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Pecpepat. OnucaH criyyait CUCTEMHOW CKMNEepoAepPMUN Y XKEHLLUMHLI 45 neT, npeacTaBneHbl TPYAHOCTU AMarHOCTUKK,

noabop 6a3ncHOro rfeveHus.

Knroyeesnle cnioga: onucaHve cny4asd, cucteMHasa ckrnepogepmus.

SYSTEMIC SCLEROSIS

(the clinical case in rheumatologal practice)
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Abstract. The author reports the case of systemic sclerosis at the woman is described 45 years, are presented difficulties

of diagnostics, selection of basic treatment.
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C UCTEMHAsI CKNepoAepMUs paccmaTpuBaeTcs B
HacTosLLee BpeMsi Kak ayToMMMyHHoe 3abone-
BaHWE COEAVHUTENBHOW TKaHW C XapaKTepPHbIM nopaxe-
HWEM KOXW, COCYOB, ONMOPHO-ABUraTENbLHOrO annapara u
BHYTPEHHUX OpraHoB (nerkve, cepaLe, NULEeBapuTenbHbIN
TpakT, NOYKM), B OCHOBE KOTOPOrO nexaT HapyLUueHus
MUKPOLIMPKYNALUN, BOCMAnNeHne 1 reHepanv3oBaHHbIN
dnbpo3s [1]. K HacTosilLeMy BpeMeHU aTUOMNOrMsa 1 narto-
reHe3 cuctemHon cknepogepmun (CCL) HegocTtaTovHO
n3yyeHbl. B pas3sutum n opmmupoBaHmm 3abonesaHus
npegnonaraeTcst y4actue reHeTUYECKNX, UMMYHHbIX, HEW-
PO3HAOKPUHHbIX, @ TaKKe NCUXOCOLManbHbIX U CPEAOBbIX
bakTopoB [2]. HecmoTps Ha 3TO, paHHAS AnarHOCTUKa 1
afekBaTHasa Tepanvs B 3HAYUTENbHOW CTENEHU onpeae-
NAT 3PPEKTUBHOCTb NEYEHUSA U MPOrHO3, 0COBEHHO
npu 6eicTponporpeccupytoLen anddysHon CCLA [3, 4, 5].
JleyeHve Bcerga HasHayalT MHOMBUAYArNbHO, B 3aBUCK-
MOCTW OT KIUHUYECKOW hopMbl U TeHeHns 3aboneBaHus,
XapakTtepa 1 CTEeMNeHU BbIPAXEHHOCTU ULIEMUYECKUX U
BUCLIEpanbHbIX NopaxkeHun [6]. HaceneHne Tepputopuum,
KOTOpOEe Mnory4yaeT cneuuanu3mpoBaHHy0 peBMaTonoru-
Yyeckyto nomolLlb B PeBmatonormnyeckom otaenenum Mpu-
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MOPCKOW KpaeBow knuHuyeckon 6onbHuubl Ne 1 (MKKB
Ne 1), coctaBnsieT 6onee munnuoHa yenosek. B 2009 1. B
oTaeneHun nponeyeHo 40 yenosek ¢ gunarHosom CC[L, n
CcpenHuin KoMKo-AeHb UX NpebbiBaHusa coctasun 14,4. Co-
otBeTcTBeHHO B 2010 . — 61 yenoBek 1 13,8 Konko-gHen,
B 2011 r. — 66 yenosek n 14 konko-gHen. Vicxogsa ns pac-
NpoCTpaHeHHOCTN 3aborieBaHus], Bpay 00LLEN NpaKkTUKK 3a
BeCb Nepuop CBOel AenTeNbHOCTN HabnoaaeT B cpegHeM
oavH criydan CCL. Taknum 06pa3oM, ocTaeTcsi akTyarnbHON
npobrnema paHHen OMarHoCTUKM CUCTEMHOW CKrepoaep-
MUM U NpaBuUiibHas OLEHKa KIMHUYECKUX MPOSIBIIEHUN
3aboneBaHnsi B peBMaToNIorMyeckor npakTuke.

lMpueodum onucaHue co6cmeeHHO20 Habsrode-
Husl.

BonbHasa A., 47 neT, BnepBble NOCTynuria B peBMaToso-
rndeckoe otaeneHue NMKKB Ne 1 28.03.2012 r. ¢ xxanobamu
Ha 60MM MexaHN4eCKOro puTMa B MESKNX CycTaBax KUCTEN.
Mpunyxnoctb NMM®C kncren, Gonblie cnesa. Hanuuve
KOHTPaKTYpbl C MOMHbIM OTCYTCTBUEM ABMXeHWU B |, Il 1
Il nanbuax knucten. KanbunMHO3 MArkMx TkaHer B obnactu
kncten n cton. KoxHbl 3yd. PacnpocTpaHeHHble apute-
MaTo3Hble, LUenyLalmnecs BbICbIMaHUs Ha TyNoBULLE U
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KOHEeYHOCTAX. 3aTpyAHeHne OTKpbIBaHMSA NOMOCTW pTa.
CyxocTb Bo pTy. [lonepxmBaHue TBepAON N1LLEN BO BPEMS
enbl. Vaxory. Ogpilky npy dom3nyeckon Harpyske. 3amno-
pbl. 3 aHamHes3a 3aboneBaHns BbIICHEHO, YTO cYMTaET
cebs 6onbHoM ¢ 2005 r. Nocne amoumoHanbHOro cTpecca
cTan 6ecrnokonTb apTpUT C NopaxeHvem 1 nanbLa npaBon
KMCTU, obpatunack K XMpypry B MOMUKIMHUKY MO MECTY
XutenbcTBa. Bpay HasHaumn mectHoe neveHue. Yepes
1 Mec BCKpbINUCb 2 06pa3oBaHUsA Ha nanbuax ¢ 6enbiM
OoTAensieMbIM, a apTPUT CaMOCTOATENbHO pa3peLunncs.
[MocTteneHHo ccopmmpoBanack KoHTpakTypa. B 2006 r.
peunavB apTputa c NoOpaKeHNEM MESKNX CyCTaBOB KUCTEN
1 (POPMUPOBAHNEM KanbLMHATOB MSTKMX TKAHEN KUCTEN
1 cTon, K Bpadam He obpawanack. C 2007 r. ctana bec-
NMOKOWTb OAbILLKa NPV YMEPEHHON hn3nyeckon Harpyske.
C anuBaps 2010 r. peunanBUpYIOT apTpUThI C MOPaXEHNEM
MEMKMNX CyCTaBOB KUCTEWN U CAMOCTOSITENbHBIM BCKPbITUEM
KarnbLMHaTOB, CTara OTMeYaTb NOsIBIIEHNE CKINafoK BOKPYr
pTa ¢ (hOpMMPOBaHMEM CUMMTOMA «KUCETa» C 3aTpyaHe-
HMEeM OTKpbIBaHUA pTa, NonepxvBaHue TBEPAOW MULLEMN,
nepuoguyeckun 6ecnokouna nsxora. B Hosiope 2011 1. no
NnoBOAY BCKpbIBAKOLMXCA KanbLMHATOB 1 obpa3oBaHus
A3B B obnactu kucTten obpatunace K gepmartonory. beina
HanpaBneHa Ha KOHCyrmnbTauumio K peemartorory B Kpaeyto
KOHCYNbTaTUBHYIO NMOMMKIUHKKY. [ocnutanmanpoBaHa B
peBMaTonornyeckoe oTaeneHne Ansi KOMMIeKCHoro o6-
cnepoBaHue 1 pas3paboTku NporpamMmmbl 6asnMcHON Tepanuu.
M3 aHamHesa: BupycHble renatuTbl oTpuuaert. Tybepkynesa
He ObIno. KoxxHo-BeHepuyeckme 3aboneBaHns: NepBUYHbBIN
cncounmc B 1998 1. ¢ nomnHbIM M3nevyeHnem. CaxapHbii
nunabeT oTpuuaet. Annepronormyecknin, Ss3BEHHbIA U OH-
KOINOrM4ecKmin aHamHe3 He OTSroLLeHbl. ApTepuanbHas rv-
NepToHWS He perncTpupoBanacs. 1o npodeccun — cryxa-
wasi. [laHHble 06bEKTUBHOIO OCMOTpPA: 00Llee cCocTosHMe
ypooeneTBoputenbHoe. Co3HaHue scHoe. TernocnoxeHune
npaeurnbHoe. [TaHne HopmarbHoe.

KoxHble nokpoBbl: guddysHaa runepnurmeHTaums,
pacnpocTpaHeHHble 3yasiliye apuTemaTosHble, wenyLia-
LuMecs BbICbiNaHMsA B 06racTy X1BOTa, CMUHbI, BEPXHNX 1
HVXKHUX KOHEYHOCTSIX, CYXOCTb KOXM, Ha XunBoTe, begpax
Koxa ynnoTHeHa. lNMepudepundeckne numdoyanbl He
nanenupytTtcd. Npu ayckynbTaumm ObixaHue Be3uKy-
napHoe. Xpunos HeT. YOO — 17 B 1 MuH. ToHbI cepaua
npurnyweHsl, putMmyHble. YCC — 80 B 1 MuH. Mynbc —

80 ya/MVH yaoBneTBOPUTENBHOMO Ka4ecTBa, MPaBUmbHbIN.
Al 120/80 mm prt.cT. [Mynbcaums Ha nepudepmnyeckmx apte-
pusIX KOHEYHOCTEN coxpaHeHa. LLlymoB Ha COHHbIX apTepu-
SIX HET. A3bIK YMCTbIN, BNaXHbIN. >KNBOT NpaBunbHom dop-
Mbl, P Nanbnauum MArknii, 6e36onesHeHHbIN. NeveHb He
nanbnupyetcs. CeneseHka He nanenupyetcs. CumnTom
NoKona4ynmBaHus B MOACHWYHOW 0bracTv oTpuuaTenbHbIn.
CTyn HeperynsipHbii, opOpPMIIEHHbIV, MOYencnyckaHe
cBobogHoe, 6e3bone3HeHHoe. BbipaXKeHHbI KanbUnHO3
MSrKUX TKaHeN Knctewn n cton (puc. 1). NMonepeyHoe nnoc-
koctonve. OcTeonuna KoHueBbIX chanaHr. [JByCTOPOHHSS
crmbatenbHasi KOHTPaKTypa NPOKCMMAarbHbIX U AUCTarnb-
HbIX MexdanaHroBbix cyctaBoB |l—IIl nanbueB kucTen.
ATpodus, rMnepnmMrMeHTaLmsi KoXu 1 BblpaXKeHHbIN LaHo3
Kncrten. MHOXEeCTBEHHbIE TENneaHrnoaKkTa3num Ha nuue,
nepeaHen rpygHon cteHke. PagmanbHble CKNagku KOXU
BOKPYr pTa — CMMMNTOM «KuceTa» (puc. 2).

MpenBapuTenbHbIN AnarHo3: CMCTEMHas ckrepogep-
mus. OnddysHasa opma. XpoHnyeckoe TedeHme. AKTUB-
HOCTb 2-11 cTeneHn. CknepoaakTunms: KanbLmnHO3 MArKMX
TKaHen KUCTEW, CTOM, aKpOCTEONIN3 KOHLUEBbLIX dhanaHr.
®dunbposHasa crnbatenbHas KoHTpakTypa cyctasos [I—IlI
nanbueB Kucten. ATpodusa n runepnurMeHTaums Koxu,
TeneaHrnoakTasum, cMHaApom PeiHo 2-n cT. J3odaruT.
OunddyaHein nHeBmocknepos. OH 1-n ct. Muokapawvo-
cknepos3. XCH | ct., | dyHKumoHanbHoro knacca. HOC
IV dyHKUmMoOHanbHOro knacca. MNpoBegeH aHanM3 KPoBuU:
CO3 — 28 mm/v; mbpuHoreH — 4,4 r/n (2—4); dpak-
umn komnnumenta C3 — 98,7 mr/an; C4 — 15,85 mr/on;
kpuornobynuHel (Ha LIMK) — 0,006 en.; peBmaTomaHbIn
haktop — oTp.; cepornukong — 0,199 yc. eq. fpyrue 6uo-
XMMU4Yeckue aHanunabl 6e3 ocobeHHocTen. ObLWKMI aHanus
Moun: yaenbHbin Bec — 1025; peakuus kucnasi; anutenun
nnockum — 2—3; nenkounTbl — 2—3.

TumonoBas npoba — 8,16 en.; aHTUHyKNeapHbie
aHTuTena — otp.; aHTu-ScL-70 — otp. 3KI: cuHycosas
Taxukapana — 100 B MUH. YNbTpa3BykoBOe uUccCre-
[oBaHue ceppua. 3aknyeHue: aopTa, aopTanbHbI
KnanaH ynnoTHeHbl. [lonocTtn cepaua He pacluMpeHbI.
MvnepTpocumun, rmnokMHesa cTeHok HeT. CoKpaTUMOCTb
JIDK He HapyweHa. JIM-O. PeoBasorpadus KOHEYHOCTEN:
nyrnbCOBOE KPOBEHAMOMHEHWNE CHWXKEHO B Mpeannedybax
(cneBa — 42%, cnpaBa — 22%) n neson kuctn (20%)
3a CYeT rMnepToHyca CoCyoB, B HOPME B MPaBOW KUCTW.

Puc. 1. ATpocusi, runepnurmMeHTaumst Koxu, LMaHo3 KUCTemn
(6onbHas A.)
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Puc. 2. PagnanbHble KOXHble CKNnaaku BOKPYT pTa
(6onbHast A.)
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Puc. 3. PeHTreHorpadus kuctei 6onbHoM A.
B NPSIMOW NpOeKLMK

IMynbCOBOW KPOBOTOK B FOMIEHSAX M CTOMAaX 4OCTATOMHbIN.
BeHO3HbIN OTTOK He HapylleH. OnacTUYHOCTb COCYAOB
coxpaHeHa. Mpu KanunnspoCcKonMKn: BUAMMOCTb XOpOoLLUas;
doH 6rnegHbli. Kanunnspbl pacnonoxeHbl 6ecnopsiaoyuHo
B BUOE KOPOTKMX NeTenb, 3ansATbiX, U3BUTbI, CYXXEHbI,
7—38 B norne 3peHus. 3aknoyeHne: cnacTu4yeckoe CocTosi-
HWe KanunnspoB. Y3W opraHoB GpOLLHOM NONOCTM M Novek
6e3 ocobeHHocTen. PeHTreHorpadms opraHoB rpyaHoN
NnosiocTM B 2 NPOeKUMaX onpeaensieTcs npusHaky 6asanb-
HOro NHeBMocknepo3a. PeHTreHorpadust cton B NpsiMon
npoeKummn onpeaenseTcs BblpaXXeHHbIN KanbLMHO3 MSATKNX
TKaHel NpoKcMMarbHbIX dpanaHr nepBbIx NanbLes, 60nb-
e cnesa, MexdarnaHroBblx CycTaBoB U 4-11 AUCTanbHON
danaHrn crnesa. Ha peHTreHorpamme KucTel B Npoekumsx
onpeaensieTcs BblpaXXeHHbIN KanbLUMHO3 MATKMX TKaHen B
obnacTu 3anscTui, NACTHLIX KOCTeN 1 danaHr nanbues,
OTMEeYaeTCsl OCTEONN3 KOHLEBbLIX dhanaHr, crnbarenbHas
KOHTpaKTypa AByX nanbLeB KucTew (puc. 3, 4).

Takum 06pa3om, MHCTPYMeHTanbHbIMK U nabopaTtop-
HbIMM AaHHBIMM NpeaBapUTenbHbIN AMarHo3 NoATBEPXKOEH.
Monyyana neyenHve: amnogunud 2,5 mr 1 pas B AeHb BO
BHYTpb; AekcameTasoH 4 mr/mn no 6 mn 1 pa3 B geHb
BHYTPVBEHHO KanenbHo 3 oHsi; MeToTpekcaT 5 mr/mn 3 mn
1 pa3 B feHb BHYTPUBEHHO KanenbHo 2 AHs (no 15 mr B
Hen); omenpason 20 mMr 2 pasa B A€Hb BHYTPb; MEHTOK-
cucpunnvH 5 mn 1 pa3 B AeHb BHYTPMBEHHO KanenbHO
14 gHewn; npeaHu3onoH 15 Mr 1 pa3 B AeHb BHYTPb; aTtop-
BactatuH 10 Mr 1 pa3 B AeHb BHYTpb 10 oHew; donvesas
kucnota 5 mMr 1 pa3 B AeHb BHYTPb 2 AHA. Ha oHe npo-
BOAMMOTO Jfle4eHUs1 OTMEYaEeTCs JOCTATOYHO BblpaXkeHHast
NonoXuTenbHasa AMHaMyKa — YMEHbLUNINCL LIMPKYNATOP-
Hble paccTponCTBa, 6onM B cycTaBax, NCHE3NN A3BEHHbIE
nopaxeHusi Koxxu. bonbHas BbinucaHa Ha ambynaTtopHoe
JoreyvBaHue No MecTy XUTENbCTBA C peKoMeHAaLmMsaMu
Mo BEAEHUIO.

Takum ob6pasom, cucTeMHas ckrepoaepmMust ABnseTcs
[0CTaToO4HO peakMM 3aboreBaHeM, MOXET XapaKTepu3so-
BaTbCS ANUTENbHBIM NPOrPECCUPYIOLLMM TEYEHNEM, Ana-
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Puc. 4. PeHtreHorpachumsa cton 6onbHom A.
B NPSIMOW NpOeKLMU

FHOCTUKA KOTOPOro 3aTpyaAHeHa He4OCTaTO4YHbIM 3HaHUEM
OaHHOW NaTonorun Bpadyamm NepBMYHOIO 3BEHa.
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