TIOC/ie OKOHYaHUs Tepamnuu. [1puuuHbI:
HEeCUaCTHLIN CTy4yai Wiu 6ome3Hs (2), uHby3us WIOMPOCTa BO BpeMsi UcciefioBaHus (2), HesiBKa (2), 0TKa3
13-3a pacripejiefieHysl B KOHTPOJIbHYO rpynmny (1).

4.1.2 OnucaHue uccaegyemMon nonynsaumm

TABJINIIA: VicxoaHble KIMHNYecKHe napaMeTpbl. Beero n=34; kouTposab n=11; riydokas ocuu/iiamus n=12;
Biofeedback n=11. Bo3pact, Meguana [min-max]: 57 [28-71], kouTpoas 58 [51-66], TO 55 [32-71], Biofeedback
53 [28-70]. ’Kenckuii mos: Bcero 30 (88%), koutposs 10 (91%), TO 10 (83%), Biofeedback 10 (91%).
JnutenbHocTh 6one3nn: 4,5 [0-26], kourposs 1,5 [0-8], TO 9 [1-26], Biofeedback 6 [4-20]. Valentini Score: 1,3
[0-3,0], korTpOMISB 1,0 [1,5-3,0], TO 1,5 [0-3,0], Biofeedback 1,5 [0,5-3,0]. MRHS: 4,0 [0-45], kouTpoas 2,0 [0-7],
TO 7,5 [2-45], Biofeedback 4,0 [0-22]. fI3BbI: 4 (12%), KoHTpOSH 1, TO 2, Biofeedback 1. IIpegmecTByomasn
¢usuorepamusn: 20 (59%).

4.2 Xop, o6cnepoBaHna U neyeHus

4.2.1 OueHKa TepaneBTUYECKOro ycrnexa BMeLlaTesibCTB

IMockoneKy uccienoBanuii (hU3UUeCKON Tepariiu MpU CUCTeMHOW CKIepo/lePMUM Majio, He CYIeCTBYeT HU
«30JI0TOTO CTaHAApTa» TeparviH, HA eJUHOTO CTaHAapTa OLIeHKW pe3ysbTaTa. B mcciefoBaHUe BK/IIOUYATUCh
MeTO/ibl, OTHOCALIMECS K KOKe U CyOBbeKTUBHOM Oosie3HeHHOW Harpyske. Bce o0ciie/joBaHuS BBINOTHSAINCH
BO BCe TPH BpeMeHHbIe TOUKH. VI3BeCTHBIX PUCKOB AUarHOCTUYEeCKHX MPoLieayp He ObLI0.
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4.2.1.1 Cneundunyeckme ans SSc Bu3yasbHble aHasoroeble wwKanbl (BALL)

CraHAapTU3UpPOBaHHbIE OTIPOCHUKH XOPOILO 3apeKOMeH/I0BasH cebsi TpyU peBMaTHUeCKHUX 3a00/1eBaHUSX [JIst
OLIEHKHU 00II[ero 3/[0poBbs U Harpy3ku 0Oose3Hpto [136]. OHU BK/IIOUAIOT MSATh BU3YaJbHBIX aHATOTOBBIX
IIKaJI, KOTOpble OLIEHMBAIOT CyObeKTHBHBIE >Ka/loObl 3a TPEeABIAYIIYI0 HeJe/o: aKTUBHOCTb CHHPOMa
PeiiHo, 1j1(poBbIe SI3BBI, >KeIy[JOUYHO-KHIIEUHbIe »Kaao0bl, JbIXaTebHble/JIEr0YHble MpoOsieMbl U 0OIve
Oose3Hb-00yCIOB/IeHHBIE >Kano0bl. IlaleHTbl OTMedand OLeHKy Ha juHud 10 cm, rge O o3HauaeT
OTCYTCTBUe HapylieHus, a 10 - oueHb CJIbHOEe HapyllleHue.

4.2.1.2 CoctosiHne Koxxu - MRHS

MRHS sBnsieTcsi pacipoCTPaHEHHBIM W XODOIIO BaJMAWPOBAHHBIM METOAOM OIIeHKH TOJIIWHBI KOXKH
[48,49,50-52]. 17 obnacTeii Teia OIleHHBAIOTCA Manbrarued mo mikamse 0-3: 0 - Hopma, 1 - craboe
yToMieHue, 2 - ymMepeHHoe, 3 - TsDkénoe. CyMMapHbIii auana3oH coctasisieT oT 0 o 51. MccimepytoTest
Mafbllbl, KUCTH, TMPe/IIeubsi, IJIEUH, CTOMbl, ToJieHH, 66apa, MMio, TPYAb U >XXUBOT [49]. Puc. 5: 61aHK
MRHS.

4.2.2 TepaneBTU4ECKNE MepOrNpUATUA

HccnenoBanue NpoCneKTUBHO OLieHHBao 3(¢eKTUBHOCTD BYX HOBBIX MeTo[0B - DEEP OSCILLATION®
u Biofeedback - B oTHowmeHun SSc-o0ycioBneHHONW cuMITOMaTHKH. CpaBHeHHE C KOHTPOJIBHOM TPYIITION
JOJDKHO ObLIO TT0Ka3aTh, BWSIOT I METO/IbI Ha M3yJaeMble TlapaMeTphbl.

4.2.2.1 Tny6okas ocumanaumusa (DEEP OSCILLATION®)

I'nybokasi ocLA/UISIOUS - 3/IEKTPOMEXaHWUeCKU MeTO/l, TP KOTOPOM C TIOMOLIBIO 3/IeKTPOCTaTUUECKOTr0
TIPUTSDKEHUsT M TPeHUsl Co37aércsi ryiyboKass pe3oHaHCHas BuOpaiysi B TKaHd. C TIOMOILBIO amrapaToB
Hivamat® 200 umu Deep Oscillation® Mexxny pykamu TepareBTa WM PyUHBIM alllJIMKaTOPOM W TKaHbIO
raijieHTa COo3/aéTCsl 3/IeKTpoCcTaThuueckoe moje Hu3Kkoit uHreHcuBHoctd (U = 100-400 B; I = 150 MxA).
Teparnust MOXXeT IPOBOAUTHCS TeparieBTOM B BUHWIOBBIX NTepuaTKaxX KakK M30/MPYIOIIeM CJI0e U COYeTaThCs
C MaHyaJbHbIMM MeTOJ|JaMH, TIpeXKJe BCero MaHyalbHbIM JuMbopeHa)keM. TepameBT Y MalUeHT
MOJK/IOYAlOTCSl K ammapary 3/1eKTPOJOM; IallMeHT Jep)KUT 3/1eKTPOAHBbIM CTep)KeHb, a 3JIeKTPOf,
¢uKkcupyeTcss Ha pyke TepareBTa. B putMe BbiOpaHHOW uactoThl 5-200 I’ TKaHb mMarueHTa
3/IEKTPOCTaTUYECKH TPUTATUBAETCS] U OTIYCKaeTCs, YTO CO3JaéT I/IyOMHHYIO pe30HaHCHYI0 BHOparjuio.
[loTioTHUTETBHO JIEWCTBYIOT OUeHb C/1abble 37IeKTpUUeCcKre UMITYJ/IbChl B MUKPOAMITePHOM JMaria3oHe.

IMauyeHTb! TPyMMbl IyOOKON OCLMIISALMM B TedeHHe YeTHIPEX Hejenb 12 pa3 mosiyyaaud MaHyaslbHBIN
mMdopeHax, TIOA/epKaHHBIN TTyO0KOUW oCLMIISIMEel Ha KUCTH, TipeATiieube U mie. Kaxzaas npoueaypa
JJIANack OJUH 4ac: 15 MUHYT LieHTpajJbHOM MOArOTOBKU B ¢opme nuMopeHaka, 3aTeM Mo 15 MUHYT C
yactotoi 100 I'ty 1151 00erx BepXHUX KOHEUHOCTeH, 3aTteM 15 MuHYT c uactoTtoi 30 I'ty ast iunja. B rpyrme
06110 12 yesioBek, 10 KEHIWH U 2 My>KUUHBI.

4.2.2.2 buonoruyeckas obpatHas cBsi3b

Teparust Biofeedback mpoBozmiack uepe3 KOXKHbIE JAaTUHUKH, KOTOPbIE U3MEPSIM KOXKHYIO TTPOBOAUMOCTb,
TeMIlepaTypy KOXXH, YaCTOTy [bIXaHHUsl, MBIIIEUHYH) aKTUBHOCTb W ITy/JIbCOBYIO KPHMBYIO Ha MajblLiaX WU
jsute. [lpy 5SKpaHHON BU3yalMW3alluM STHUX [JaHHBIX BBINOIHSINCH peaKCALMOHHbBIE YIIPa’KHEHUS,
[IbIXaTe/IbHble  YIIPAaKHEHHUS, CTPECC-TECTbI W BuU3yaau3aluu. Llefpio ObUIO YAYUIINTh BOCIIPUSTHE
BereTaTHBHOW peakIuy ¥ HayUUTbCS OCO3HAHHO B/IMSITH Ha Heé.

[MarpeHTHI TOMyYaay, Kak W TPyIma IyOoKod ocuumisuud, o ogHoMmy uacy Biofeedback Tpu pasa B
HeJle/Il0 B TeueHHe YeThIpEX Hefesb. [locsie akkiMMaTHU3aluu K TeMIiepaTtype rnomelreHus okoso 24 °C £ 1
°C ¥ 1pU NPOrpecCUBHON MbILLIEUHON pesiakcalyu 1o Jacobson perucTprpoBaiuch KOyKHasi IPOBOIUMOCTb,
Temrieparypa nasblia, MyJbC/4yacToTa cepALa, MblllleuyHast akTUBHOCTE TPeAT/ieubs U AblXaTe/bHasl uacToTa.
HNcnons3oBancs ProComp InfinityTM Encoder ¢dupmer Thought Technology Ltd. u nmporpamma BioGraph

Pycckuii mepeBof avcceptauuu Birte Sporbeck - Deep Oscillation / Biofeedback / SSc



Infiniti Version 3. [TaljieHTOB Tak)Ke MPOCU/IM NIPUMEHSTh TEXHUKY peJiakcauuu fgoma. ['pynma Biofeedback
BK/Iovasia 11 nanuenTos, 10 )XeHIMH U 1 My)KUuHY.

Pucku riybokoit ocly/uisiiuy Tipu coOmoIeHny KpUTepreB UCKTIoUeHns1 Hen3BecTHBI. Pucku Biofeedback
TakKe Hen3BecTHbl. KOHTpoJibHasi rpymnrna B TeyeHWe TPEX MeCSLeB He IoJydaja MCCIefyeMbIX
BMeILaTe/IbCTB U TIPOJ0/IKasa rpeykHue Tepanuu. [locsie 3aBeplieHus: UCC/ieI0BaHKMs el Obla mpeiooKeHa
BO3MOXXHOCTB TIDOWTH OJTUH 13 MeTO/IOB. B KoHTposie 66110 11 marwenToB, 10 xXeHIWH 1 1 My»KUrHa.

4.3 In3anH nccnepoBaHus

UccnemoBanve  ObIJIO  MOHOLIEHTPUYECKUM, TPEXPYKABHBIM,  OJHOC/IETIBIM,  PaHAOMH3MPOBAHHBIM
KOHTpOJ/IMpyeMbIM. VicciezoBatenu ObUTH OC/IETUIEHBI; [JBOWHOE OC/IeryieHHe ObLJI0 HEeBO3MOXKHO H3-3a
xapakrepa MeToZioB. Cxema: 220 malMeHTOB B CIELMaJIM3MPOBaHHOM TpUéMe; 76 peKpYTUPOBaHbI; TOCIIe
KDUTEPUEB BK/IOUEHHS W WCKIIOUeHUs 34 BK/IIOUEHBI;, paH/OMH3al[us Ha KOHTPob (n=11), raybokyro
ocuwisuyio (n=12) u Biofeedback (n=11); T1 Hauano, T2 okonuanue Teparuu, T3 follow-up uepe3 12
Heflenb. B kakaol Touke ucronb3oBamuck BAILL, MRHS, ctpecc-Tect 1 sHeBHUK PetiHo.

4.4 3awmTa gaHHbIX

HanHble (PUKCHPOBATUCE B OMPOCHHUKe, OjaHKe 00CiaeJOBaHMsS M KOMITbIOTEPHOH mnporpamme. ObpaboTka
JAHHBIX BBITIOJHSJIACH COracHO bepsMHCKOMY 3akOHY O 3amuTe fJaHHbIX. CoryiacMe Ha TMPOCMOTP M
riepefiady JAHHBLIX TOAyYaad OTAeNbHO OT COTjiacusi Ha yuactue. Tabmvija paHzomMu3auyu Oblia co3faHa
WHCTUTYTOM MeAWIMHCKOM Ouvometpuu Charité. Tlepes paHiomMu3aryell TaiyeHTa MACBMEHHO U YCTHO
WHQODMHDOBAaM O CyTH, LensiX, MpeuMyllecTBaX W DUCKaxX; MalUeHT JaBana corjacde. Ha Havasno
HCCIe/IOBaHUs MMEJIOCh TI0JI0KUTebHOe 3aK/IoueHre 3Thdeckod kKomuccuud Charité (EA  1/100/05;
NCT00946738).

4.5 CtatuctuyecKkas obpabortka

Anam3 BemosHsuics B SPSS 16.0 for Windows. Kcrnonb3oBasicsi mpuHIMIT intention-to-treat Ay BceX
PaHIOMU3UPOBAHHBIX MCMBITYEMbIX HE3aBUCHMO OT TpeKpallleHus Tepaldyd W HapylleHWil MpOTOKOa.
[MpomyijeHHble 3HaueHUs He 3aMeHsSMChb. M3-3a TIpeAronokeHWs O HEHOPMAJILHOM pacripefesieHUN
MIPUMEHS/INCh HerapameTpuueckde TecThl. [l omucaHWs MCMOMb30Baau MeAuaHy. PaBHOMepHOCTb
pacripefiesieHHs1 KOJIMUeCTBEHHBIX JaHHBIX TpoBepsiiack TectoM Kruskal-Wallis, kauectBeHHBIx - Chi-
square. [lns pa3nuuuid CpefHUX MO HECKOJbKMM 3aBUCUMBIM MepeMeHHbIM npuMeHssiui MANOVA c¢
TOBTOPHLIMM M3MEPeHUsIMH W Tipu Heobxogaumoctu Post-Hoc Tect Dunnett T3. BTopuuHble mapamMeTpsl
aHa/IM3MPOBAIMCh MHOXKeCTBEHHOM JINHENHOW perpeccuei.

4.6 Metoanyeckas KpUTUKa

Tak Kak W3ydajuch (QU3NOTEPANeBTHUECKHE MEeTO/bl, OC/IeTUIeHHe TIAlMeHTOB OBIJI0 HEBO3MOXKHO.
KonTponbHas rpymnma 6e3 BMeIaTe/JbCTB OrpPaHUUMBAeT MHTEPIPeTAlLldi0, TaK KaK 3TH TalMeHThl He
OXKHWJlaMd  yJAydllleHWs OT HOBOW Teparuu. [l HeMeJWUKaMEHTO3HBIX WCCIeZoBaHui  Tuiarjebo-
KOHTDOJIUPYEMbIE U OC/IeTIIEHHbIe TU3aliHbI OUeHb TPYJHO peanu3yembl [144]. CtanaapTu3amus U3MepeHui
ocobeHHO mMpobsieMaTHUHa TpPU CUHApPOMe PeliHO, MOCKOMBKY pe3ynbTaThl 3aBUCAT OT TEMITEPATypbl U
ce3oHa [67]. Habop nanyentor 2004-2008 rosioB U 12-HesieslbHOe HAO/TIOIEHHe He BCer/ja TIPUXO/IUINCh Ha
oauH ce3oH. Onienka MRHS Takke Obljla C/IO)KHOM: ONTHMA/JbHO €€ N0/DKEeH MPOBOJUTh OAUH 00yueHHBIH
crieriaaucT [49], uto He Bcera ObLIO BO3MOXKHO.
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5 Pesynbtatbl

5.1 OnucaHue ncxoaHom nonynauumn
3a WCK/TIOUeHUEM [/TUTENIbHOCTU 3ab0/ieBaHUsI 1 MOAUMUIIMPOBAHHOTO KOXKHOTO cuéta PogHana (MRHS),
MEXX/y TpeMs TPyIaMy He ObUIO 3HAUMMBIX pa3/iuvii HA MOMEHT Hauasia Teparuu.

TABJINITA: Vcxoausie napameTpsl (TO = riay6okas ocpwuisigus). Yuc1o nanueHToB: Bcero 34, KOHTpob 11,
TO 12, Biofeedback 11. ’Kenckuii mosi: 30 (88%), 10 (91%), 10 (83%), 10 (91%). Bo3pacrt: 57 [28-71], 58 [51-66],
55 [32-71], 53 [28-70], p=0,337. AnuTensHocTh Oose3nu: 4,5 [0-26], 1,5 [0-8], 9 [1-26], 6 [4-20], p=0,004. Tumn SSc:
orpannyenHas 23 (68 %), koHTposs 9 (82%), TO 6 (50%), Biofeedback 8 (73%); auddy3snan 9 (27%), KOHTPoIb
1, TO 5, Biofeedback 3; p=0,013. Valentini Score: p=0,324. MRHS: Bcero 4,0 [0-45], konTposs 2,0 [0-7], TO 7,5
[2-45], Biofeedback 4,0 [0-22], p=0,031. ®u3noTepaneBTHUECKan npeabicTopusi: Bcero 20 (59%), p=0,254. Ce3oH
Havasia Tepanyvy 3Ha4uMo He pasaudasics, p=0,899.

Tect Chi-square i TMna SSc, cTaTyca KypeHHs U sI3B M3-3a Majioro YMC/Ia CydyaeB ObIT HEBO3MOXKEH, HO
MeZlaHbl yKa3blBaJM Ha COMOCTaBUMOCTb. [IHeBHHMKWA PeliHO, TipefyCMOTpeHHblE Ju3aiiHOM, He
aHa/M3UPOBA/MCh, TaK KakK ObUIN 3ar0/THEHbI TOMBKO YeThIPbMSI MCTIBITYeMbIMU.

5.2 BausiHue Tepanunmn Ha SSc-06yCc/10BIEHHYIO CUMIMTTOMATUKY U COCTOSIHUE KOXKU

5.2.1 Cy6bekTMBHasA cuMnToMaTtuKa - BALL

CybbekTrBHBIE 60/1e3HBb-00YCTOBIEHHBIE XKa/I00bI OTleHHBaMuch o nisitd BAIIL: cunapom Peitno (VAS 1),
3Bl (VAS 2), xenyaouHo-KuiieuHsle cumntoMbl (VAS 3), nérounsie mpobsembl (VAS 4) u obGiue
)anobel (VAS 5) 3a npeapigyinue 7 axneit. OrieHKa NMpoBoniaack B Hauane tepanuu (T1), mocsie 4 Henenb
(T2) u ipu follow-up uepe3 12 vegens (T3). Ha T1 3HAUMMBIX pa3nduvii Me>kAy IPyIIiaMu He ObLIO.

TABJINIIA: Ucxoausbie 3Hauenusi BAIIL. VAS 1: koutposs 3,83 [0-7,5], TO 6,44 [0-8,2], Biofeedback 4,89 [0-
8,61, p=0,197. VAS 2: 3,17 [0-6,9], 5,43 [0-9,9], 0,48 [0-9,6], p=0,471. VAS 3: 4,44 [0-6,2], 2,35 [0-8,7], 3,89 [0-9,4],
p=0,859. VAS 4: 4,30 [0-6,9], 6,04 [0-8,5], 1,39 [0-5,2], p=0,126. VAS 5: 5,17 [0-6,5], 6,74 [0-9,0], 2,39 [0-8,4],
p=0,070.

Mo curgpomy Peiino (VAS 1) B KOHTpo/IbHOM TpyTiie MeauaHa oT T1 go T2 yBenuuunack Ha 1,71 6anna. B
rpyrre TayboKoi ocuuianuy Habmoganock cHwkenne Ha 0,16 6anma. B rpymme Biofeedback chmkenue
coctaBuno 3,35 Oamnma go 1,54. Tlpu T3 KoHTponak yBenwuusiacs Ha 1,21 Oanmma, Torma Kak obe
TepareBTUYeCKHe TPYIITbl CHU3WINCh: TyboKas ocupnsius Ha 0,74, Biofeedback Ha 1,65.

TABJIUIIA: VAS 1. T1: kourposs 3,83; TO 6,44; Biofeedback 4,89. T2: kouTposs 5,54; TO 5,83; Biofeedback
1,54. T3: kouTpoOab 5,04; TO 5,70; Biofeedback 3,24.

ITo si3Bam (VAS 2) cHwKeHHe ObUIO KaK B KOHTPOJILHOM T'pyTITie, Tak M B 00€MX TepareBTHYeCKUX TpyTax.
B konHTposie HabmoAamMCh cCUbHBIE Kojiebanus. B rpymme TO cHwkeHue uepe3 4 Hegenu coctaBwio 1,04
6anna, B Biofeedback - 0,47; nipu follow-up cumxenue B TO pocturio 3,56, B Biofeedback - 0,48 mo 0,00.

TABJIUIIA: VAS 2. T1: kouTposs 3,17; TO 5,43; Biofeedback 0,48. T2: konTposs 0,76; TO 4,39; Biofeedback
0,07. T3: koutpoas 2,48; TO 1,87; Biofeedback 0,00.

ITo >xenynouHo-KuIieuyHoi cummntomarike (VAS 3) B KoHTposie uepe3 4 Hefenn ObUIO CHIDKeHHe Ha 2,43
6asta. Biofeedback Takxke gan cHwkenue (-0,87), Torga kak TO moka3sana yeesnuuenuve Ha 2,04. ITpu follow-
up TosbKo Biofeedback coxpausin ymepenHoe cHmxenue (-0,82); KoHTposb U TO yBeTUUYUITUCS.

ITo nérounbiM npobsiemam (VAS 4) uepe3 4 He[ied KOHTPOJIL CHU3W/ICS Ha 2,56 6amta, TO - Ha 1,87, a
Biofeedback nemnoro yeemuuuics. Ilpu follow-up cHikenune 6bu10 B KoHTpose Ha 0,3, B TO Ha 0,61 u B
Biofeedback na 0,02 mo 0,00. Vicxomueiii mokasatenb Biofeedback 6bim mouTwt Hy/eBBIM, MO3TOMY
BO3MO)XHOCTb JJa/IbHEHIIEr0 CHIKeHUs Obljla OrpaHruyeHa.
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O6rmue anobel (VAS 5) B KOHTpPOJIe OCTaBaIMCh OTHOCHTENBLHO CTabWIbHbIMU. B rpymme TO menuaHa
CHW>Kajlach Ha NMpoTsbkeHnU Habmoenus: Ha 0,09 k T2 u Ha 0,74 x T3. B Biofeedback meauana, HanpoTus,
Bo3pacTaia Ha 0,15 k T2 u Ha 0,63 k T3.

OmnwmcarenbHasi CTaTUCTHKA II03BOJISIET TIPEJIIONOXUTh monoxutenbHbii 3gdexkt TO u Biofeedback Ha
curgpom Peiino. Biofeedback gan BelpaskeHHOe cHibKeHue, Gosiee uem Ha 3 Oauia K T2. B KoHTpose
3HaueHus yXy/uamice. s 3B 06a MeTo/ja TakKe BBITJIsiZie/In G/1arorprsiTHO, HO TTOX0XKee CHIKeHHe ObLIo
1 B KoHTpoJie. Biofeedback, Bo3mMo>kHO, 6/1aronprsTHO BUSIT M HA JKeJTyJOYHO-KHULLIEUHbIe CUMIITOMBI.

TABJIMIIA: MANOVA c noBropHabiMu u3MepeHusamu. VAS 1: rpynna p=0,008, Bpems p=0,788,
B3auMopeiicreue p=0,244. VAS 2: p=0,912/ 0,471 / 0,588. VAS 3: p=0,439/ 0,072 / 0,359. VAS 4: p=0,865 / 0,369 /
0,046. VAS 5: p=0,707 / 0,886 / 0,514.

Insa >xano6, cBA3aHHBIX C cUHApPOMOM PefiHo (VAS 1), BbISIBJ€HbI BBICOKO3HAUMMBbIE DPA3/IAUMS MEXIY
rpyrmmnamu (p=0,008). [Ins nérounsix xamob (VAS 4) 6wi1o 3HaumMoe B3aumogericteue (p=0,046), HO
nocsieytommii Dunnett Post-Hoc He BBISIBH/T 3HAUMMBIX Pa3/IMuMil HU MeXKAy IpyIiliaMu, HU 110 BpeMeHHU.

TABJIUIIA: Dunnett Post-Hoc s VAS 4. Koatpoas/TO: p=0,949 kpaTrkocpouno, p=0,850 gosirocpouso.
Kontposs/Biofeedback: p=0,922 u p=0,703. TO/Biofeedback: p=0,815 u p=0,904.

HOna VAS 2, VAS 3 u VAS 5 3HauMMBIX pa3/Mudii BHYTPU W MeXAy rpyrmamu He Obuto. [Ins VAS 1
nocaenyoLmid aHamm3 nokasan: Biofeedback uepes 4 Hezenu 3HauMMO CHMDKan Harpysky OT CHHZpOMa
Pefino 1o cpaBHeHuto ¢ KoHTposnem (p=0,003); ynyuieHne coxpassuiock u mipu follow-up (p=0,024).
3HauuT, BHISB/IEHBI U KPAaTKOCPOUHKINA, M Aonrocpounbiit 3ddektel. TIpu TO mpu follow-up Takke ObLT
3¢ deKT 1o cpaBHEHHMIO C KOHTPOJIeM, HO TOJIBKO Kak cTatuctudeckasi reHaeHnus (p=0,054).

TABJINIIA: Dunnett Post-Hoc gist VAS 1. Kortpoas/TO: p=0,150 kpaTtkocpouHo, p=0,054 goarocpo4Ho.
Kontposb/Biofeedback: p=0,003 u p=0,024. TO/Biofeedback: p=0,106 u p=0,751.

5.2.2 CoctosiHMe KoXXu - MRHS
CocTosiHMe KOXXM OLeHMBaJd M0 TomyHe Kod. WcxogHele 3HaueHuss MRHS, HecmoTps Ha
PaHJOMH3aL1I0, 3HAYMMO Pa3/InyajnuCh MeXJy rpynrnamMu.

TABJIULIA: MRHS ucxoano. Kourpo.s 2,00 [0-7], TO 7,50 [2-45], Biofeedback 4,00 [0-22], p=0,031.

B kontpone meavana MRHS ot T1 go T2 yBenuuunack Ha 3,5 6amma. B rpymme TO Takxke ObLIO
yBesnnueHnue Ha 3,5. Biofeedback cuusun meauany Ha 2,0. ITpu cpaBHeHuu T1 u T3 KOHTPO/Ib CHU3HW/ICS Ha
55 go 0,0, TO cumsunace Ha 2,0, Biofeedback octancs Ha 2,0. Tak kak 3HaueHuss MRHS He Obuiu
paBHOMEDHO pacripe/iesieHbl, JanbHelllllee UCCaeloBaHe CPeIHAX He MPOBOIUIOCH.

TABJINLIA: MRHS. T1: kouTposs 2,00; TO 7,50; Biofeedback 4,00. T2: konTpoas 5,50; TO 11,00; Biofeedback
2,00. T3: koutpos 0,00; TO 8,00; Biofeedback 2,00.

5.3 BansiHne BTOpUYHbIX NapaMeTpoB

AddekThl Tepanuu Ha Raynaud-accoumrpoBanHyo VAS 1 [0MOMHUTENBHO MPOBEPSIMCh MHOYKECTBEHHOMN
mvHeliHON perpeccueil. Wcxopuelii VAS, MRHS u ce3oH He uMenu Mellaroulero BausHus. [is
KpaTKOCpouHOro 3¢dekra cpensist pasHuna mexay T1 u T2 no Bcem rpymnmam cocrasuia 5,808 (p=0,004).
OTo yBenMueHHe CHIKANIOCh C BO3pacToM: OoJiee MOKU/Ible MalleHThbl CUIbHee BhIMTPhIBA/IM OT Teparyu; Ha
KaX[plil To7 npuxoauiock cHwkenue -0,078 (p=0,013). Bonee gmutenbHast 60/e3Hb yXy/ana pe3yibTarT:
+0,099 Ha rog (p=0,093). Biofeedback ynyuman pesynsrat: -4,253 (p=0,000). TO Takxke yayuriana: -2,666
(p=0,005), Ho 3¢hexT ObLT cabee.
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Ins nonrocpoyHoro 3¢ dexra mexxay T3 u T1 kapTrHa Oblia TIOXOsKeid: Oosiee cTapIMii BO3pacT CBs3aH C
ayutmuM pe3sysbTatoMm (-0,105 B rog; p=0,004). Biofeedback coxpansin ynyumenue (-3,270; p=0,002), TO
Toxe (-2,196; p=0,013). [InutenbHOCTL 60/I€3HH yrKe He MMesia 3HAaUUMOTO BJTUSTHUS.

TABJIUIIA: MHo)XecTBeHHasi TuHellHasi perpeccusi. KoHcTraHTa: KpaTKocpouHo 5,808 p=0,004; gosrocpousHo
7,132 p=0,002. Bo3pacr: -0,078 p=0,013; -0,105 p=0,004. InurensHocts Gose3nn: 0,099 p=0,093. Biofeedback:
-4,253 p=0,000; -3,270 p=0,002. TO: -2,666 p=0,005; -2,196 p=0,013. ITos10)xuTEeNLHBIE 3HAUEHHS YKA3bIBAKOT HA
yXyjllieHHe, OTpULiaTeIbHbIE - Ha Y/IydllleHue.

6 ObcyxpeHue

Hacrosijasi pabota siByisieTcst repBOi IPOCIIEKTUBHOM paHOMU3MPOBAHHOM KOHTPOJMPYyeMOM paboToi,
nsyunBiiei 3dexr raybokor ocuusinuu (DEEP OSCILLATION®) u Biofeedback mo cpaBnenHuio c
KOHTPOJIEM Ha CHUMIITOMATHKY CHCTEMHOW CKJIepOJepMHUU Y TALMeHTOB CO CTaOM/IBLHBIM 3a00/eBaHUEM.
HecmoTpss Ha Manyio BbIOODKY, OBbLT BbISIB/IEH TOAOXKUTENBHBIH 3dhdekT Biofeedback Ha SSc-
aCCOLMMPOBAHHYI0 CHMNTOMAaTUKy PeliHO, 4TO yKa3biBaeT Ha BBICOKYIO 3(ddekTuBHOCTb. ['mybokas
OCITW/IJISILIUSL B TOM OTHOIIIEHWH BBIT/IsIZie/Ia HeCKOBKO MeHee 3(hGeKTHBHOIA.

OnmHO W3 BO3MOXHBIX 00BsiCHeHWI: TanueHThl rpynnbl Biofeedback monywamu dakruuecku 6Gosnee
JJIMTeNTbHOe TepareBTUYecKoe BO3JeMCTBHe, MOCKOJIbKY WX MPOCHIN TPOJO/DKaTb OCBOEHHYIO MeTOJUKY
JloMa TI0Cjle OKOHYaHWsl 4-He/leIbHOrO Kypca. bosee [yuTenbHBIM TepameBTUUECKUN HHTepBajl MOT
YJIYUIIUTE KaK KPaTKOCPOYHBIN, TaK U 0COOEHHO ZI0/ITOCPOYHBIH 3 deKT.

6.1 Tny6okas ocumnnaumnsa (DEEP OSCILLATION®)

I'nybokasi OCHWUIALUS Y>Ke TIpUMeHsieTcs Tipyu juMmdeneme [121] U MoOXKeT [OTMOMHATh MaHYalbHBINA
muMdopeHaXX, KOTOPBI YacTO WCMOMb3yeTcs y magueHToB ¢ SSc [126]. TlepBoe KoHTposmpyemoe
MCCTIeIoBaHMe T10Ka3ajI0 3HAauUuTebHOe YMeHbIlleHre 001y U 0TéKa IPH BTOPUYHOM UMdeeMe MOTOYHOM
enessl, kKorga MLD noagepxxusanca DEEP OSCILLATION®, no cpaBHeHHo ¢ MLD 6e3 nHeé [121,122].
B nameii pabore monoxurensHoe BausHue DEEP OSCILLATION® Ha CyOBeKTMBHYHO CHUMITTOMAaTUKY
ObIJIO TIOATBEPXKJEHO TeH/eHLMeld K CHKeHMI0 Raynaud-accormmpoBanHoit BAIIL mpu follow-up
(p=0,054).

Hdpyrue wucciefioBaHus T0Ka3biBaloT MonokuTenbHbii 3¢dekr DEEP OSCILLATION® Ha oTéuHble
KokHble Tipumyxioctd. Gasbarro et al. B HekoHTposiipyeMoMm wuccienoBanuy 20 Tal[MeHTOB TOKa3aiu
3HAUMTE/TbHOE YMeHbIIIeHre 00bEMa OTEKA U TOJIIIMHBI TIOJKOKHOM K/IeTUaTKu MpHu uMdeaemMe Horu [125].
Theys et al. Takke HaO/IIOATM YMeHbITIEHHe OTEKA MPH ITyOOKOH OCIW/IIALMA B COUETAHWU C MaHyalbHbIM
ymumdopeHaxem [126].

C napametpamu, cxogtbiMi ¢ DEEP OSCILLATION®, pabotaet 6uomexannueckast ctumyssinust. Klyscz u
coaBT. y 6 u3 8 mauueHToB c Auddys3Hoit SSc mosyunnd 3HauMMoe yJyullleHWe KOXKHOTO CuéTa U
paccrosiHus  «maney-moi» [127]. B HacTosieM WCCIeOBaHWM B/USHUE Ha YMeHbIIeHHe KOXKHOU
TIPUITYX/IOCTH WY TOJILLMHBI KOXKU I10Ka3aThb He yhanock. MRHS yke MCXO[HO 3HAUMMO pa3ivyascs Mexay
TpyIIaMH, TI03TOMY Ja/IbHeHIIN aHam3 Obu1 HeBo3MoykeH. Takke oleHka MRHS He Bcerjja nmpoBoauiach
OJIHUM U TeM >Ke UCciIeZjoBaresieM, YTO OrpaHUuMBaeT TOUHOCTb.

TEH,ELeHL[I/IO3Ha$I T10J1b3a I‘]Iy60K01>i OCHW/ UMK TP CUMIITOMATHKeE PeﬁHO, BEpOATHO, CBfA3dHA C
COoUyeTaHHEM CTUMYJIALUA J'[I/IM(baTI/II-IECKOFO OTTOKd, CHIWXEHHS MBbIIMIeYHOr0 TOHYC4, MeXaHUYeCKon
CTUMYJIALINA 00/1eBBIX penernTopoB U BIWAHUA Ha KOJIJTar€HOBLIN 00MeH. DTH MeXaHU3MBbI eme HYXOAlOTCA B
npoBepke. Ha cerofgHsurHuii feHp in Vitro mokasaHbl IVIaBHBIM 00pa3oM HUMMYHOCTUMYJUDPYIOLUA |
paHo3akuBsroLMA 3¢ dekTrr [123,135].

Pycckuii mepeBof avcceptauuu Birte Sporbeck - Deep Oscillation / Biofeedback / SSc



[MonoXxuTesbHOE BAWSHUE HAa 3aKUBJ€HWE paH ObUIO TOATBEPXKEHO TOMBKO KOCBEHHO | 6e3
CTaTUCTUUECKOH 3HaumMocTu uepe3 BAIIl mo s3Bam. B Hauane uccieoBaHUsI $13BBI UMENH TONBKO 4
narvenTa (12%), 4To orpaHWUYWBAET BLIBOALL. B 1iesioM ryybokasi OCIU/ISIMS He TIOJHOCTBIO OTpaBzasa
OKHJIaHWs KaK WHAWBUZYyaIu3upyeMass MOOW/IbHAs 3/IeKTpUUecKas MacCakHasi Teparus. Bo3MO>KHbIe
TIPUYMHBI - Majasi BLIOOpKaA, TeMriepaTypHble BIUSHUASA U C/TUIIKOM KODOTKHM TeparieBTUYeCKUH WHTepBaJl.
Bo3MoOsKHO, 1711 ONITUMasBHOW OLleHKU TpelOyeTcst Gomee fuTenbHOe jedeHue. Takke ciiefyeT oOCyauTb,
Hackobko MRHS nipurofieH Jijist OTC/ie)KMBaHUsS HeOOBIUINX, HO KTMHAYEeCKH 3HAUUMBIX U3MeHEeHWH KOXWU;
JUis Oy IyIITUX MCCIe[IOBaHKH Tiesiecoo0pasHo 106aBuTh oTaenbHyt0 BAIIL /i 0TEKA U HANIPSDKEHUS KOXKH.

6.2 buonornyeckas obpartHas cBs3b

s Biofeedback kak BereTaTMBHO-MOZY/TMPYIOILETO METO/A B TUTEpPAType yKe eCTh JJaHHbIe O TOJb3e MPU
nepBuuHoM [129-131] u BTOpHuHOM cuHApome PeitHo [132,133]. PerpocriekTuBHbIM aHamm3 23 KapT
MallMeHTOB € cUHApOMOM PeliHO TiOKa3an TMOBBIIIEHWe TeMrlepaTyphbl manblieB mocsie Biofeedback,
yMeHblIIeHHe CyObeKTHBHBIX Xamob y 57% u ymeHblleHue s3B Y 44%; 3G¢eKTbl COXpaHsIMCh B
JIOJITOCPOYHOM Habmoenun [132].

B Hamem uccrieoBaHMM 3TH pe3y/bTaThl NMOATBEPAUINCH: M3MeHeHHs1 Raynaud-accouymnpoBanHoii BAIIT
(VAS 1) nokasanu 3HauMMblii KpaTkocpouHblii s¢pdekt (p=0,003) u monrocpounsiii sddekt (p=0,024) no
CPaBHEHMIO C KOHTPOJIEM.

[Toso)XuTeIbHOE BIMSIHUE Ha CUMIITOMBI, BbI3BaHHBIE sI3BaMM, UETKO I0Ka3aTh HE YZaloCh, TAK Kak S13BBI
OBI/TM TOJIBKO y YeTHIPEX TAaLieHTOB. B 00enx TepameBTHUECKWX TpyNIax 3HaueHHs] CHIDKAIUCh B XO7ie
neuenuss U K follow-up, Torga kak B KOHTpoje Kosiebamuch. OTO KOCBEHHO MOXKET yKa3blBaTh Ha
yMeHbIIIeHHe CyObeKTUBHBIX >kanob mpu Biofeedback, Ho ctaTvcTHUeckr 3HaUMMBIX pa3iuumii He OBLTO.

[pyrve metozpbl penakcalyy, MOAY/IUPYIOL[HEe BereTaTUBHYIO CUCTeMY, Takue KakK THMITHO3 W ayToreHHas
TPEHUPOBKA, TaKXe DPEKOMEHAYIOTCS TpH cuHApoMme PeliHo y marmmeHtoB ¢ SSc [134]. MexaHusm
Biofeedback MokeT OBITh CBfI3aH CO CHIDKEHHEM CHMIIATMUECKOW aKTHMBHOCTU. AKpajibHas WHHepBalus
OCYIIIeCTB/ISIeTC  HOpaZipeHepruuyecKVMU CUMIaTUYeCKMMH BOJIOKHaMM, CBS3aHHBIMM C LleHTpaMH
SMOLIMOHAILHON aKTUBHOCTH. BereTaTvBHOe HarpsbkeHHe TOBBIIAeT CUMIATUYeCKU TOHYC U BbI3bIBaeT
BasokoHcTpuKLMio [68]. Biofeedback c penakcaijuel, Bo3MOXKHO, yCTOWYMBO CHM)KaeT CUMIIATUYECKYHO
aKTUBHOCTb, YMeHbILaeT Ype3MepHYI0 Ba30KOHCTDHKLMIO, Y/yulllaeT KPOBOCHaO)KeHHWe U TIOBBILIAET
TeMIiepaTypy akpaJbHOU 30HBI.

JTOT MeXaHW3M COIJIaCyeTCs C WCC/Ie[JOBAaHUSMH TeIJIOBOM Tepanmuud y TAIMeHTOB C SSc: Msirkas
vH(paKpacHas A-TUMIEPTEPMHUS CHIDKajla akpajbHOe BpeMsl TIOBTOPHOTO COTPEBaHMS U y/ydlllaja CUHIPOM
Peiino, cocrosiHue Kok, GQyHKIUIO JETKMX U camouyBcTBhe [105]. MectHasi mapaduHoBasi Teparnusi B
COUeTaHUU C YMPAKHEHUsSMU i KUCTU TaKXKe yJIydillajia TO/BKHOCTh, CKOBAHHOCTb W 3/IaCTUYHOCTH
Koxu [107]. B HacTosIIeM UCcaeoOBaHUM yIydllleHuss KOXKHOTo cocTosiHus oT Biofeedback He BbIsiB/IEHO,
HO MCXO/THOE KOYKHOE MopakeHue ObL10 HeOOobIITNM.

OrpaHuueHHEeM SIBJISIETCS UCTIONb30BaHUe CyOBEKTHBHOIO CHUMITTOMA Kak TJIaBHOTO KpuTepws. Ero TpyzsHo
00BLEeKTUBUPOBATb, W OH TMOJBEpP)KeH B/IMSAHMIO OXKHMJaHWM MaijeHTta. Takoil muiarebo-3gdekr TpyaHO
WCK/TFOUMTh B HEMEIMKAaMEHTO3HbIX McciefoBanusx [144]. OpHako rybokast OCLWUISLNS, TIOTeHIMATBHO
bosiee mo/iBep)KeHHas Tuiarie6o-3¢ddekTy, He npeBocxoguia Biofeedback. Bo3moxkHbie Ho1e60-3¢GdeKTH B
KOHTPOJ/IbHOM T'PYTITe TAaKXKe C/Ie/IyeT YUUThIBATh.

[Ipyroii pob6sieMoit Oblla CTaHAAPTU3ALINSA U3MEPEHHH M3-3a CE30HHOTO BJIMSHUS Ha aKpasbHbINA KPOBOTOK.
Watson omuchbiBas JieTHee yJlyullleHHe CUMIITOMaTukd PeitHo 7o 50% [67]. 3ToT ¢akrop yuyuTeiBancs B
perpecCMOHHOM aHasu3e 1 He BJIMS/I Ha pe3y/ibTaT Teparyu.
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Bribopka Oblna Manoi: w3 220 CKPUHHMPOBAHHBIX MALMEHTOB B HCC/Ie[OBaHHE BK/IIOUEHBI TOMBKO 34.
IlpyunHa - crnenManv3vpoBaHHas MOMOLL B KPYIHOM LieHTpe: MHOrMe MaljMeHThbl y)Ke ydaCTBOBau B
[PYTUX UCCIeJOBaHUAX WU M0Iy4aIu Teparnii, HeCOBMECTUMBbIE C KpDUTEPUSIMU BK/IIOUEHUS.

B 1enom Biofeedback obecrieunBaeT 3Hauumoe ysyulieHWe CyOBEKTHBHBIX >kanob mpu  SSc-
aCCOLMMPOBAaHHOM CHHJpOMe PeliHO Kak B KpPaTKOCPOYHOM, TaK W B ZOJTOCPOYHOM 3¢dekre. Pabora
TIOZITBEP)K/AeT TeKyllye JaHHble B NPOCIEKTUBHOM KOHTPOIMPYEMOM Av3aiiHe. [1Jisi OLIeHKH JJIUTe/bHOTO
pe3ysibTaTa HY)XHbI MCC/IeloBaHUs ¢ Oosee gonruM HabsoseHreM. XOTs TMO/b3a TMyOOKOW OCLIUISIIMA
Obl7la TO/IBKO TeHZEHLIMO3HOW, XOpOLIMH K/IMHWYeCKUH ONbIT C MEeTOZJOM SIB/ISIETCS OCHOBaHWEM [JIst
JaMbHEMIIINX KPYIHBIX KOHTPOJIMPYEMBIX HCCIe[oBaHUM. I[l0/0KUTebHbIe W3MeHeHHs ObUTM BH/JHBI,
HecMOTpsi Ha 0Oosiee TsDKENOe W TIPOJO/DKUTENIbHOE 3abo0/ieBaHME B TeparieBTUUECKHUX TPYIax, uTo
orpaBZbiBaeT 0Oosilee  aKTWBHYIO WHTeTpPAL[dI0 U3y4YeHHbIX (DU3MOTepareBTHYECKMX METOJO0B B
TeparieBTUYeCKre KOHLeNUuu SSc.

7 Pe3loMe 1 nepcneKTUBbl

CucremHas ckiepogepmust (SSc) - pefkoe XpOHMUECKOe BOCIHA/IUTeNbHOE CHUCTEMHOe ayTOMMMYHHOE
3ab0/ieBaHMe COCYZAMCTOTO COEJUHUTELHOTO armapara, OTHOCsIleecs K KoJulareHo3aM. KimHuueckoe
NposiB/ieHWe, TeueHWe U TIPOTHO3 CWIBHO BapbUPYIOT W TIJI0X0 TiporHo3upyioTcs [31]. T'naBHas
XapaKTepUCTHKA - GUOPO3 U 3aTeM CK/IEPO3 KOXKHU, a TAKXKe B Pa3HOM CTeTleHH BHYTPEHHUX opraHoB. Y 90%
naLueHToB 00J1e3Hb HAUMHAETCSl C CHHAPOMA PeliHo [4], Mpy KOTOPOM COCYAUCTBIE Ca3Mbl Ha XOJIOZ, W/IH
5MOLMY CHavasla BbI3bIBAIOT FUITONEP(Yy3HI0, a 3aTeM MOT'YT BeCTH K 513BaM, HeKp03aM U T0Tepe MabLieB.

MeaukaMeHTO3Hasl Teparvsi HarpaB/ieHa Ha MOJaBjieHue BOCIajleHus], yaydllleHHe MUKDOLMPKY/SLUU U
BJIMSIHUE Ha KOJJIareHOBbI MeTabo/u3M [42,46]. dusnueckre MeTO/bl SIB/ISIOTCS 1[eHHBIM TOTIOJTHEHUEM U
TIPUMEHSTIOTCS JaBHO, HO JI0 CUX TI0p U3YYa/iCh TOMBKO B HEOO/BIIMX HaOMIO[eHUSIX.

Hacrosijasi pabota siByisieTcst repBoi IPOCIIEKTUBHOM paHOMU3MPOBAHHOM KOHTPOJMPYyeMOM paboToi,
nipoBepuBiIeit 3ddexT raydokoit ocomsuyn U Biofeedback Ha SSc-00yc/ioBIeHHYI0 CHMIITOMATHKY IO
CPaBHEHUIO C KOHTPOJIEM Y TIAIMeHTOB CO CTabUIbHLIM 3abosieBaHreM. [1al[ueHThl TeparneBTUYeCKUX TPYIII
JIeYWTMCh TPH pasa B HeJle/II0 B TeUeHHe UeThIPEX Heflenb; uepe3 12 HeZiesb BBITIO/IHSIOCHh KOHTPOJbHOE
obcemoBanue.

BriepBble B paHZOMU3MPOBAHHOM KOHTPOJMPYEMOM [u3aliHe TIOATBEPXKIEH paHee TIpe/rioiaraBIIuiCcs
obesbonmuBaromuii  3ddekt Biofeedback Ha SSc-accorumpoBanHyr0 cumOTOMaTHKY Peitno [132,133].
HecmoTpsi Ha Manyro BBIOOPKY 34 mMaljvieHTa, BBISB/IEH TIOJIOKHUTENBHBIA 3(QeKT, 4To yKa3biBaeT Ha
BBICOKYI0 3(dekTBHOCTb. ['ybOKas OCUWIIALMS B 3TOM OTHOILLIEHWH BbIMVIsifiesla HEeCKOJbKO MeHee
3¢ peKTUBHON.

st ocTanbHBIX kanob, orjeHeHHBIX SSc-crienmprueckuvu BAIT 1 MRHS, 3HauMMbIX pa3nuuuii BHYTPU U
MeXy TpyIamMH He Oblo. B Oyayiyx ucc/iefoBaHUSX Ba)KHO TPOAIUTHL HAO/IO[EHUE U OMNpeZeUTh,
Kakoe usMeHeHue BAIIl cuuTaTh K/IMHWYECKHM 3HAYMMbIM; K/IWHAYeCKA mpefrnosaraercs 10%, Ho
HCC/ieJOBaHUM IT0Ka HeZI0CTaTOUHO.

Pesynbratel  Biofeedback u  riy0okKoM — OCLHM/ISI[MM  YKa3bIBAlOT HA  YCTOMUMBYH  TOJB3Y
¢usroTepaneBTHUECKUX MeTof0B, ocobeHHo Biofeedback, mnpu BrOopuuyHOM cuHzApome PeiiHo.
HonrocpouHsie MccaefoBaHUS [JO/DKHBI TIOKa3aTh, BO3MOXKHA JIM JI/IUTe/IbHAs WM TIOCTOSIHHAS PeAyKLUs
CUMNTOMAaTUKU PeliHo U TpebyeTcsi /M nepro/uueckoe NMOBTOpPHOe oOyueHue maijyeHTa. Tak Kak CUHIPOM
PeifiHO TIpM CHCTEMHOM CK/I€pPOAEPMHH BO3HMKaeT paHO M Pe3KO CHWKaeT KadyeCTBO >KH3HH,
¢usroTepaneBTUUECKHE METO/[bI CIe[lyeT akKTHBHee BKJ/II0UaTh B JleueHre MalieHToB ¢ SSc.
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Heo6XxoAuMbl [anbHEWIIe WHTEHCHBHBIE WCC/IEA0BaHUSI JJiss YTOYHEHHS] OTKPBITBIX BOMPOCOB U
ONTUMU3ALIMM IMAarHOCTUKHU U OLIEHKM TepareBTUUecKoro ycriexa. Hacrosiias paboTa siB/isieTcsi BKJIaJJlOM B
3aKpBITHE 3TUX TIPOOEJIOB.
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MpunoxxeHune

bnarogapHocTu

Hacrosijast pabota 6bi1a BbirosHeHa B KiHuke ¢usnueckoil MeAWIMHBI U peabUIMTaLMM MeJULIMHCKOTO
¢akynbrera Charité - Universitdtsmedizin Berlin. ABrop 6marogaputr g-p Reihauer 3a mpezpocraBnenue
TeMbl U BHUMaTe/IbHOe PYKOBO/ICTBO paboToiA.

Takxe BbIpakeHa OsarozapHocthb npod. A-p Riemekasten, Frau Jahr, Frau Mathiske-Schmidt 1 Frau Pogel
3a TIOZIJIEPKKY B METOJJUUECKHUX U CO/IEP>KaTe/TbHBIX BOMIPOCAX, a TAKXKE 32 KPUTUUECKOe UTeHHe PaboThI.

Ocobast 6marogapHocTs afpecoBaHa Frau Kiichler 3a TeprmenvByr0 ¥ KOMITETEHTHYIO TIOJ/I€PXKKY TIpH
CTaTUCTAYeCKOW 00paboTke, a Takke Frau Rosumeck 3a momormp € KOMIMBIOTEDHBIMH BOTIPOCAaMH Ha
3aBepuaronieM Jtarne. JIuuHasg 6s1aroZlapHOCTL  BbIpakeHa ceMbe, obecrieunBlield BO3MOKHOCTh
MeIUIMHCKOro 00yUueHuUs ¥ TOJIePXKKY, a Takke Sebastian Kriiger 3a MOCTOSTHHYIO MOEPXKKY .

Buorpadus
BI/IOFpaCl)I/IH dBTOpa He Ol'Iy6J'II/IKOBaHa B BHEKTPOHHOﬁ BepCrUn pa6OTLI MO TIpUYKMHAaM 3dllIUThI ITIePCOHA/IbHBIX
JaHHBIX.

3aaBneHue nog nNpuUcaromn

«51, Bupre Illrnopbek, 3asB/AN0, UTO IIPEACTAB/IEHHYIO JUCCEpTAlMi0 Ha Temy “O BAUSHUM TyOOKOH
OCLWIISIIIAM M OMOMOTUYeCKOW OOpaTHOM CBSI3M Ha CYOBEKTUBHOE BOCIPUATHE 00/Ie3HU W TKaHeBbIe
roKa3aTe/y NP CKJIepOoAepMUM” Hamnucaaa CaMOCTOSITeTbHO, UCI0/Ib30Baria TOAbKO yKa3aHHble UCTOUHHKU
Y BCTIOMOTaTe/IbHbIe CPe/ICTBa, He T0JIb30Bajlach HeOIMyCTHMOM ITOMOIIbI0 TPeThUX JIUL] U He TIpeZiCTaBJisiia
KOITUH PYTHX paboT /la’ke YaCTHUHOY.

Hara. ITognuce.
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