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B WUHcTutyTe peBmartonorum
PAMH yxe MHOro nert segyrtcs
Hay4yHble MccnepoBaHUsa No
n3y4eHuio 3Toro 3aboneBaHus,
STUOJIOTUS U NaTOreHe3 KOTopo-
ro K HactTosiLuemy BpemMmeHu Ao
KOHU QA HE NMOHATHbLI. Y10 XeEe aTo
3a 60ne3Hb — TBEePA0KOXECTb?
Kakue dpakTopbl BNIMKIOT Ha pa3-
BuTHMe U popMUpoOBaHME CKIle-
poaoepMun, Kakue opraHbl OHa
rnopaxxaeT U HACKOJIbKO CHUXaeT
KayecTBO XW3HU yenoseka?
Haw coGecegHuk — pykoBogu-
Tenb nabopaTtopum MUKpOLMUP-
KyJSiLMM U BOCNaneHus otaena
cocyaucTbix HapyweHun HUU
pesmaTtonorum PAMH pok-
TOPp MeAULUUHCKUX HaykK nunvm
AHAHBEBA.

— CucteMHylo ckiepoaepmMmmio
onpenensitoT Kak Nporpeccupyto-
Lee NonnMcMHOpomMHoe 3abonesa-
HUE C XxapaKTepPHbIMN N3MEHEHUS-
MW KOXW, ONMOPHO-ABUraTesIbHOro
annapara, BHYTPEHHUX OpraHoB
(nerkux, ceppgua, nuuieBapu-
TENbHOro TpakTa, MoYyek) n pac-
NPOCTPaHEHHbIMM Ba30CMacTu-
YECKMMM HapyLeHUs MU N0 Tuny
cuHagpoma PeitHo. OcHoBy 3a60-
NleBaHNA COCTAaBMAIOT HapyLleHnsa
MUKPOUNPKYNALNUN, UMMYHHOE
BOCnaneHmne n VI36I:ITO‘-IHO€ oTNno-
XEHMEe KOMMOHEHTOB 3KCTpaLer-
NONSPHOrO MaTpuKca B TKaHSIX.

O cknepogepmmn, KoTopasi Npo-
ABNSAETCS YTOJILLLEHNEM KOXMW, YNO-
MuHan ewe Mfmnnokpar. Npegnona-
raeTcs, 4To TEPMUH «CKepoaep-
Mus» nosieuncsa B 1847 1. (ero npu-
MeHU OPaHLLY3CKUN KIVHULWCT
ann XuHtpak (Elie Gintrac). MNo3axe
«OTBEepaeHmne Koxm KOHG‘-IHOCTGI7I>>,
KOTOpPOE COMPOBOXAANOCb M3-
MeHeHMeM oKpacku (nobeneHue,
MOCKHEHMEe, MOKPaCHeHneE), ndyyan
Mopwuc PenHo (Maurice Raynaud).
B nanbHewnwem aToT peHOMEH Obin
HasBaH ero MMeHeM — CUHAPOM
PenHo.

— Jinpusa MeTpoBHa, 4TO MOX-
HO CKa3aTb O pacrnpoCTpaHeH-
HOCTU 3aboneBaHusa?

— CuctemHas cknepoaepmus
cynTaeTcsa peakMm Hepyrom. B
cpenHem ee pacrnpoCTPaHEeHHOCTb
cocTtaBnget 10-15 yenosek Ha 100
TbIC. HaceneHud. npe,ﬂ,CTaBVITerII/I
HErpouaHOM pachkbl NOABEPXEHbI
6onesHu Gonblue, YemM eBponeli-
ubl. Mpuyem 3abonesatoT yalle
XEHLLUMHbI Ha YeTBEPTOM-NSATOM
OECATUNETUN XN3HU, HO BONe3Hb
MOXET HayaTbCA U B paHHEM
BO3pacTe, U Yy MOXWUIbIX NOAEN.
B nocnegHue rogbl oTmevaeTcs
yyalleHME BbISIBISEMOCTU CUCTEM-
HOW CKIEPOAEPMIM, HO 3TO MOXET
6bITb CBA3aHO KakK C UCTUHHbIM
pocToMm 3ab6oneBaeMocTu, Tak U
C ynyduweHmneMm ee amnMarHOCTUKW.
O HacnencTBeHHOW npeppac-
MOJIOXEHHOCTUN K CKiepoaepMmnmn
roBopuT 605iee BbiCOKasi pacnpo-
CTPaHEHHOCTb ApYyrnx 60nesHemn
COEANHUTENIbHOM TKaHW, a Takxe
MIMMYHHbIX 1 XPOMOCOMHbIX aHO-
Manuin cpean PoOACTBEHHMKOB
60JIbHbIX CUCTEMHbIM CKJIEPO30M.

CmepTHOCTb OT 3aboneBaHus
cocTtaBnsaeTt npumepHo 1,4-5,3 Ha
MWIJIMOH HaceneHus. Ha nepsbii
nnaH cpeon NpuUYnH cmepTen
BbIXOOAT NopaxXeHuna nerknx mn
cepaua.

— Kak pacnosHatb cknepo-
aepmuio?

— OOHUM 13 paHHKX N XapakTep-
HbIX MPWU3HAKOB Heayra sBnsieTcs
cnas3M KPOBEHOCHbIX COCYLOB,
KOTOPbIA Cry4aeTcsa npu BO3-
OENCTBUM X0no[a, BOSHUKHOBE-
HUK cTpeccoBon cutyaumn. lMpu
cnasme npovcxoauTt nobenexHuve,
nokKkpacHeHne mnan nNocMHeHune
nasnbLeB, a NOPON yLIen UIN KOH-
ynka Hoca. CHavana 3abonesaHve
npoTeKkaeT He3aMeTHO, U YeNOBEK
He Bcerga obpauaeT BHUMaHUE
Ha TO, YTO Yy HEro nepuoamnmy4ecku
Ha xonone nnu npu 6ecnokoncTee
M3MEHSIETCS LIBET KOXW. Ho nogo6-

HOe ObIBaeT 1y 300POBbIX N0OEN,
3TO NEPBUYHbIN CMHAOPOM PeliHo, ¢
Kaknm-1mbo 3abonesaHneM OH He
CBSI3aH M MOXET ObICTPO NMPONTH.

B omarHoCcTmke CUCTEMHOM CKie-
poAepMMN CYLLECTBYIOT onpe-
OeNeHHble TPYAHOCTU, KOTOpbIe
Hepeako HOCAT OOBLEKTUBHbBIN
xapakTtep. OHM CcBSI3aHbl B nep-
BYIO o4epeap C TEM, YTO CUHOPOM
PeliHo — mapkep 3aboneBaHusa —
BcTpevaetcs y 90-95% 60/bHbIX
ckrneponoepmMuen n MOXxeTt aam-
TeNbHO NPOoTeKaTb N30JIMPOBAHHO,
npeaLwecTsya pasBuUTUIO OPYrnx
KJIMHUYECKNX NposiBNeHnin 60nes-
HU. Pa3BuUTME KIIMHUYECKUX CUM-
NTOMOB Y MHOMMX 60MbHbIX MPO-

B KnuKuKax u naGopamopua

ra3era

— OTO 0OYeHb LEHHbIN MeToa.
LLInpokononbHasa KanuanspocKo-
NnUs HOTTEBOIO JioXa JaeT npu-
XXM3HEHHYIO BU3YyasibHYIO OLEHKY
CTPYKTYPHBIX N PYHKLUMOHANBHbIX
KayecTB kanunnsapoB. OObEKTOM
HabnaoeHss B 3TOM Ciyyae cTa-
HOBATCSA Kanunnspbl HOrTEeBOro
noxa. TosIbkO eMy CBOMCTBEHHO
PacnosoXeHNe COCOYKOB AEPMbI
napannefisHo NOBEPXHOCTU KOXN,
4YTO AaeT BO3MOXHOCTb BU3yann-
3aunn KanmnnnapoB B NpoaoJib-
HOM ceyeHun. Okasanocb, 4YTO
npu CUCTEMHON CKiepoaepmMmun
Kanunnspockonmyeckas KapTuHa
MMeeT CBOe0OpPasHbIii U TUMUYHbIA
BuA. A B MOCneayloLwem npume-

o60cHOBaHHOTOo gnddepeHun-
POBAHHOIO NEYeHUss CUCTEMHOM
ckneponepmMun. HayanbHble sTanbl
6one3Hn noTeHumanbHO obpa-
TUMbI, MO3TOMY pPaHHAA CUCTEM-
Has cknepogepmusa Hanbonee
nepcrnekTuBHa Ans AOCTUXEHUS
MakCcumanbHoOro addekta npu
MCMNOJIb30OBAHUN COBPEMEHHON
Tepanuu.

B cBoe Bpems crapenwmm co-
TPYAHUKOM HALUEero WHCTUTYTA,
AOOKTOPOM MeAULINMHCKUX Hayk,
npodeccopom Hatanben lyce-
BOW, KOTOpas BHecna Hambonee
BECOMbIli BKNa, B U3y4eHUEe CU-
CTEMHOIN cknepogepmunm B Poc-
cun, 6bi1 0600LEH MHOTOIETHUI

HAYKA W IPAKTHKA

ramMmMbl COCYAUCTbIX NpenapaTos
KJIl0O4YeBble MO3ULMN COXPaHAT
aHTaroHUCThbl Kanbuus, obnagato-
e OTYHETMBLIM aHTUULLEMUYE-
CKUM 3P HEKTOM B OTHOLLUEHUN HE
TONbLKO nepudepuyeckon, HO un
BMCLIEPAIbHON NaTtonoruu (nerkuve,
cepaue, noykn). MNpsambiMn noka-
3aHNAMN K HA3Ha4YeHUIO Taknx rnpe-
rnapatoB SBASIOTCA CMHAPOM Peii-
HO, NleroyHasa runepTteHand. Mpu
CUCTEMHOW CKNEPOAEPMUU LLINPO-
KO NpumMeHsitoTcst 6iokaTopbl AN,
0COBEHHO MpY r’MNepTEeH31K, CBSI-
3aHHOM CO CKNepoaepMUYECKUM
nopaxeHnemMm noyek. Xopowun
3ddeKT OkadbiBalOT NPOCTaHOMAbI,
B 4YaCTHOCTM MPOCTALUKINHBI U

3aKoBaHHble B OpOHIo

TaK oLLYLLIAOT ceba 00NbHbIE CKepoaepmMuen,
NUMesd «CyXyH KOXY, NOA0OHYI0 AepeBy»

ncxoguT nocteneHHo. Ho geno B
TOM, 4YTO MMEHHO 3TOT BPEMEHHOMN
NpoOMexyTok — mexnay AebioTom
cuHgpoma PenHO 1 nepBbiM «He-
PeriHo» cumnTOMOM cknepogep-
MUN — ABNSETCH, NO CYTU, TEM
OKHOM TepaneBTUYECKNX BO3MOX-
HOCTEN, KOrga MOXXHO OCTaHOBUTb
nporpeccmpoBaHmne npolecca u
npenoTBpaTuTb HeobpaTumbie
CKIIepOTUHECKNE NOBPEXIAEHUS.

OanH U3 NoaxoAoB K paHHen
ONarHOCTUKE CUCTEMHOW CKepo-
OEepMUN COCTOSAN B MPOCNEKTUB-
HOM HabnaeHnun 3a 60NbHbIMU
¢ ¢deHomeHOM PenHo. HYacrtora
deHomeHa PenHO cocTaBnsieT B
nonynaunm npumepHo 5-10%. VY
60NbLUMHCTBA OH HOCUT A00OpO-
Ka4YeCTBEHHbIN XapakTep, HE BIN-
S Ha NPOrHo3 XW3Hu. B TO Xxe
BpeMs 3TOT GEHOMEH Hepeako
accounmpyeTcs C LefbiM pPaaom
pas3nnyHbix 60ne3Hen, BKIO-
yas peBMartnyeckme (CucTtemMHas
KpacHasi BoslYaHka, CMellaHHoe
3aboneBaHne CoeaAnHUTENbHOM
TKaHW, PeBMaTtoOuUgHbI apTpuUT C
CUCTEMHbLIMU MPOSBAEHUAMMN U
Op.), N HOCUT BTOPUYHbIMA Xapak-
Tep MO OTHOLLUEHUID K OCHOBHOMY
3aboneBaHuio.

OnHamunyeckoe HabnogeHne 3a
60/bHbIMK C PeHOMeHOM PeinHo
B MfaHe «0XuaaHus» pasBuUTUS
CUCTEMHOIN0 pPeBMaTU4YecKoro
3aboneBaHNA 0Ka3asoCb O4YEHb
TPYOOEMKUM, AOPOrMM 1 Manoad-
dekTnBHbIM. CTano 04eBMOHO, YTO
HY>XEH NMOWNCK AOMOSIHUTESNbHbIX Na-
pamMeTpoB, HA OCHOBaHMM KOTOPbIX
Bpay MOXET 3ano03pUTb CKIepo-
[epMuio y 605bHbIX ¢ PEHOMEHOM
PelnHo, He nmelLwmx KNIMHNYECKNX
NPU3HaKoOB CUCTEMHOIO peBMaTun-
yeckoro 3aboneBaHus.

— Jinpuna MeTpoBHa, a 4ToO
npeacraenseT co6oii Takou me-
TOA AVNArHOCTUKU, KaK BUAEO-
Kanunnapockonusa?

HeHne Buaeoka-
NUNNSAPOCKONUn
noaTBepamnno,
4YTO OHa BbIABNA-
eT cneunduyHbie
ons 3abonesaHus
M3MEHEHNSA Ha
paHHeM 1 agaxe
OOKJIMHUYECKOM
atane. loaTomy
MeToaunKa Lnpo-
KO BHepgpunacb
B MpakTUKy peB-
MaTONOTNYECKUX
LEeHTPOB 3a py-
6eX0M 1 UCMOosb-
3yeTcsa onas gud-
depeHumanbHom
AMarHocTuku 6onesHu PeliHo. U3
BCEX peBMaTMYeCcknx 3aboneBaHni
TONIbKO MPU CUCTEMHOW CKNepo-
JepMmn Kanunnndapockonmn4yeckmne
N3MEHEHUS UMEIOT 4eTKOoe HO30-
normyeckoe ceoeobpasue.

[Mopo3peHne Ha O4YeHb pPaHHUN
CUCTEMHbIN CK1IEPO3 A0JIKHO BO3-
HUKHYTb Yy Bpaya nbol crneun-
anbHOCTU, ECNK NMPU OCMOTPE N
B aHaMHe3e y 60NbHOro umeeTcs
deHomeH PellHo, ocoBeHHO B CO-
yeTaHnn C OTEeYHOCTbIO KI/ICTGI7I,
[axe ecnnm OHa BO3HUKAEeT He-
nocTosiHHO. PeHomeH PeitHo u
OTEYHOCTb KUCTEN — 9TO «Kpac-
Hble dnarn», KoTopble TPebyloT
0cob0oro BHUMaHUA U chnyxart
OCHOBaHMEM AN HanpaB/eHus
nauneHTa Ha cneuvanbHoOe TeCTu-
poBaHMe — onpefeneHne aHTu-
HykneapHoro daktopa (AH®) B
CbIBOPOTKE KPOBW. ECnn 3TOT TecT
okaszasncs NonoXUTENbHbIM, HEOO-
XOAMMa KOHCynbTauus OMbITHOrO
peBmMaTosiora, XOpoLLO 3HALLLErO
KJIMHUKY CUCTEMHOrO CKieposa.
Pesmatonor pewwaeTt Bonpoc o
HazHayeHun obcnemoBaHUA Ha
BTOPOW CTYNEHN ANarHOCTUKU, Kak
pa3s BKJIOYAOLLEN Kanuinsapocko-
nuio (pacLlUMpPEeHHbIE Kanuinsapsbl,
YMEHbLLEHNE UX Ynucna v ap.) u
yrny6neHHoe MMMYHOJIOrMYeckoe
TectupoBaHue. Korga 6onbHOMY
yCTaHaBMBaeTCd AMNAarHo3 O4Y€eHb
pPaHHEero CUCTEMHOro CKneposa,
OH 0653aTenbHO A0/KEH Habio-
[aTbCsl PEBMATOJIOMOM.

— Ha yem cTposaiTcs NnpuUHLUNbI
Jie4YeHNss CUCTEMHON CKJiepo-
aepmun?

— JleyeHne aToro 3abonesaHust
OCTaeTCs A0CTaTOYHO TPYAHOM
3a/ia4ei B CBA3W C paHHUM pPasBu-
Tnem ubposa 1 Nporpeccupyto-
LM XapakKTEPOM CKJ1EPOLEPMUN.
Tem He MeHee CerogHsi UMetoTcsa
3Ha4YUTENbHbIE YCMExu B paspa-
60TKe NporpamMm rnaTtoreHeTU4ecKkm

onbIT neveHus 500 6onbHbIX: 442
XEHLWWH 1 58 MyX4uMH B BO3pacTe
oT 15 0o 74 neT ¢ ANNTENLHOCTbIO
3abonesaHus oT 6 mecsues o 37
net. Npeobnapatouiee 60NbLUNH-
CTBO nauMeHTOB Habnwganoch
B OMHaMMKe Mpu NOBTOPHLIX FO-
cnuTannaauusax n amoynaTtopHo.
Y Bcex 60MbHbIX OTMeYanacb xa-
pakTepHas KiMHMYeckast kKapTuHa
CKNepoaepMnUM C BblIPpaXeHHOM
nepmdepnyHeckon 1 BUCLLEPASTbHOM
CUMMTOMATUKO: MopaxeHne KoXu
(y 93%), cuHgpom PeliHo (96%),
M3MEHEHMSI CO CTOPOHbI OMOPHO-
asurarenbHoro annapara (91%),
cepaua (87%), nerkux (79%),
nuwesona (61%) n noyek (34%).

BonbHble nony4anu nedyeHue,
BKJIloYaBllee aHTUPUOPO3HbIE,
cocyaucTble, NPOTUBOBOCHANMN-
TellbHble N UMMYHOCYMNPECCUBHbIE
npenapaTtbl, G0ONbLWINHCTBO 13
KOTOpbIX GbINIO NpeaBapuUTesb-
HO anpobupoBaHO B npolecce
KPaTKOCPO4YHOro n AsiInTesibHoOro
KIIMHN4YEeCKOro NcrnblTaHN4.

WccneposaHmne nokasano, 4To
MPW KOMMJIEKCHOM Jle4eHun 5-net-
HAA BbDKMBAEMOCTb 6OJ'IbeIX CO-
ctaBnana 70%, 10-netHas — 60%
n 15-netHaa — 55%.

3/10Ka4YeCTBEHHbIE, HEYK/TOHHO
nporpeccupyolme popmbl 3a60-
NIEBAHNS C TSXKENOW CepaeyHo-ne-
ro4YHOW NaTofiorvel HabnoalTCa
y BONIbHbIX CO CTPECCOBbLIMU XN3-
HEHHbIMW CUTyaUUAMK, KOTOPbIE
NPOBOLMPYIOT BO3AENCTBME XUMN-
4Yeckux 1 Apyrux HebnaronpusT-
HbIX BHELLUHEeCPeaoBbIX (GakTopoB.
OnpepeneHHylo pojb UrpawT U
BO3pacCTHble pakTopsbI.

B oTHOLIEHUM 0BLWmMX PeKoMeH-
Jaunii naumeHTam uenecoobpasHo
n3beratb NCUXO3IMOLMOHANbHbIX
Harpysok, AJUTEeIbHOro BO34EN-
CTBUS xonoga v Bubpauum, co-
KpaTuTb NpebbiBaHME Ha COJHUE
n B conapun. Ons yMeHblUeHUs
4aCTOTbl U MIHTEHCUBHOCTW MPUCTY-
NnoB BasocrnasmMa PeKoMeHayeTcs
HOCUTb TEMNYIO OOEXaY.

— BepHO nu, 4TO NneyeHue
OoNbHbIX cKJilepoaepMuein Mo-
XeT ObiTb YyTb JIU HE MOXU3-
HEeHHbIM?

— [a, n Takoe nevyeHne BbI3BaHO
CNOXHbIM MaToreHesom 3abone-
BaHWs, TPeOYIOWMM COYeTaHHOIO
MCNONb30BaHUS aHTUDUOPOSHLIX,
VMMYHOMOAYMPYIOLMX, MPOTMBO-
BOCMaNNUTENbHbIX, COCYAMCTbIX
n apyrmx npenaparos. [oatomy
HeobXxoaMMO ANUTENIbHOE NeYeHne
00JIbHbIX, KOTOPOE, AENCTBUTENb-
HO, SIBNSIETCS MHOMOSIETHUM, @ UHO-
roa v NOXM3HEHHbIM. 3 lWnpokom

npoctarnaHanH E1, ona neyeHus
OO0JIbHbIX C reHepasn3oBaHHbIM
CUHOPOMOM PelnHO 1 TaxenbiMu
A3BEHHO-HEKPOTNYEeCKMMI nopa-
XXEHNAMUN KOHEYHOCTEN.

Llenb Tepanun — 3amegnnTb Npo-
rpeccupoBaHue 3aboneBaHus, 00-
OuTbCcs cTabunusaunm n perpecca
KJIMHNYECKON CUMNTOMATUKN. Bbl-
Oop cTpaTernn 1 TakTUKM 3aBUCUT
oT dopmMbl 6onesdHun (anddysHas,
NMMUTUPOBAHHAA, NepekpecT-
Hasi), TEMMNOB NPOrpPeccupoBaHus,
obuien aKkTMBHOCTK mnpoLecca,
Pa3BUTNA BUCLEPUTOB N UX NNOKa-
nmsauun.

Hanbonee akTtuBHada, nHorga
«arpeccuBHas» Tepanus npoBO-
OuTCs B nepeble roapl 3abonesa-
Hua (oT 3 go 5 net). 3artem oHa
B 3HA4YUTENIbHOW CTENEHU HOCUT
noagepXueawwmm, cumnToma-
TUYECKUN 1 peabunnTaunOHHbIN
XapakTtep — Kak B OTHOLWeHnn 003,
Tak 1N BCEro KoMrekca nevyeHus.

CucteMHylo ckneponepmMmuio
Hepenko Ha3blBaldT OAHOW N3
VHTPUTYIOWNX MEOULNHCKUX WU
ouonornyeckux npobnem, na-
y4eHne KOTOPOW OTKpbIBAET BCE
HOBbIE N HOBbIE MPaH MEXaHN3MOB
dunbposoobpasoBaHusa, cocyam-
CTOW 1 MeMOpaHHOW naTonoruu,
B3aMMOCBSA3M MMMYHHbIX, COean-
HUTEJIbHOTKa@HHbIX 1 MUKPOLUMPKY-
NIATOPHbIX HAPYLLUEHUI, YTO UMeeT
OBOLLIEK/TMHNYECKOE 3HaYeHune.

Heckonbko nocnegHmMx neT Haw
MHCTUTYT peBmaTtonormm Obin
MHTErprupoBaH B paboTy Mexay-
HapPOOHbIX OpraHn3aLmi rno nay4de-
HWIO CUCTEMHOW CKJIEPOAEPMUN, B
yacTHocTn EBponerickon nurn no
6opbbe ¢ peematuamoM (EULAR),
y4acTBysi B pa3paboTke Hay4HbIX
npoekToB. O6beaANHEHHbIE YCUNns
YHYEHbIX MHOIMMX CTPaH NMo3BOJINN
Oonee peTanbHO U3Y4YUTb «CO-
BPEMEHHOEe NM1L0» CUCTEMHOTO
ckneposa, rnybxe MNPOHUKHYTb
B MEXaHW3Mbl natoreHesa u Ha-
MeTUTb NpuHUMnmManbHO HOBblIE
HanpaBfieHUs B NIe4EHUN 3TOro
Tskenoro 3abonesaHus. B 2009 .
EULAR npepnoxwna pekomeHaa-
LMW MO JIEYEeHUIO, B OCHOBY KOTO-
pbIX IEFr MUPOBOW OMbIT NPUMEHE-
HUNA NeKapCTBEHHbIX npenapatoB
NpM CUCTEMHOWN CKIEpPOAEPMUN.
OTn pekoMeHZauMn Nocnyxart Ton
nyTeBOAHON KapToW, cOornacHo
KOTOPOW Bpay HaMeTuT npaBusib-
HbI NyTb NpY BbIBOPE NeYeHns B
KaXk[,0M KOHKPETHOM Clly4ae.

Beceny Bena
Taresna KY3UB,
Kopp. «MI'».

HA CHUMKE: cuctemHas ckne-
poaepmua BONU3N.



