LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

CucTeMHbIN CKnepos
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M34.9 - AccoumaLimga OeTCKUX peBMaTonoros

CHCTEMHbIN CKNEPO3 — PeaKoe MyNbTUCUCTEMHOE 3aboneBaHVe COeaNHUTENBbHOW TKaHW y AeTeN C YNNOTHEHNEM
KOXW, BaCKynonaTuemn 1 BO3MOXHbIM MOpaxXeHWeM NuLeBoaa, nerkix, cepua v novek. PekomeHgaums
NocBsiLLeHa NoATBEPXAEHWIO ANarH03a, OLLEeHKE aKTUBHOCTU 1 OPraHHbIX OCOXHEHWI, NEYEHUIO U ANUTENBHOMY
HabNOEHNIO OeTen; KIKYEBOW NPUHLMM — HaUMHATL NaTOreHETUYECKYIO TEPanmio Nocne NonHoro
o6cnenoBaHus U UCKNIOYEeHWA MHOEKLLMM 1 OHKONOrMYeCKmnx 3a6oneBaHum.

FnaBHOe

+ Havnbonee 4acTble OpUMEeHTUPLI A1 CUCTEMHOMO CK1epo3ay pebeHka — CMHAPOM PernHo, No3TanHoe rnopaxeHune
KOXM OT OTeKa K UHAypaLmmn 1 aTpodun, TeNeaHrnakKTasum, OMruTanbHbie 93Bbl, KOHTPAKTYPb! M MPU3HaKK
nopaxeHusa NULEeBoaa, Nerkux, cepaua unm nodek. CuHApPoM PenHo BbigBRAeTCS y 75-78% NaumeHTOB 1 MOXET
npeawecTBoBaTb APYrMM NPOSABNEHNAM Ha MECALLbI UM FOAbI.

Mpw aKTMBHOM 3a60MEBaHNM LLEMNb NEYEHUS — KIIMHWYECKas PEMUCCUS UMM MUHUMarbHas akKTUBHOCTb:
YMEHbLLEHWE CUMMTOMOB, CTabUNN3aLMA KOXW, OTCYTCTBUE G0 MUHUMATNBHOE NOPaXeHUe BHY TPEHHUX OpraHoB,
ynyylleHve nabopaTopHbIX MOKa3aTenen 1 0TCyTCTBUE NPOrpeccMpoBaHUs OCNOXHEHWI. Tepanuio KOPPEKTUPYOT
[0 [OCTUXEHWUS 3TOW LLENW, 3aTEM NMOCTOSIHHO KOHTPONMPYIOT €€ COXPaHeHMe.

[lo 3aBepLueHWs NOMHOro NabopaTOPHO-NHCTPYMEHTalIbHOrO 06CNEA0BaHMA 1 UCKITIOYEHNSA OHKONMOrNYECKUX U
OHKOreMaTonornyeckmx 3abonesaHnin Henb3a HasHavaTb MOKOKOPTUKOM L], UMMYHOAenpeccaHThl, MBI,
TOPaLMTUHMO UNK ynaaaunTUHNG. (yoaos, YYPC)

Mpw Nero4YHon apTepuanbHON MNePTEH3UM PAHHUM MPU3HAKOM MOXET BbITb M30MMPOBAHHOE CHUXEHWE
AMPHEDY3MOHHOM CMOCOBHOCTYM NErkux MeHee 60% OT LOMKHOM BENMUMHBI; LOCTOBEPHO NOATBEPAUTb AMArHO3
MOXHO KaTeTepusaLven NpaBblx OTAENOB CepALLA NP AaBNEHUU B IEFrOYHON apTepun 6oree 25 MM PT. CT. B NMOKOE.

CknepoaepMryecKunii NoUYeYHbIN Kp13 — HEOTIOXHOE OCMOXHEHME: BHE3aMnHasd OCTpas noyeyHas
HEeLOCTaTOYHOCTb C BLICTPO NPOrPECCUPYIOLLEN, NOTEHLLMANBHO 3/T0KaYECTBEHHOW apTepuansHOM rmnepTeH3nen.
OH HabnofaeTcay 2-5% Oetem C CUCTEMHbIM CKNEPO30M; NETanbHOCTb B TEKCTE yKa3aHa kak 40-50%.

Kanunnsapockonuio HOrTeBoro /10Xa NpoBOAAT BCEM NaLMEHTaM ANA OLEeHKM MUKPOLMPKYNALMK, METOL UMeeT
YOO 2w YYP A. Ing paHHen cTaammn XxapakTepHbl eAMHUYHbBIE reMopparim U HEBObLLIOE YNCIO PaCLUMPEHHbIX, B
TOM YMCNE MMIraHTCKUX, KarnuniapoBs Npu OTHOCUTENbHO COXPaHHOM pacrpeneneHmmn 1 6e3 ABHOro CHUXEHUA
NAOTHOCTW. [1NA NO3AHeN CTaumn XapakTepHbl Ae30praHM3aLms CETH, aBacKyNAPHbIE NONs, KyCTOBUOHbIE
Kanunnapbl v BblpaXXeHHOe CHXEHWE NNOTHOCTW Kanunnsapos.

Ha d®oHe Tepanum MBI n/vnn ntMMyHoAenpeccaHTaMu Heo6xoAMMO CObNtoAaTb OHKOHACTOPOXEHHOCTb Ha
MoboM 3Tare neveHuns. MNpu NoA03pEHMN Ha OHKOMOMMYECKOE, OHKOreMaTonornyeckKoe nnm
numoonponudepaTtmsHoe 3abonesaHne MMMyHoaenpeccaHT/I VBl HeMeaneHHO OTMEHSAIOT U FOCNUTann3npyoT
nauvenTa. (YOO 5, YYP C)

OunarHocTuka

1. CobepuTe %anobbl M aHamMHe3: an130abl No6neAHeHWSs, LitaHO3a M MOKPaCHEHWS NasbLLEB NOCNe X0noaa Unm
CTpecca, YNNOTHEHME KOXW, 53Bbl, Ancharuio, U3Xory, OAbILLKY, Kallenb, CnaboCTb, apTpanriu, MblLLEYHYIO
cnaboCTb M HapyLeHUs CTyna. YTOUHUTE aHaMHe3 3a60neBaHus, XM3HW, HaCNeACTBEHHOCTU, NHDEKLLUI,
MPVBMBOK, MHCONSALWMW 1 paHee NomnyYeHHbIX MIHoKOKOPTUKOWMAOB W aHTMbakTepuanbHbx npenapaTos. (YOO 5,
YYPC)

2.poseanTe obcrnenoBaHe B peBMaTONOrMYECKOM CTaLMOHape: OLEHUTE ObLee COCTOAHME 1 TeMnepaTypy,
OCMOTPUTE KOXY, BbIABUTE CTaAMWM OTEKA, MHAYPALMU U aTPODUM, TENEAHMNIKTa3NW, KanbLMHAaTbI, AUrUTanbHbIEe
13Bbl M NPU3HaKK cuHApoMa PernHo. iccnenymTe cepaLe v cocyabl, nerkue, XKT 1 MoueBblAEUTENbHYIO CUCTEMY,
“3MepbTe apTepuasnbHoe AaBNEeHMe, OLEHUTE CYCTaBbl, MblleYHYIO Cuiy 1 noxoaky. (YOO 4-5, YYP C)

3. Ha3HaubTe 06LWmMIM aHanm3 KpoBW, Koarynorpammy, bBUoXMmMnyeckue nokasatenm ¢ KpeaTuHUMHOM, MOYEBMHOWN,
3NeKTponuTamu, neveHouHsIM1 depmeHTamm n KOK, pacuet CK® no ¢opmyne LLisapua, C-peakTuBHbIV 6enok,
UMMYHONO6YMHBI, OBLLMI aHaNM3 MOYM 1 aHann3 Moun No HeunnopeHko. Ansg BepudurkaLmm anarHo3a
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nccnenynTe aHTUHyKneapHble, aHTU-Scl-70, aHTULLEHTPOMEPHbIE U IPYTUe YKa3aHHbIe ayTOaHTUTenNa, a Takxe
dpakumm C3 1 C4 komnnemenTa. (YOO 4-5, YYP C)

4. MpoBeaunTe kanunnapockonuio, KT, axokapamorpapuio, UccnefoBaHUe OblxaTeNbHbIX 06bEMOB M MOTOKOB,
KomrnexkcHoe Y3W BHyTpeHHux opraHos, 3N C, nuiesoaHyto MaHomMeTputo U KT opraHos rpyaHov nonoctu. o
KIIMHUYECKMM NOKa3aHWAM JobaBbTe UCCnefoBaHus cyctasos, OMI™ nnv MPT MblLLILL, BUOMCUIO KOXW TMBO MOYKW.
(vyOo2-5,YYPA-C)

5. [1na ycTaHOBNEHUS I0BEHWUNBHOIO CUCTEMHOMO CKNepo3a y nauveHTa mnagiie 16 netT Heo6xoaMMo coyeTaHme
60/IbLLIOrO KPUTEPUSA — NPOKCUMaNbHOM CKNEPOAEPMbI UK MHAYPALLN KOXM — MUHUMYM C ABYMS 13 20 Manbix
Kputepues. K MarnbiM KpUTEPUAM OTHOCATCH NPU3HaKM NOpPaxeHns Koxu, cocynos, XKT, cepaLa, noyek, nerkux,
HEPBHOWM CUCTEMBI, KOCTHO-MbILLIEYHOW CUCTEMbI U CNELIMPUYEcKne ayToaHTUTena.

6. [lo Havana NPOTMBOPEBMAaTUYECKOM Tepanmn UCKIIIOUNTE COCTOSHMSA C MOXOXMM YNIIOTHEHWUEM KOXM U
CUCTEMHbIMU MPOABNEHNUAMM: IOBEHWUNBHbBIV MAMONATUYECKUI aPTPUT, FOBEHWUITbHBIM AEPMaTONONMMUO3NT,
AMOPY3HBIN 303MHODUNBHBIN GacLMKT, cknepenemy byuike, MynbTUdoKansHbIN GUBPO3, NapaHeonnacTUYeCKyo
CKNepoaepMuIo, NMCEBLOCKIEPOAEPMUIO, MPOrepuio, GEHWUIKETOHYPHIO 1 MaHCKNepoTuyeckyto mopdea. (YOO 5,
YYPC)

INNeueHue

 Ha aTane o6cnenosaHusa Npy HeyCTaHOBNIEHHOM AnarHo3e AonyCcTuMbl ToNbko HIMBI Ang KoHTpona 601
nmxopanku. B TekcTe yka3aHbl: anKnodeHak geTam ctapuue 6 net 0,5-3 Mr/kri/cyT.; Humecynug ctapiie 2 net 1,5 Mr/
Kr B 2-3 npuema, He 6onee 5 Mr/kri/cyT., ctapwe 12 net 3-5 Mr/kr/cyT.; Menokcukam ctapue 2 net 0,125 Mr/kr/cyT.,
cTapue 15 net 7,5-15 Mr/cyT.; ubynpodeH ctapiue 3 Mecaues Ao 30 Mr/kr/cyT. 8 3-4 npuema. (YOO 4-5, YYP C)

Npv aKTMBHOM CUCTEMHOM CK/1epO3€ C MPOrpeccHpyowmnmM AMPOy3HbIM MOpaxeHnem KOXn, CePO3UTOM,
MWO3UTOM, MHTEPCTULIMANBbHBIM NOPaXeHWeM nerkux, peppakTepHbiM CUHOBUTOM UMM TEHOCUHOBUTOM Ha3HayaroT
npeaHU30M0H NN METUNNPEAHU30M0H BHYTPb 0,5-1 Mr/Kr/cyT. 4O KNMHWUYECKOro addekTa, 06bl4HO 1-3 MecsaLa u
nonble, 3aTeM cHuxatoT Ao 0,1-0,2 mr/kr/cyT. lo3bl 6onee 0,3 Mr/Kr/cyT. MOryT MPOBOLLMPOBaTh
cknepoaepmmuyeckoe nopaxeHue nodek. (YOO 5, YYP C)

[P BbICOKOW aKTUBHOCTU UKW XXU3HEYMPOXAIOLLMX CUCTEMHbBIX NPOSABIEHUSAX BO3MOXHa NyNbC-Tepanus
MeTunnpeaHn3onoHoM 10-30 Mr/Kr BHYTPMBEHHO 3a BBEeHWe B TeueHune 3 OHewn, Npy HeObXOAMMOCTHN — 5 OHen
noapsa. (YOO S5, YYPC)

IMpw NOpaxeHUn KOXKW, 0COBEHHO Ha paHHen CTaauu, a Takxe Npu coveTaHUm MMONaTUYECKOro U CYCTaBHOIO
CWHOPOMOB Ha3HavaloT MeToTpekcaT 15 Mr/M2 NogKoXHO 1 pa3 B Heaeno nnu mukopeHonata Mogpetrn 1000-1500
Mr/M2/CyT. BHYTPb B 2 npuema; cpefHasd pa3osas no3a — 600 Mr/m2, MakcumanbHas — 1500 Mr 2 pa3a B cyTku. [pu
nprvemMe MeToTpekcaTa 406aBNA0T QONMUEBYIO KUCNOTY 1 M eXeHEBHO, KpOMe AHSA MeToTpeKkcaTa, Unn 2,5 mr 1
pa3 B Henento. (YOA5, YYPC)

Mpu HTEPCTULIMANTBEHOM NOPaXeHUW Nerkux, anbBeonuTe U/unm nopaxeHnn cepaeyYHO-COCYANCTON CUCTEMDI
npUMEeHAIoT Lmknopocdammna sBHyTpreeHHO 500-1000 Mr/m?2, MakcrManbHo 1, exeMecsayHo 3-6 MecsLEes B
CoYeTaHUn C rMoKOKoOpTUKOMAAMU. [NA CHUXEHUS YPOTOKCUHYHOCTHU MECHY BBOASAT B 403€ 240 Mr/m2 nnn 209 003bl
uMKnopochammaa oqHOBPEMEHHO C HM M Yepes 4 1 8 yacoBs nocne nHeyaumu. (YOO 4-5, YYP C)

PuTtykcnmab npumeHsitoT Kak I'MBIN nepBoro Bbl6opa npw BbICOKOW aKTUBHOCTU, a Takke Npu HeaddekTMBHOCTN K B
COYETaHUN C METOTPEKCATOM, UK MUKODEHONaTa MODETUNOM, NN LnkKnopochammnaom, Moo npu
HEeBO3MOXHOCTW Tepanuu Limknopochammnaom: 375 Mr/mM2 BHyTpMBEHHO 1 pa3 B Hedento 4 Heenv noapsaa B
COYETaHNN C METOTPEKCATOM NN MUKOPeHoNnata ModeTUIoM. NMOBTOPHbIE KypCbl 13 4 MHDY3MM NpoBOAAT 1 pa3 B
22-24 Henenv Npy COXpaHSItoLLEeNCs akTUBHOCTY C y4eToM ocroxHeHwin. (YOO 5, YYP C)

Mpw cMHOpPOME PENHO C HeKPO3aMK, FraHrPEeHOM UM MOPaXeHWeM HEPBHOW CUCTEMbI annpocTaani BBOAAT
BHYTPWBEHHO 6 HI/Kr/4 ABaX bl B CYTKN HE MeHee 2 YacoB B TeueHue 14 OHel, 3aTeM 3 HI/Kr/J ele 3 OHS,;
BBeLileH1e NpoBOAAT NoA kKoHTponem OKI. [1na BazoaunaTaumm npy CUHOpoMe PenHO NCMOMb3YIoT HUDEONMUH UNn
amnoaunumH no 1,25-7,5 Mr/cyT. nofd KOHTposieM apTepuanbHoro aaenenus. (YOO 4-5, YYP C)

[pW NOpaxeHUn NOYEK C apTepuanbHOW rMnepTeH3nen HasHavaoT UHFMEUTOpP AN MK aHTaroHUCT PeLLenToOpPoB
aHrnoteHsuHa ll. MNpw cuHapomMe PernHo, Hekpo3ax U raHrpeHax C NerovYHom rmnepTeH3nen npyu HeaddekTUBHOCTH
610KaTOPOB KanbLMeEBbLIX KAHANOB 1 annpocTaanna UCnonb3yoT 603eHTaH: npu Macce 10-20 kr — 31,25 mr 1pa3 B
CYTKW 4 Hepenw, 3aTeM 31,25 Mr 2 pasa B cyTku; npu 20-40 kr — 31,25 Mr 2 pa3a B CyTKM 4 Heenu, 3aTtem 62,5 mr 2
pasa B CyTKu; Npu Macce 6onee 40 kr — 62,5 Mr 2 pa3a B CyTKM 4 Heaenu, 3aTemM 125 Mr 2 pasa B cyTku. (YOO 4-5,
YYPC)

LLikona CeyeHoBa - WkonaceyeHosa.pd/cr/1005 - yuebHasa BbiXMMKa, CBEPANTECH C OPULIMaTbHBIM TeKCTOM KP 213



Korpa HanpaBuTb ¥ KaKk HabnoaaTb

« [Tp1 NOOO3pPEHNM Ha CUCTEMHBIN CKNEPO3 ANarHOCTUKY, ANddepeHLnanbHy0 AMarHOCTUKY U HasHaueHne
MPOTMBOPEBMATUYECKON Tepanum NpOBOAAT B PEBMATONOMMYECKOM CTaumnoHape. (YOO 5, YYP C)

« [MauneHTa C yCTaHOBMNEHHbIM AMarHO30M FOCMNUTaNU3npyoT B peBMaTONOryeckoe oTaeneHne npy o60CTpeHmnm
WM OCNOXHEHWAX BONE3HN, CONYTCTBYIOLMX 3ab60NeBaHUAX, MOBOYHbLIX IPdEKTaxX UM CTOMKON HENEPEHOCUMOCTH
MBI nnu uMmMmyHooenpeccaHTa.

« [Tp1 MOOO3pPEHNM Ha OHKOMOrMYeckoe, OHKOreMaTonornyeckoe unm numeonponudpepatmeHoe 3abonesaHne
VMMYyHOAEnpeccaHT unu M BIM HemMeaneHHO OTMEHSIIOT U FOCMIMTANM3MPYIOT NaLmeHTa ans obcnegosanHus. (YOO 5,
YYPC)

« [1py NOAO3PEHUMN UMW PA3BUTUM MHEBMOHUU HYXXHa 3KCTPEHHAadA rocnuTanu3aums; UMMyHoaenpeccaHT v Bl
BPEMEHHO OTMEHSAIOT, a paHee HasHauYeHHbIe NepoparnbHbIe MKOKOPTUKoMdb NpodomxatoT. (YOO 5, YYP C)

* [py debpurbHON HEUTPOMNEHUM C aBCOMIOTHBIM YMCNOM HeNTpodunos MeHee 1,0 x 10%/n1 Heobxoanma CpoyHas
rocnuTanv3aums, BHyTPMBEHHbIE CUCTEMHbIE aHTUBaKTepuanbHble NpenapaTsl  unrpacTum 5-10 MKF/Kr/CyT.
noakoxHo. (Y445, YYP C)

YacTble BOMNPOChHI

Kakne KpUTEepuUn no3BonAa0T yCTaHOBUTb OBEHMWMbHbIA CUCTEMHbIN CKﬂep03?

Y naumneHTa MnaaLwe 16 neT Hy>Hbl MPOKCMMarnbHas CKnepoaepMa Unu nHAypaLms KOXu 1 Kak MUHUMYM ABa 13 20
MarnblX KPUTEPUEB: COCYANCTbIE, KOXHbIE, OPraHHbe, KOCTHO-MbILLEYHbIE, HEBPONOrNYECKUE U UMMYHOMOrMYeckme
MpU3HaKMy.

Kakune nabopaTopHble nccnegoBaHus NpoBoAsAT Nepea HasHaYeHNEM U KoppekLmen NpoTMBOpEeBMaTUUECKON
Tepanuun?

MNepen HasHayYeHneM/KoppeKLLMen NPOTUBOPEBMATUYECKOM Tepanimm BbiMOMHAOT OBLLMA aHaNM3 KPoBy,
Koarynorpammy, bUoOXMMmnyeckme nokasaTenm C OLLEHKON QyHKLMKM NedeHn 1 noyek, C-peakT1BHbIN 6enok,
UMMYHOMNOBYNMHbI, 8y TOAHTUTENAa 1 KOMMNEMEHT, OBLLMI aHann3 MoYu 1 aHann3 Movun No HeunnopeHko. Takxe
NPOBOAAT NPO6LI Ha Ty6epkynes 1 NabopaTopHbIN MHOEKLIMOHHLIV CKPUHWHT, YKa3aHHbIM B pa3aene.

Kak BecTu naumeHTa ¢ CMHAPOMOM PeinHo?
[na BazoaunnaTaummn NpUMEHSIOT HUPEeaUNUH U aMnoannuH 1,25-7,5 Mr/cyT. nod KoHTponem Al; BO3MOXHO

COYeTaHue C aMnMpuaamMonom 5 Mr/kr/cyT. B 2-3 npuema nnm neHTokcndunniamHom 15-100 Mr/cyT. Mpu Hekpo3ax,
raHrpeHe Unm NopaxeHu HePBHOM CUCTEMbI UCMOMb3YIOT BHY TPUBEHHbIM annpoCTaamn Mo yKa3aHHOW CXeMe.

Korpa BpeMeHHo oTMeHATb TMBI nnn utMMyHoaenpeccaHT 13-3a LMToneHnn?
Mpwn abcontoTHOM uncne Hentpodunos MeHee 1,0 x 10°/n n/nnn TpomboumTax MeHee 100 x 10°/n1 npenapat OTMEHSAIoT

M MOBTOPSAIOT OBLLMIM aHanM3 KpoBuW Yepes Heaento. [MNpu HenTtpodunax oT 1,0 4o MeHee 1,5 x 109/n nnn TpomMboLmTax oT
100 oo MeHee 150 x 1092/n neyeHne Takxe BPEMEHHO MPUOCTaHaBNMBAIOT Ha 7 OHEW U KOHTPOUPYIOT aHanu13.

Kak yacTto HabntoaaTb pebeHka nocne Havyana unu Koppekumm tepanmm?

B cTaumoHape adPeKTUBHOCTL M 6€30MacHOCTb OLLEHMBAIOT Yepes 3 1 6 MecsLLEB NOCNe Ha3HauYeH1s Tepanim, 3aTem
Kaxnaple 6 MecsiLieB. AMBYNaTOPHO NMocrne Hadana Uy KOpPekLLMM eYeHnst OCMOTP PEBMATONOra MpOBOASAT He pexe 1
pasa B MecsiL, a nocrne AOCTUXEHUS PeMUCCUN — He pexe 1 pasa B 3 MecsiLa.

BbIXu1MKa caenaHa no TeKCTy pekoMeHAaLmMmn U He 3aMeHsieT ero. MonHbI odULManbHbIi TEKCT, KabKyNATOPbI 1 COKPaLLEHHaa BEpCUs:
https://iukonacedeHoBa.pd/cr/1005-sistemnyj-skleroz. OdpuLmManbHbIM UCTOUHKK: https://cr.minzdrav.gov.ru/preview-cr/1005_1

LLikona CeyeHoBa - WkonaceyeHosa.pd/cr/1005 - yuebHasa BbiXMMKa, CBEPANTECH C OPULIMaTbHBIM TeKCTOM KP 313



	Системный склероз
	Главное
	Диагностика
	Лечение
	Когда направить и как наблюдать
	Частые вопросы


