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CKknepopaepmumAa (scleroderma, TeepaoKkoxue)
(OoT rpey. okAnpoc — TBepAbInN, + SEPUA — KOXKaA) —

rpynna XpoHMYeCKMX ayTOMMMYHHbIX 3ab0neBaHNM
COeANHNTENbHOMN TKaHN, OCHOBHbIE KIMHUYECKKue
NPOABAEHUA KOTOPbIX 0O6YCNOBAEHbI HAPYLIEHUAMMU
MUKPOLMPKYNALNN, aKTUBaUuen émnbpobnacros
M NPOrPEeCCUPYIOLLUM OT/IOKEHMEM KOJTNareHa
B KOX€ U BHYTPEHHMX OpraHax




OrpaHu4YeHHas
(nokannsoBaHHas)
= N\Opd)ea

| CncremHas
(cMcTemHbIN cknepos)

v

v

[ToparkeHne KoXKu,
HO MOTYT BOBJ/IEKATbCH
noanesalime TKaHu
(MbIWLbl, KOCTV 1 Ap.)

[lopaxkeHne Koxu u
BHYTPEHHMX OPraHoB
(KT, cepaua, nerkux,




2NMMAEMUNOTIOINNA

e 3abonesaemocTb orpaHnyeHHom C/1 —
0,4-2,7 : 100000 Hac., pacnpoCcTpaHeHHOCTb —
2,0 : 100000, HO mHOTrMe cny4yau
He perncTpupyroTca

e 3abonesaemoctb cuctemHon C — 0,27-2,0 : 100000 Hac.,
pacnpocTtpaHeHHocTb — 3,0-30,0 : 100000

e bnAaweyHaa CA: nuk 3abonesaemoctn 40-50 net, m: k—1:2,6-3,0

e InHenHan CA: 8 2/3 cnyyaeB HauMHaeTca Ao 18 net, reHaepHas
npeapacrnosioeHHOCTb OTCYTCTBYeT

e [1CC: nuk 3abonesaemoctn — 30-50 net, HO 10% 60O/bHbIX
COCTaBAAOT AeTU, M : K — 1 : 5-7

e C[1 yawe 6onetoT eBponeongbl (73-82%)



I3TUOJIOIUA

* IMmeeTCcAa HacneacTBeHHan

npeapacnonoKeHHOCTb:

— HLADRS 1 HLADR3 accouununposaHsi ¢ INCC
y eBponenues n benbix amepukaHues, HLADR2
— y ANOHLUEB

— OMUCaHbl CEMEUHbIE CAyYau NaHCKNepoTUYECKON GOpPMbI
3aboneBaHUA

— Yy 60/IbHbIX U UX KPOBHbIX POACTBEHHUKOB Yalle, Yem B
nonynaunm, BCTPe4atoTca ayTOMMMYHHble 3aboneBaHunA
(QyTOMMMYHHbIN TUPEOUANT, THE3AHAA anoneuma, BUTUIUTO,
caxapHbi anaberT)

* HacnheactBeHHasA npeapacnonoXeHHOCTb peasin3yeTcs noj,
BO34enNcTBMeM HebNaronpuUATHbIX 3K30- U SHAOTeHHbIX GpaKTOpPOB



NMPOBOLUPYIOLLUME GAKTOPDI

* UHdekunn: Bupycobl dnwtenHa-bapp, BI-3, Kopu, renatuta B,
boppenun (aHTureHsol B. burgdorferi, B. afzelii, B. garinii
obHapyKmnBatoT B BuonTtatax, aHTUTENA K HUM — B KPOBM)

e [opMOHanbHasa ANCPYHKUMUA (rMnoacTporeHemms,
rmrnonporecTepoHemMums, HapyleHne metabosnmnmsma TeCTocTepoHa)

* [lpuem nekapcTBeHHbIX NpenapaTos (buconponon, baeomunumH,
L-5-rugpoKkcutpuntodaH, bannkatnd, nembponmnsymab, ycteKuHymab, nHtepdpepoH [3-
1a, BuTamuHbl K 1 B,)

* BakuuHbl: BCG, npoTtneBoctonbHa4YHaA, KOMOMHMPOBAHHAA BaKLUMHA NPOTUB KOPY,
3NMUAEMUYECKOrO NAPOTUTA U KPACHYXM

* KOHTAKT C XMMUYECKUMU BELLECTBAMM — KPEMHUEM, MPOMbILLNEHHOMN MNbI/IbIO,
PanNCcoBbIM Mac/10M, OPraHUYECKMMU PacTBOpPUTENAMU, HeDTENPOAYKTaMMU,
XJIOPBUHUAIOM, NECTULMAAMU, CUIMKOHOBBLIMU UMIM/IAHTAMMW)

e TpaBMbl KOXU (Ha mecTe MHbEKLUU, AaBNAEHMNA)
e JlyyeBaa Tepanua (cnycta 1-20 net nocne ob6ay4eHUs, He BCeraa B TOM e 30He)
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MATOIEHE3

FEHETUYECKAA NMPEOAPACNONOMKEHHOCTDL QHPDBDU,HFYI{}U.IHE GAKTOPbI ;
COEOUHUTENBHAA TKAHb MWKPOCOCYAMUCTOE PYCNO | MMMYHHAA CUCTEMA
| | '
EBEHMD,EI,EFICTHHE HMMYHHBIX W AnonTos KReToK IHOOTEeNUA AHTWEEILI,HFI Maﬁpod:arua
COCYAMCTBIX GaKTOPOB NPMBOAMUT Nponudepauma Axktusauma T-numboumnTos
K 0BbpasoBaHUIO NONYAALWK mnodnbpobnacTos, CKNOHHOCTb K Aucperynauuna B cucteme Thl u Th2-kneTok
aKTUBMpPOBaHHbIX dubpobnactos Basocnasmy ] S !
| YTonuweHue MHTUMBI, prSpo3
aGuirouwan nposyKMA TSR B icicone R B L it
KOMMNOHEHTOB MEMKAETOYHOro Aaresua u arperauma S :
A uuTokuHos (IL-4, IL-6, i
— MmaTpuKca (konnarena |, Ill, V, VII Tpombou, IL-8, TGF-B, PDGF
TWUMNOB, NPOTEONNKAHOB, | CTGIJ:] XEMOKMHOB Npoaykuma
~ dubpoHekTMHa) Cy)<eHue NpocBeTa cocyaoB g e
| _ Cras, mMKpoTpomb03bl +
MNoeblweHue CHMeHMe KonMyecTea [ OTnoXeHue MMMYHHbBIX
¢dpubpunncobpaszosaHun KanwinAapos KOMM/IeKCOB
l ' TkaHeBanA rinNOKCHA ~ Backynur
NPOrPECCUPYIOLLWMA l : J’
CKNEPO3 KOMM, OB/IUTEPUPYIOLLLAR XPOHUYECKOE MMMYHHOE
BHYTPEHHUX OPTAHOB RAMH LR M CATAV T = BOCMA/IEHUE

TGF-B — TpaHchopmupytowmni
dakTop pocta-f

PDGF — TpombouuTapHbIn
daKTOp pocTa

CTGF — ¢pakTOp pocTa
coeANHNTENIbHOMN TKaHU

IL — HTEpPNENKUH



MATOIEHE3

 [loBperKaeHne aHA0TeNnsa CTUMYUPYET BbICBODOXKAEHUE
LMTOKMHOB, KOTOPbIE CMOCOBOCTBYIOT PEKPYTUPOBAHMUIO
T-nnmdoumnTos, cNocobHbIX NPOAYLMPOBATbL
npodunbpoTnyeckme UMTOKNUHbI = aKTUBUPOBAHHDIE
dnbpobaacTbl N36bITOYHO BbIPabaTLIBAIOT KOMIMOHEHTbI
MEMKK/IETOYHOro MaTpukca - ¢nbpos - cknepos

e
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Aktusauma T-numdpouyutos  ILl-4  dubpobnactel Konnarew
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B n36bITOYHOM KONIMYECTBE NPOAYyLMPYETCA
HENOJIHOLULEHHbIN KonnareH, 6eaHblM OKCUMPOJIMHOM
(ammnHoOKuMcnoTa, obecneymsatoLwad cTabnMnbHOCTb
KOMJ1areHa) 1 Nerko paspyLuaroLminca
NPOTEONUTUYECKUMUN PEPMEHTAMMU

MoneKyna KonnareHa — 1€BO3aKPYYEHHAA . o
cnupasb 13 TPEX a-uenen (TpornokonnareH) SR

Mpouecc pmnbpunnoreHesa HapylLeH,
dbopmmpytolmecsa BOJIOKHa pacnosiaratoTcs
XaOTUYHO, UMEIOT pa3Hble TONLLUHY

N PUCYHOK

BHOBb 0O6pa3oBaHHbIN KONareH
coeanHAETCA C SHAOTeHHbIMW ranTeHamm
(Yalle ¢ KucnbiMK MyKonosncaxapmaamm)
N B pe3ysbTaTe CTAaHOBUTCA ayTOAHTUTEHOM
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MonepeyHble CLWHBKH
HoAnaneHa

MoHoHywneapbi

Koanarex nepudepUUECKOR HpOBH

TnagHoMBIWEYHBIE
KABTHH COCYQMCTON CTEHKH

CTAOWA NACTHOMD OTERKA CTAOWA PUEFO3WFOBAHWA CTAOMA ATPOTHH

A. MoBpemaeHWe KNeTokK B. Bo3HUKHOBEHWE B. Npeobnapaet ¢pnbpos, . AKTUBHOCTb
3HA0TeNUA, NPOHUKHOBEHMWE CTPYKTYPHbIX ¥ YMEHbLUAETCA KONMYECTBO ¢mnbpobnactos u
MOHOHYKNEeapoB 13 YHKUMOHANbHbIX KPOBEHOCHbIX COCYA0B, muopubpobnactos
nepudepuyeckoir Kposu B W3MEHEHMWIA COoCyA0B, pPa3BMBAETCA TMMOKCUA, CHUMAETCA, yMEeHbLUAeTCs
CTEHKY cocyda v Hayano nepuBacKyNAPHbLIN ycyrybnaiowan BOCNANNTENbHbINA
dbopmupoBaHMA BOCMNANUTE/NbHbIN nporpeccupoBaHue pubposa; WHQWUNLTPAT;
nepuBacKyNAPHOro MHOWNBTPAT; KNMHUYECKKU — KOXKa KAWHWYecKku — atpodua
WHbUALTPaTa KAWHUYECKM — PO30BaTO- yTO/LWEeHa U YyNIOTHEHa KOMMU, TNepnurmeHTauma
CMpEeHEeBan IpUTEMA (aepmaTocknepos)



KOAUPOBAHUE MO MKbB-10

L94 — [lpyrne nokannsoBaHHble UBMEHEHUA
COeAMHUTENbHOU TKaHU

L94.0 — JloKanmn3oBaHHaA cknepoaepmma (morphea)
L94.1 — JInHenHan cknepoaepmms

L90.0 — J/Inwaun CKNnepoTu4YeCcKkmMm n aTpodru4ecKkmnm

M34.0 — lMporpeccnpyroimm CUCTEMHbIN CKNEePO3

M34.1 — Cnnapom CREST

M34.2 — CUCTEMHbIN CKNEepOo3, BbI3BaHHbIN JIEKAPCTBEHHbIMM
cpeAcTBaMu U XMMUYECKUMM COEAUHEHUAMMU

M 34.8 — [pyrme ¢popmbl CUCTEMHOIO CKAEepo3a

M 34.9 — CUCTEeMHbIN CKN1epPO3 HEYTOYHEHHbIN

13



KNACCUOUKALMUA OrPAHUYEHHOWN
CKNEPOAEPMWUU (MOP®EA)

(no Peterson L.S. et al. (1995), c uameHeHnamum)

* bhaweyHas (oyarosasa) — npeobnagatowan popma
Y B3POC/bIX
e JlInnenHana (nonocosBnaHaa) — npeobnagaety geten
— B obnactu ronosbl (Mo TMNY «yaapa cabnen») c/6e3
nporpeccupytowen remmatpodun nmua Mappun-Pombepra
— B 06/1aCTU KOHEYHOCTEN U TY/I0BULLA
 Menkoo4aroBas (KannesmnagHasn)
* [NyboKas
* anonaTtunyeckasa atpodpoaepmus MNMasnHu-NoepmHu
e Y3noBaTasa (KkenonagononobHas)
* bynnesHan
e MHoroo4arosas (pacnpocTpaHeHHas, reHepasin30BaHHaA)
 [MaHcknepoTuyeckas (y geten)
e CMellaHHasa — coYeTaHme HEeCKOo/IbKnx ¢opm y oaHoro 60s1bHOTo

Peterson L.S., Nelson A.M., Su W.P.D. Classification of Morphea (Localized Scleroderma).
Mayo Clinic Proceedings, 1995; 70 (11): 1068-1076.




KNACCUPUKALUA MPOTPECCUPYIOLLIETO
CUCTEMHOTIO CK/IEPO3A

Knunnunyeckmne popmbi:

* InddysHan

* lIumntnpoBaHHaa (= CREST-cuHgpom)

* CucteMHasn cknepoaepmma bes cknepoagepmeol (BucLepanbHas,
scleroderma sine scleroderma)

* KOBeHMNbHaA

* [lepekpecTHan (overlap-syndromes)

* [pecknepogepmus (c. PEMHO + KanMAAAPOCKONUYECKNE UK
MMMYHOJIOTUYECKUE HapYyLLUeHUs, xapaKTepHblie ana MCC)

Mo TeueHuto: octpan (bbicTpo nporpeccupytowas), NnogocTpas,
XpoHnyeckas (MmeaneHHo nporpeccupytoLlan)

Mo ctaguam: o4yeHb paHHASA (AOKANMHMYECKan), HavyanbHasA,
reHepanusaumm (pa3BepHyYTbIX KANHUYECKUX NPOABIEHUN, NO3AHAA
(TepmunHanbHan)

Mo aKTUBHOCTU: BbICOKaA, ymepeHHaAd, HN3KAaA
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3pu1'eMa CMpEHEBOI‘O |

BHFILUKa LI,BETa «CTap0M A'rpoq)ym C runep- Unm
LkBeTa ~ CNOHOBOW KOCTU» mnonurMeH'rau,ueu
~3 Mec C CVIpEHEBbIM BquuKoM

”“ JCTa,El,VIVIHOCTb Ha6mo,1:|,aeTcn He y Bcex 6aan bix! N



Bocnanenwue,
NHPMNbTPaT




* Hayano He3ameTHoe
* JloKanusauusa:
NpPenMyLecTBEHHO Ha
TynosuLle (Ha y4acTKax
Sl TCCHOroO NpuIeraHmA
9 oseXabl), Ha
KOHEYHOCTAX, Wee

* [laATHa 6/1€e4HO-PO30BOr0, CUPEHEBOIO, IMBUAHOTO
uBeTa AN r’MNepnUrMeHTUpPOBaHHbIE, MHOTAA —
OTeuYHble, C/Ierka Bo3BblLatowmecs

e O6bbI4HO OT 2 Ao 15 cm B AmMameTpe

* be3 cybbeKTUBHDbIX OLLYLLEHNI

e Quarn meaneHHoO pacTyT no nepudepumn

* HacTo oCTaloTCA He3ameyeHHbIMU NaLneHTOM



* LleHTp nATHa yn/ioTHAETCA,
NHOr4a A0 AEePEBAHUCTON

~ NNOTHOCTU, NnpuobpeTtaer

* [Mo nepudepnn BAALIKN HEKOTOPOE
BpemsA coxpaHAaeTca 06040k

}Kentosato-6enbint Ugert (uBeT
«CTapom CNOHOBOWM KOCTVI»)

CMpeHeBoro uBeTa (cBnaeTenbCcTByeT

06 aKTMBHOCTM Npouecca)
* MoBepxHOCTb Ouara rnagkas,
6necTawas, pUCyHOK 0TcyTCTByeT
e MoxXeT 6ecnoKouTb YyBCTBO

CTAHYTOCTU KO)KVl NMOKaJibIBaHUE, 3y,q,

6one3HeHHOCTb




| © B MecTax nopaKeHus Koxa rnaoxo
cobupaeTtca B CKNagKy
e CHUXaeTca GYHKLMA NOTOBbIX
U Ca/ibHbIX Kenés, BbinagaoT
BO/IOCHI <

YR * B TaKOM
-~ cocToAHUM baALlKa
A TN MOKeT
") cyuwecrtBoBaTb be3

S U3MeHeHn

HECKO/IbKO

MecALEB UAN neT



* B oyarax pa33|/|BaeTc;| anodwm KOXKMU
M MOANEKALMX TKAHEW, NOABAIOTCA
TeneaHrmaKTa3mm CTOMKaA rmnepnmrmeHTauMﬂ F.
(pexke — FMI'IOI'II/II'MGHTaLI,I/IFI)

®

B I'IOFICHW—IHOIA o6naCTM Ha mecTe
pa3pemm3mmxca 04YaroB MOryT OCTaBaTbCFI
oyaru anocI)op,epMMM
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Scleroderma «en coup de sabre»

N

* /INHENHbIE O4Yarn spuUTEMBI,
AepMaToCKnepo3a U aTpodpuu
PACcnNpPOCTPaHAOTCA
C BOJIOCUCTOM YaCTu rON0BbI
Ha KoKy n16a, HOCa, BEK, LEK

e Ouaru yaulie 10KaNn3yTCA
He No cpeaHen NMHUH,
a NapameaunanbHO
N YHUNATEPAJIbHO

| ¢ [MNOTHBbIM TAXK
CKNEepO3MPOBAHHOM KOXMN,

Ha KOTOPOW OTCYTCTBYET POCT
BOJIOC, BHaya/ie MOXeT UMeTb
JINNTIOBbIN BEHYUK NO
nepndbepumn

25



* Co BpemeHem B
pe3ynbTate atpodumn
KOXW "
noaaexkawmx
TKAHen o4arm moryT
ynaowaTbeaA

1 3ananatb

e ConpoBOXKAAETCA BbiparKEHHOW
aTpodPmen He TONIbKO AepMbl,
HO M NoAaJsieXxalmnx TKaHEN, MOXKeT
COYEeTaTbCA C NPOrpeccnpytoLLe
remmatpodumen nnuya

* BO3MOXHbl HEBPO/IOrMYECKUE
HapyLleHnA, noparkeHue rnas,
aHOMannun pTa n 3ybos



Mporpeccupyiowas remmatpodpuma amua
(cmngpom Parry—Romberg)

Bnepsblie onncaHa B 1825 r. B KHUre anrammnckoro spayda C.H.Parry,
3aTem B 1846 r. Hemeukmum HeBponorom M.H.Romberg

Peakas (1 : 250000 Hac.), 04HOCTOPOHHAA,
Me[JIEHHO nporpeccupyowan atpodusa BCcex C/0eB
KOXW NnLa, KOTOPaa MOXET pacnpoCTPaHATLCA Ha
nogsexauwme CTPYKTYPb! (MblWLbl, XPALLX, KOCTH
NNuEeBoro ckeneta un ap.) u B 15-45% cnyyaes &
COMPOBOXAAETCA HEBPONOTMYECKMMMN CUMNTOMaMM |

MoKeT NpeacTaBanTb cOB0M TAKENO NPOTEKAIOLLMMA |
BapMaHT IMHenHon cknepoaepmum (B 40% ca.
HabnogaloTCA NMHENHbIE 04arn), HO TaKXKe
BO3HMKaATb Nnocsie TpaBm, baKkTepmnasbHbIX

N BUPYCHbIX MHOEKLUMNI, HEBPOAOTNYECKUX
3aboneBaHnM

ObbI4yHO pa3BuBaeTca B nepBble 10 feT XKN3Hu,
NPeMMyLECTBEHHO Y AEBOYEK, CNYCTA HECKONbKO
NleT nponcxoamTt ctabmnnamnsauyma npouecca ¢
BblpaXKeHHOW Aedopmaumen n acummeTpuen amua




lNporpeccupylowan
remumartpoduma amua
(cngpom Parry—
Romberg)

* [Mpouecc NnpenmyLLeCTBEHHO YHUAATEPA/IbHbIN, Yalle
BCEro NoparkatoTca AepMaTOMbl OAHOM NN HECKONbKUX

| BeTBEM TPOMHUYHOIO HEPBA

L8 ° [Mpu nporpeccupyiowen atpodum NMNAKK aepmatocknepos

B OTCYTCTBYET WM BblpaXKeH HE3HAUYUTENBHO

* HeBponormyeckme NposaBaeHUA: Cya0POKHbIE
npunagku (8 61% cn.), 0OAHOCTOPOHHUE TONNIOBHbIE HONK
(44%), opodaumanbHble 601U N HEBPANTUA
TPOMHUYHOTO HepBa (9%), pe3nCTEHTHbIE K Tepanuu

* [MoparkeHue rna3 n nepnopbuTanbHOM obnacTu
(8 35% cn.): sHodPTaNnbm, 06ycN0OBAEHHbIN aTpoPumen
peTpobyNbbapHOM KAeT4aTKU, YBEUT, HEMPOPETUHUAT,
cuHapom [opHepa

28



e Ha KOHEeYHOCTAX o4aru
NnuHenHown CA1
pacnojiaratoTcA No xo4ay
COCYAUCTO-HEPBHOrO
NyyKa




\y;y

%

* B npouecc BoBsieKkatoTcA
nognexawme dacumm,
CYXOXWUMA U MblWLbI =

MMO3UT, MblLLIeYHanA
cnabocTb, YKOpoyeHue
MbILLL, U CYXOXKUNNH,
HapyLweHne NoaBUKHOCTHU
CyCTaBOB

. COLLECTION
MARC
LARREGUE

LRIAGE




e MoparKeHHasn KOHEYHOCTb OTCTAEeT B POCTE,
NCTOHYaeTCA U3-3a aTPOOUUN MbILLLL, MOTYT

6bITb crmbaTesibHble KOHTPaKTYPb
7o) 31



* B HEKOTOpPbIX Cnyyaax
NOpPa*KEHNE KOHEYHOCTH
CTAHOBUTCA HE JIMHENHDIM,
a UMPKYNAPHbIM,
4YTO NPMBOAUT K
nporpeccupytoLiemn
aTPOPMMN KOHEYHOCTH,
Noa06HOW CUMHAPOMY
Mappun-Pombepra

32
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Menxooqarosaﬂ (KBHHEBMAHaH) Mopcbea

. BbICbII'IaHI/Iﬂ 06bl4HO
MHO)KECTBEHHbIe

o I'Ipemv\ym,eCTBeHHaﬂ
NOKaNM3auma — LLEA U BEPXHAA
4acTb TY/N0BULLA

. BblelI‘IaHMH menkue (< 10 MM 3
B ,u,mameTpe) 7 I'IOBerHOCTHbIe‘

* UHaypauma cnabo BbipaxeHa

e [paHMLbl YeTKME

e liBeT 6enec03aTb|M nl%
}KeNTOBaTbIN, CUPEHEBOTO
KO/IbLia 06bIYHO HET

. Knvmquecm HanomuHaeT
3KCTpEH'EHI/ITaI1beIe
NpoABAEHNA
CKnepoanodamquKoro JINXEHa,
HO OTCYTCTBYeET ¢onnMKynﬂ PHbIN
rmnepkepaTtos

F. |




rnybokaa mopdea

* CKNnepos BOKPYr *KMUPOBbIX
-~ nonek MNKK n B cetTyatom
c/ioe AepmMbl, MOXKeT
PACNPOCTPAHATBLCA

Ha ¢pacuumM N MblLlLbl

FnyboKune, NjioTHble, Menkobyrpuctble y3/abl, HEYETKO
o4yepyeHHble, MUMEIOT BMA, «OYNbIXKHOW MOCTOBOM»
UNN NceBaoLEeNnNtoNnNTa

« Koka B 0671aCT1 Y3108 MAaNOMNOABUNKHA, LBET He

N3MEHEH UM eCcTb He3HauuTesibHass NMrMeHTauums
Bo3MoOXeH KanbLMHO3 Y3/10B

B TMNMYHBbIX cnyqaﬂx Oo4yaru pacnonaramTCH Ha KOXe
KOHEeYHOCTEN |

Mpun nporpeccupoBaHnmM 3ab60/1EBAHNSA MOXKET

| Pa3BMBaTLCA CUMNTOM Xenobka — BAaBNEHME BAO/b

X043 BEHbl UM MEXAY rpynnamm mbiLiL
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Uanonatunyeckasn
aTpodoaepmus
naBMHM—ﬂbEPMHM

-HecKknepoTtunyeckuin,
NepPBUYHO anO(I)W-IECKVlVI
NOBEPXHOCTHbIN BapUaHT
6naweyHon CAO7?

HaunHaeTca B No4pOCTKOBOM BO3PacTe, CyllecTsyeT
AnuTtenbHo %
EAMHUYHbIE MM MHOMKECTBEHHbIE CEPO-KOPUYHEBbIE,
' C CMPEHEeBbIM OTTEHKOM 0O4aru pas/InyHbIX Pa3mepos

N OYepPTaHUN R
NHAypauua n BeHYUK poCcTa OTCYTCTBYHOT
[PaHULUbI 04aros YeTKMe, HOrAa pe3ko obpbiBatoTCA
(«yTec»), 3anapatoT Ha 1-8 mm («nepeBepHyTOE NAATOY),
NPU HaANYUN HECKOIbKUX O4aros KapmHa HanoMmunHaeT
«LUBENLLaPCKNIM Cbip»
JIOKanun3yoTcAa Yalie Ha CNUHE B 06.1aCTV NOACHUYHO-

| KPEeCTLOBOro OTAENa U KOHEYHOCTAX, MHOTAA BAO/b IMHWIA

Bnawko (nnHeiiHaa atpodoaepmma Moulin, 1992) e



ysnOBaTaﬂ (Kenoup,onOp,OGHaﬂ) Mopcbea

e MowxeT co4yeTaTbCA C TUMUYHOW bnaweyHon nnu CMCTEMHOVI CcA

. E,u,MquHbfe nnm MHOMECTBEHHbIE Y3eNKU UAN y3Nbl,
pasmepom oT 2 MM A0 4-5 cm, NIOTHbIE, BO3BbILLIaPOLLI,VIECFI B
6e36one3HeHHb|e BHELLHEe HaMOMMUHAIOT KeNoUaHble py6u,b|

e Koka B o4yarax TenecHoro uBeta uin NMrMeHTUPOBaHa

* Hanbonee vacras I'IOKaI'M3aLI,VIFI — wes, Tynoswm,e BEePXHUe
KOHeq HOCTU

. EOﬂbele HE MMetoT CKI'IOHHOCTI/I K pa3BUTULO KEI‘IOVI,B,OB

. I'Ipe,u,LueCfrByromaﬂ TpaBMa OTCVTCTBVET

y )KEHIJ.I,VIH Nmno,u,oro n cpegHero B.3paCTa :

Jr,




bynnesHaa mopdea

* Ha pOHe o4aroB AepmaToCKaepo3a — Ny3bipPu C CEPO3HbIM NN
remopparmyeckmm coaepmnmbim — 3p03un, A3Bbl

° [IpeanoNoK1UTe/iIbHO NY3blpb BO3HMKAET BC/IeACTBME paCLUNPEHNSA
nmm@aTnyecknx cocygos—> ammaeocrasa m bbicTpo
NPOrpeccupytoLlero oTeka, a TakxKe
BblaeneHna 303nHoduAamm rnaBHoro
wenovyHoro 6enKka (major basic protein),
obnafarolero UMTOTOKCMYECKUM 3 deKTom




MHoroouarosas (pacnpocrpaHeHHas,
reHepanusoBaHHaa) mopdea

* Kputepum amnarHoctukn: 4 n bonee 6AAWKU Nan
IMHENHBbIX o4ara, AnameTpom bonee 3 cm, Npu
BoBsevyeHUU 2 n 6onee n3 cemun obnacreun tena
(ronoBa+wesn, NpaBas BEPXHAA KOHEYHOCTb, JIEBaA
BEPXHAA KOHEYHOCTb, NepeaHAA NOBEPXHOCTb
TYNOBULLIA, 3a4HAA NOBEPXHOCTb TY/10BML,A, NPaBas
HUXHAA KOHEYHOCTb M S1IeBaA HUMKHAS KOHEYHOCTb)

* Hayano — Kak npu 6aaweyHon mopdea, HOBbIE OYaru
N POCT CTapblX — B TeYEHUe nepsbix 2 neT 3aboneBaHUnA

e Oyaru KpynHee, HepeaKo CAMBAtOTCA

e Jlokanmsauma: BEepPXHAA NONTOBUHA TY/Z10BULLA,
MOJ/10YHblIE XKene3bl, XNBOT U BEPXHAA YaCTb 6e,u,ep

* [lopaeHne HanomuHaeT andpysHyo popmy
CUCTEMHOIO CK1epo3a, HO OTCYTCTBYIOT PEeHOMEH
PenHo, CKNepoaakTUANA, KaNUANAPUTbI U NOPaXKeHne
BHYTPEHHUX OpPraHoB




XapaKTepHO UMpKynapHoe
nopaXKeHne MoJIOYHOMN HKenesbl
6e3 BoB/eYEHUNA apeo/ibl







UHBannan3smnpyoLian NnaHCKAepoTuuecKan
cKnepoaepmua gerteu
(Disabling pansclerotic morphea of children)

Taxkenan, bbICTPO Nporpeccupytowas, mytTuampyrowaa dopma
3ab60s1eBaHUNA C OOLLNPHBIM NMopaxkeHmem aepmbl, MKK, moiwy,
N KOCTEWN, aHaNOrM4YHaA reHepann3oBaHHOM mopdea y B3POC/bIX
Yale passusaetca go 14 ner

Jlokanusauma: TyN10BULLLE, KOHEYHOCTU, BOJIOCUCTAsA YacCTb
roN10Bbl ¥ 1NL0, MPUN 3TOM KOHYUKWN NanbLEB KUCTEN U CTOMN
OCTalOTCA MHTAKTHbIMU —> NPOrpPeccUpyroWmMm «NaHUNPHbINY
CKnepos

ApTpanrusa, KOHTPAKTYpPbl cycTaBoB, 60ab U aepopmauymsa
KOHEeYHOCTEN — KNelwHeBmnaHaA aedpopmauma KUCTeN,
3aTpyAHeHue nNpu xoabbe n3-3a KOHTPAKTYPbl aXUIN0BbIX
CYXOXKUNNKN

OnnTenbHo cyulecTsytowme a3Bbl - pUCK passutna MNKP
deHomeH PenHo, aucdarmna He HabaroaatoTcA

MpnBOAUT K MHBANIMAN3ALMM N3-33 aTPOPUM MbILLL, KOHTPAKTYP,
PECTPUKLMU AbIXaTE/IbHbIX ABUKEHUM, HAPYLLUEHNA POCTA

b






‘ ™ Fu ‘:‘:
*’*ﬁ**** 'y

{Eyre “

-+ -
-"T.'I""|

| MOPAXEHME

@

/A\
N

\/c\
%, E
& d\?“; Q
@%) %
Q@ -

,@@ 7@@

/@ 2
% g %
SO \3@@

44



Mporpeccnpyowmm CUCTEMHbIU CKNEepo3
(cuctemHan cknepoagepmmsa) — NOJIMOPraHHoe
3aboneBaHMe, B OCHOBE KOTOPOro nexart

MMMYHHbIE HapyLlEeHUsa U Ba30oCnacTU4YecKue
COCYAMUCTbIE PeaKLUMmM nNo TMny cuHapoma PenHo,
conpoBoOXaatoLlimeca aktusauuen
dnbpo3006pa3oBaHNA U U3OLITOYHBIM
OTNIOKE€HUEM KOMMOHEHTOB BHEK/1ETOYHOIO
MATPUKCa (KonnareHa) B TKaHAX M OpraHax




ONODY3HAA POPMA NCC

* OcTpoe Hayvano,
bbicTponporpeccupytoulee TeyeHume

* OgHOBpeMEHHOE Pa3BUTUA NOPaAXKEHUA
KOXU U cmHapoma PenHo

* PacnpocTpaHeHHOe nopaxKeHne Koxun 3a 12-18 mec.

* [loparkeHne KOXN KOHEYHOCTEN U TYN0BULLLA, HAYMHAETCA
C NaNbLLEB U PaCNpPOCTpPaHAETCA NPOKCUMA/IbHEEe JIOKTEBbIX
U KOJIeHHbIX CYCTAaBOB, 3aXBaTblBaA KOXY AnLa, rpyau, *MBoTa

e 3HaUUTEe/IbHAA pPeayKUMA KannNIapoB 3agHero HorTeBoro Basinka
c GOpMMPOBAHMEM AaBACKYNAPHbIX Y4ACTKOB (MO AaHHbIM
KanuansapocKkonmm)

* B nebote 4acTto — apTPUT, MMO3UT, INXOPaAAKa N 3HAYUTENbHAA
noTepA Beca

* PaHo 1 yacto (> 90%) BoBneKatoTca cepale, nerkme, noykm n KKT

e XapaKTepHO Han4une B KPOBU aHTUTEN K Tononzomepase 1 (Scl-
70)

46
e [MMaTuuneTuaa eniwmueaemortTe — SEN_-GN9L



TMMUTUPOBAHHAA ®OPMA
MNCC = AKPOCKNEPOS3

* TeyeHMe XxpoHMYecKkoe, measIeHHO
nporpeccupytoLiee

* CuHapom PenHO AaiMTenbHO cylecTsyeT
M30/INPOBAHHO

* [IpU3HAKN NOPAXKEHMA KOXKN ANCTA/IbHEE JTOKTEBbLIX M KONTEHHbIX
CYCTaBOB (NpemmyLecTBeHHO B 061aCTN KUCTEN, CTON) U Inua —
B cpeaHem Yepe3 5 net nocne nossneHusa c. PerHo

* [lpeobnagatoT MLEMMNYECKME COCYANCTbIE PACCTPOUCTBA HA
nanbuax (A38bl U PyoOLbl, yMEHbLUEHNE 0OObEMA MATKUX TKAHEN
ANCTaNbHbIX GanaHr), TeneaHrmakTasnm, KaablLMHO3

e lInnatauma Kannnnapos 3aaHero HOrTeBoro Ba/inKka
6e3 BblparKeHHbIX aBACKY/IAPHbIX Y4aCTKOB

* YmepeHHoe, no3aHee (Yepes 10-15 net) nopaxeHue KKT, nerkux,
noyek, B 6-10% cn. — neroyHana aprtepmanbHaa rMnepTeH3na

e XapaKTEepPHO Ha/iM4YMe B KPOBM aHTULLETPOMEPHbIX aHTuTen (ALA)

* [1ATUNETHAA BbI)KMBaemocTb — 85-90% 47



CREST-CMHAPOM — BAPUAHT
NTMMUTUPOBAHHOWU ®OPMbI NCC

Calcinosis
Raynaud's phenomenon
Esophageal dysmotlllty

Sclerodactyly
Telangiectasias

HenonHble CUHAPOMbI —
REST, CRST

H'E;{;gguuHaz CuHApOM
KOXU PeiiHo




[MoparkeHue cocypos

!

4

deHomeH PerHOo (y 95% 60/1bHbIX) —

8 © CUMMEeTPUYHbII NAPOKCU3MANbHbIN

CMasm AUrMTasbHbIX apTePU, KOXKHbIX
apTepuos N apTePMOBEHO3HbIX LLUYHTOB,
NHAYLUMPOBAHHbIN X0/1040M, CTPECCOM,
BMbpaLimen, KypeHnem

® 4acTo COMPOBOXKAAETCA OHEMEHUEM
nanbues, 60nblo, NapecTe3nsamm

° MOXET PacnpoCTPaHATLCA Ha KUCTH,
cCTOnNbI

¢ NPUCTYNbl HaCTO NMNPOJIOHTNPOBAHHbIE

BCAEACTBME CTPYKTYPHbIX U3MEHEHUN
COCY/Z10B N NEPMAHEHTHO CHUMXKEHHOTO
KPOBOTOKA
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das3bl cnHapoma PeitHO
(2 unun 3)

Loss of blood flow
causes the affected
areas to first appear
pale and white...

| Benan dasa

Vasospasm
(blood vessel
constriction)

then blue or dusky'
from a lack of
oxygen supply...

4
‘;p.—-/jx"

‘ ._ = o\ ke KpacHana ¢asa

Blood flow
restored

then red once')

blood flow returns/ |




* Basocnasm
C OHEMEHUEM,
nobeneHuem
N LMAHO30M MOXKeT
oTMevyaTbcA B 06s1acTn
ryb, nogbopoaKa,
KOHYMKaA HOCa
UK A3blKa (HapyLleHue
apTUKYNaUnNn)
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AHrvorpadms npm
cuHapome PeiiHo:

CneBa — apTepuUn CyXeHbl,
3aM0/IHEHME KOHTPACTOM
3amefJ/ieHo, HenoJiHas

BM3yanum3auma
nepudepunyecKkmnx cocyaos
CnpaBsa — nocne BBeaeHUA
Ba3oAuaaTaTopa NPU3HAKOB
OpraHUYecKoro cTeHo3a
COCYA0B He 0BHaPYKEeHO




TesieaHrnaKrTasum
Ha Na/jibLax KNCTen,
NIaJOHAX U Anue, B
TOM YMuCne Ha rybax —
NO34HUN CUMIMTOM

(y 30% nauueHTOB
andoysHon n 80%
NIMMUTUPOBAHHOM
dopmamm NCC)




TeneaHrnakrasnum

3a4Hero Horresoro

Ba/IMKa —> IpUTEMA

..r"',.li-:. ey
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lNMpuU3HakKu MUKpPOAHIrMonaTum
NpPU KaNUANAPOCKONUMU

[le30praHn3aumna apXMTEKTOHUKN KaNUANAPHOW CeTH,
N3MEHEeHMe NJIOTHOCTM Kanuanapos: -

°* HepaBHOMEPHOE pacLUNPEHNE Kannniapos

° 3anycTesBlUME KanuaaapHble neTaun (aBackyaspHble nons)
° MUKporemopparmu
° HeoaHruoreHes

«CKnepoaepmuyecknimn» npodunb Kannanapockonmu
y 60NbHbIX C €. PEMHO nMmeeT NPorHocTuyeckoe
3HayeHue B nnaHe 3sontoumm B NCC

MHHpOreMmoppardm e’ ‘.ﬁ/fjk;




e KoXKHble NOKpOBbI nopaxatTca y 95% 601bHbIX, YTO
XapaKTePHbIM 0O6pa3om MeHAET UX BHELWHUN 061MK

* TUNWYHbIE U3MEHEHMA, NPOXoAstLMNe CTaZAnUMN NJIOTHOIO OTEKA,
MHAYpPaLUUU 1 aTPODUN, NPENMYLLLECTBEHHO NOKANNIYIOTCA
Ha IMLE U KUCTAX

Cnycta 3 roga




«CKknepogepmunyeckoe
NNuyo» —
runommmmsa,
MacKoobpasHOCTb
paguanbHble CKNaaKn BOKPYr
- pTa (cumnTOoM «KMceta»)
YMEHbLLUEHNE POTOBOM
anepTypbl (MMKpocToMMA)
NCTOHYEHME KPaCHOW KaMbl IyH, HOCa, YLIHbIX PAaKOBUH
HernoJIHoe CMbIKaHWE BEK, HEBO3MOXKHOCTb LUMPOKO OTKPbITb
poT : -




MopakeHue cansncTbix obonoyek —

. yTonm,eHme N yKopo4yeHue y3,u,e'-|KM A3blKa—> HEBO3MO>KHOCTb
BbICYHYTb A3bIK

* KCEPOCTOMMUSA, HIKEHME

* aTpoPUA COCOYKOB A3bIKa C HapyLueHmeM BKYCa

° YTO/ILLLEHUE CAN3NCTON 000/I04KU, MOKPbLIBAIOLLEN a/IbBEONAPHbIE
OTPOCTKM = aTPOPUA KOMNAKTHOM NNACTUHKM aNbBEONAPHDIX
OTPOCTKOB, TMHIUBUT —> noTepsa 3ybos ‘

® XDOHUYECKUI KOHBIOHKTUBUT

* aTpodUYecKkuii amn cybatpoduyeckunii pUHUT




CKknepopaktunuma

PaHHAA OoTeyHasn
cTaama
(<1ropa) =
P s ,r.-‘

.f /

HYacTnyHaa KOHTpaKTypa —
«MYNAXKHBbIE» NANbLUbI, KUCTb
TPYAHO CXaTb B Ky/1aK

«CocnckoobpasHbie» nanbubl (0TEK)

ATEPUTMYM



* A3Bbl TUNA
«KPbICUHbIX YKYCOB»
Ha AUCTa/IbHbIX
danaHrax nanbues —
MwemMmnyeckmne

* Pe3Ko 60/1€3HEeHHbI

* TopnuAaHbl K 1Ie4eHunto

* Peungusupytotle
TeyeHune |
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* N3bA3BNEHUA KOXKN
HabnoatoTCA TaKKe Ha
y4yacTKax, NoABepratoLmxcs
MEeXaHNYEeCKMM BO34EeNCTBUAM
(KOCTHbIe BbICTYMNbl, MECTa
[AaBNEeHNA) — HaA IOKTEBbIMMU
N KOJIEHHbIMM CyCTaBaMMm,

B 06/1aCTU 1oAbIXKEK N NATOK,
peKo — Ha YLUHbIX
PAaKOBMHAX, BEKaX




CrubaTenbHble

KOHTPAKTYpPbl —
NPENMYLLLECTBEHHO CYCTaBOB
KMCTEN, HO MOTYT NOPaAXKaTbCA
N KPYMNHble CYCTaBbl
KOHEeYHOoCTEMN
ABNAIOTCA CNeacTBUEM
BOB/JIEYEHMA B npouecc
CYyXOXnnmm n nx obonoyek
yaule y 60nbHbIX ¢ aAnddy3HOM
dopmom NCC
accouMMpOoOBaHbI
C aKTMBHOCTbIO

U nporpeccmpOBaHmem
3ab01eBaHuUA '




e Cyxaa raHrpeHa — HEKPO3 KOXKU ¥ NOAKOMKHbIX MATKMUX
TKaHeW Ha4yMHaeTca C AUCTaNnbHbIX PanaHr nanbLes
N MOMKET PAaCcnpPoOCTPaHATbCA Ha cpeaHne GpanaHru ol B
C nocaeayloLlen gemapKaumern u camoamnyraumen 64
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e AKpoocTeonuns — pe3opbuma KOHLEBbIX OTAENOB
ANCTanbHbIX danaHr KUCTEN BCAeACTBME AJIUTENbHOM
NWEeMMNUN, YKOPOYEHME NaNbLEB, aHOHUXUSA

* BO3MOXXeH TaK»Ke 0CTeo/1M3 ANCTanbHOro otaena
JIYYEBbIX KOCTEN, pebep, KNtouunL, U OTPOCTKOB
HUXKHEN YentocTn




KanbuuHo3 MArkux TkaHeu (cmHapom Tubbeprka-BeiticceHbaxa) —

e 06bIYHO NTOKANIN3YeTCA Ha NanbLax KNCTeN 1 y4yacTKax, 4acTo
noaBepratoLmMxca TpaBMmam

° oYaru 4o 2 cm, NOCTeneHHo yBeanymneatoTca, 6one3HeHHb!

° MOTYT BCKPbIBATbCS C BblAeNEeHNEM TBOPOXKUCTOM MaCChl




e Ko)Xa NNOTHaA, purngHasa, He bepetca
B CKNaaKy, bnectawan, HataHyTas, b6e3
MOPLLKH («monoaon» Bua 60abHbIX)
° YyBCTBO CAaBNEHUA («KopceT»,
«NAaHUUPbY»)
e BCeACTBME aTPODUM BONOCAHDBIX GPON/IMKYNOB, MOTOBbLIX U
Ca/IbHbIX XeNé3, KoXa CTAaHOBUTCA CYXOM M WepLUABOKN, ncHelaet
BOJIOCAHOM NOKPOB



* AndpdysHaa runepnmMrmeHTauma Koxun — 6poOH30BbIN OTTEHOK,
YCUNUBAOWMIMNCA Ha OTKPbITbIX Y4aCTKaxX U B MecTax AaBieHus

e OrpaHuyYeHHana AUCXPOMUA TUNA KCONU C Nepuem» —
AenUrMmeHTalma, He 3aTparneatowan nepuPoNnnKyIapHbIe YH4aCTKU
N KOXY Haj, BEHamMM
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ANATHOCTUKA

e XapaKTepHasa KAMHUYeCcKasa KapTUHa
* [TaTomopdonornyeckoe nccnegoBaHue
* PesynbTaTbl UMMYHOOTMYECKNX TECTOB

* Bo BCcex cayyasax npu BnepsBblie NOCTaB/JEHHOM
INarHo3e «orpaHUYeHHas CKaepoaepmma»
npoBoAAaT obcnepoBaHMe A1 UCKAIOYEHUS
CUCTeMHOro npouecca




PYTUHHOE OBCJIEAOBAHME

* KAMHNYecKMn aHanus3 KpoBMm:
— 303MHOGUNNA — NPU MHOITO04aroBom N IMHEMHOMN Mopdea,
MOXET KOPPEe/IMPOBaATb C TAXKECTbIO U aKTUBHOCTbIO
— npu NCC — runoxpomHas aHeMna, ymepeHHoe NoBbleHne
CO3, nenKouunuTo3 nam 1emKoneHus

e 06N aHaNN3 MOYUM: npu NCC — MUKporemaTypusa, NPOTEUHYPUS,
UMANHAPYPUA, NEUKOLMUTYPUA + onpeaeneHne CyTOYHON NPOTEMHYPUM, CKOPOCTU
Knybo4ykoBown puabTpaumnm

°* BUOXMMMYECKMN aHANIN3 KPOBMU: onpeaenatoT ypoBeHb [0KO3bI,

bunupybuna, ANT, ACT, I'TTN, 146, Wd, KOK, CPB, KpeaTMHMHa, MOYEBUHDbI,

MOYEBOMN KMUCNIOTbI, YypOBEHb benKka n benkosbie dpaKkumnm

— runeprammarnobynmHemmsa — npu IMHEMHOMN mopdea

— npu NCC — runepnpoTenHemMus, rmnoaibbymmHemus,
rmneprammarnodbynmHemms, rnosbileHME YPOBHA TPAHCAMMHA3, KpeaTUHMHA

— Npu MHo3uTe (MbllLeyHble 601U, CTAHYTOCTb U/UAKN CNaboCTb B NOParKeHHbIX
obnactax) — nosbiweHne yposHen CPB, 1AL, KOK

— NpW apTpuTe — UccnegoBaHmne pesmatongHoro pakropa




WMMYHOJIOTMYECKOE UCCNEAOBAHMUE

. AHTMHyKneaprIM dakrop (AHD):
npu NCC >95% cny4yaes, 0bbl4HO B cpegHem TuUTpe (1:160-1:320) —
NOJIOXKNTENIbHbIN pe3yabTaT no3soaset noarsepanTtb MNCC Ha
PaHHEW CTaAun — NPU HAZIMYUN Y NAUMEHTA TONbKO €. PenHo
n/UNn oTeKa nanbLeB KUCTen
— npu basweyHon mopdea — y 15% 601bHbIX
— nNpu IMHenHon mopdea — vy 40%
— npu orpaHmnyeHHon CAy npeten — B 60%
[Mpn nonoxutenbHOM pesyabTaTe nccnegoBaHma Ha AH® npoBoaAT UMMYHOBNOT
Ha aKcTparupyemsble agepHbie aHTuTena (ENA)
* [Tpn C[]l OCHOBHbIMUX aHTUreHamu AnA BbipaboTkmn AHA saBasatoTcA:
— 70 k[a npoayKTt aerpagaunmn pepmeHTta tonomnsomepasbi-1 (Scl-70)
— aHTUTeHbl XPOMaATMHa, B YacTHocTu benkn ueHtpomep (CENP — A, B, C, D)
— PHK-nonanmepasa lll

* Pexxe oTmevatoTca aHTuagpblwkosble AHA: k PM/Scl — y 3-5% 601bHbIX
c NCC n mnosntom (overlap); Kk U;RNP (dpnbpunnapun) — y 5-7% 6onbHbix ¢ MCC,
CKB 1 mnosutom; K PHK-nonnmepase | n ap.

* AT Kk asyxcninpanbHoun [IHK obHapyxusatoT peako, PO — y 45%
60NbHbIX, TNaBHbIM 06pPa30M NMpPm coyeTaHmnm ¢ cuHapomom LLlerpeHa




AH® — ummyHodnroopecueHUMNA Ha KNeTOYHOU
NnHnu HEp-2

-

LleHTpOomepHbI TUN CBeYEHMUA,
BCTpeYaeTca n npm anpedpysHom, u
NPV IMMUTUPOBAHHOM BapMaHTaX

MCC (ocHOBHble cneyndpUYHOCTU —

Cent B (95%), Scl-70 (20%))
- -

- ¥e : *a e
AppbIWKOBDbIM TUN : % . %o,
CBeYeHM A, XapaKTepeH ana 2 k. %,
8§ 8 1(@ ™ L] . 1:\§
andody3Horo BapuarHTa NCC %, 3 %, :
(ocHOBHbIe cneundUYHOCTH B AT

SO, %o
— Scl-70, PM-Scl) e, e



WMMYHOJNOIMMYECKOE UCCNEAOBAHUE

* AT K Tonousomepase-1 (aHTn-Scl-70) — xapakTepHbl And
anoddysHon popmbl MNCC (70%), TMTP KOppenupyeT C
PACNPOCTPAHEHHOCTbIO NOPAKEHUA KOXU N aKTUBHOCTbIO
6onesHn. Bctpeyarotca npu nokanmsosaHHoum CL. depmenT Tononaomepasa | (100-105 kZa)
ObHapyeHune aHTU-Scl-70 y 60/1bHbBIX C N30/IMPOBAHHbIM -

c. PemHo accounmnpoBaHoO € nocaeayowmm Pa3BUTUEM
KNMHUKK MNMCC

 AHTUUeHTpomMmepHble AT (ALLA) obHapyKumsatoTy 80%

60nbHbIX AIMMUTUPOBaHHOW popmoit MNMCC (CREST), y 10%

— andpPpy3Hon ny 10% — ¢ n3onnpoBaHHbIM C. PerHo
(mapkép passutuma MNCC)

AT K PHK-nonumepase lll soiasnatorca y 20-25% 60nbHbIX,

npemmyLectBeHHo ¢ Anddpy3Hon GopmMomn N NopaKeHNem
NnoYyeK, acCoUuMMpPoOBaHbl C HE6NaronPUATHbIM NPOrHO30M




MHCTPYMEHTA/IbHbIE METOAb!
MCCNELOBAHUA

* [lpn nuHenHoun, rnybokux popmax mopdea — KT, MPT, Y3U
ON11 OLLeHKU TNYOUHbI NOpParKeHMA MblLL, MCKIKOYEHUA NOPArKEHMUS
CYCTaBOB U KOCTEM

* PeHTreHonornyecKkoe nccnepoBaHme KOCTEN, OCTEOAEHCUTOMETPUA
— [ON1A OLEeHKM aKpooCTeo/in3a, KanbumHosa B KK, cy*keHuUs
CYCTaBHbIX LWLenen, nepuaptTMrkynapHoro octeonoposa; KKT —
rTMNOTOHUA U CTPUKTYPbI NULeBoaa (3ameaneHmne naccarka bapus
NP PEHTITEHOCKOMNMM B MOIOKEHUW NNeXKa), AnnaTaumsa N aTOHUA
XKenyaKka n KUWeYHUKA; Nerkmx — NPuU3Hakm MHTEPCTULMANBHOTO
dnbpo3a B HUKHUX OTAENAX

 KanunnapocKkonua cocyaos 3NOHNUXMYMA ANA BbIIBNEHUA
MWUKPOAHIMONaTMM — C MOMOLLbIO CBETOBOIr0 MUKPOCKONA U
ocBeTUTenbHoro yctponctea (x 12-100 pas3) unm aepmatockona

e JKT (Kapaunocknepos, uHPpapKTonoaobHbie nameHenHms), IxoKr (J1AT)

e KoHcynbTauuu: peesmatonora, npu AMHENHOW mopdea — HEBPOJIOra,
opTanbMosI0ra, CTOMATO/10ra, YENOCTHO-IMLEBOrO XMPYpPra,
OTON1IapUHOrosora, optoneaa, cneymnanucrta no JIOGK




MaTomopdonoruueckue npusHaku mopodea

* PaHHMe BOCNannTenbHble U3SMEHEHUA:
— 3NNAEePMUC HE UBMEHEH NN AaTPODUNYEH;
— YTOJILLEHUE MYYKOB KON1areHa B CETYATOM C/10€e
AepMbl, NIOTHbIM NMMPOLUNTAPHBIN MHPUNBTPAT
C NPUMECHbIO NJAA3MOLUTOB, TMCTUOLUUTOB U
303UHOPUNOB MEKAY KONNAr€HOBbIMMU MYYKAMU  Fretmmmasmme
N BOKPYr KPOBEHOCHbIX COCYA0B U NOTOBbLIX Kese3

° Mo3gHAA Pnbpo3Hana ctagua:
— YMeHbLleHUe KoMYecTBa KPOBEHOCHbIX COCYAO0B,
CTEHKWU UX YTONLLLEHbI, MPOCBETbI CYXKEHbI;
— YTOJILLEHUE N TOMOTeHU3aLUUA KONNareHoBbIX
NMYYKOB B COCOYKOBOM U PETUKYIAPHOM CNOAX
AepMbl, KON1areHoBble BO/IOKHA NNIOTHO YNaKoBaHpl, ...
N BbICOKO 303MHOMUNDBHDbI; e
— MOTOBbIE }Kene3bl aTPoOPMUPOBAHbI UIN OTCYTCTBYIOT

NADTHEIN KOANareH —




MaTomopdonornyeckmne npusHaku mopoea
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KnaccndpukaumoHHblie Kputepum NCC

AmepuKaHcKon konneruu pesmatonoros (ACR) u
EBpOI‘IEMCKOM aHTMpeBMEiTW-IECKOM nnrun (EULAR), 2013

I‘IﬁmHaKu | BapuaHTbl npuUsHakos Baﬂnbl

YTONLWEHNE KOXMU obeunx Kucremn NPOKCUMaJIbHEE

NACTHO-PANAHTOBbIX CYCTaBOB Z

OTeK nanbueB 2
yTOflLLI,EHME KOXHU NnaJsibues KUCTen (l’lpl’] Ha/1n4mnum Mo Bcen AIVHE nanbLes
ABYX MPU3HAEKOB Y4NTbIBAETCA 6onbLniA 63!1/1) ANCTasibHee NACTHO- 4

dbanaHrosbIX CyCcTaBoOB
BbiCcbiNaHMA Ha KOHYMKax NanbLues (Npu HaAUYMK A3Bbl CyN\N\a 631108 9 u bosee
ABYX MPU3HAKOB Y4NTbIBAETCA 6onbLniA 6af|f|) BaaBneHHble py6|_|lb| 3
T 5 A0CTOBEPHO YKa3biBaeT HA
eNeaHrmaIKTasum — ..
MCC (definite SSc)
[Mpn3HaKN MMKPOAHrMonNaTum nNpu _ 2
KanuniapocKonNmMu 3agHero HoOrTeBoro BaanKa
JleroyHasn apTepuanbHaa runepTeHsns u/unm . 2 L-|yBCTB!/!TEJ'I bHOCTb
MHTEPCTULMANBHOE NOPAXKEHUE NIEMKUX KpuTepues — 91%
)

CnHapom PelHo — 3

cneundunyHocTb — 92%
Hanunyune dYTOaHTUTEN K Ton0|/|301v\epa3e—1

(aHTK-Scl-70), aHTUueHTpomepHbix (ALLA), — 3
K PHK-nonnmepase lll) 78
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HAPYXKHAA TEPAINUA

¢ B akTMBHO dase 3abonesaHuUA, NPU OrpaHUYEHHbIX o4varax,
rnybnHe nopaxeHus B npegenax gepmbl — Tonmnyeckue [KC
BbICOKOI aKTUBHOCTU HAaHOCAT TOHKMM cnoem 1 p/cyT 4 Hep
(B3pOC/IbiIM MOXXHO B BUAE OKK/IHO3MOHHbIX NOBA30OK — 2-3
Hepn), 3aTem nepexoa Ha KC ymepeHHOM akTMBHOCTU — A0 12 HeA,; A/ITebHasA
Tepanua — C MHTepBasiamMmu (onA NnpeaoTBpaLLEHNA aTPOPUN KOXKMN):

e dnyTnkasoH 0,005% ma3b (aetam nocne 6 mec — He bonee 3-4 Hepa)

e momeTa3oH 0,1% ma3b (aetam nocne 2 net — He bonee 2-4 Hep)

e knobetason 0,05% masb 1-2 p/cyT (getam nocne 1 rona, HabswaeHue Bpaya 1 p/Hea)
e beTameTasoH 0,05% ma3b B3pocabim (Aetam nocae 1 roga)

e anknomeTasoH 0,05% masb 2-3 p/cyT (aetam nocne 6 mec 1 p/cyt He 6onee 3 Hepn)

° MeTunnpeaHn3onoHa auenoHat 0,1% masb B3pocsabiMm He bonee 6 He, (aeTam nocne 4 mec
— He 6onee 3 Hepn)

*** Tonnuyecknit UHMIMBUTOP KasbLMHEBPUHA Takpoaumyc 0,1% masb 2 p/cyT 3 mec. B3pOC/bIm

** CTUMYNATOp pereHepaLum TKaHeit — aenpoTeMHN3NPOBAHHbIN reMoaepuBaT U3 KPOBY
Tenat (AkToBernH) 5% masb B3pocsibiMm 1 aetam 2-3 p/cyT 1-2 mec.
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OOTOTEPANUA

** [Npu orpaHMUYEHHON CKNEPOaEePMUM C HETNYDOKUM MopaXKeHnem

< Y®A-1tepanus () = 340-400 HM), HauMHaA ¢ 403bl 5-20 dx/cm?,
C NOBbILLEeHnem pPa3oBbIX 403 Ha 5-15 ﬂ,)i(/CMz npu nocneayroumx
npoLeaypax 40 MaKcumasibHol pa3oBoit A03bl 20-60 Ax/cm?;
3-5 p/Hepn, 20-60 npoueayp Ha Kypc

< MYBA-Tepanua (A = 320-400 HM) c nepopasbHbIM (0,8 Mr/Kr maccbl Tena n/o oAHOKPaTHO

33 24 A0 YOO) nnum HapyKHbIM {annanKkaumua Ha odaru nopaxkeHma 0,3% cnnpToBoro p-pa 3a
15-30 muHyT go YPO) npumeHeHnem pactutenbHoro ¢otoceHcmbunmsatopa (GypoKymapmHbl
Na1040B aMMu 6onblioin), HaumHas ¢ 2o3bl 0,25-0,5 [x/cm?, ¢ NoBbllEeHMeM Pa30BbiX 403
Ka)Kaylo npoueaypy nam yepes 1-2 npoueaypsbl Ha 0,25-0,5 [x/cm? B 3aBUCMMOCTU

oT poToTnna Koxu (I-VI) 4o makcumanbHoM A03bl 3-6 [x/cm?; 2-4 p/Hen, 20-60 npoueayp

Ha KypcC

* IPpdekTbl boTOTEPANUN:
— yBenuyeHue npoaykunm eénbpobnactamm KonnareHasbl, Ppaclienaaowen KonnareH
— CHWXXeHue ypoBHeWN IL-6 (LMTOKUH, CTUMYAMPYIOLWNIA BblPabOTKY KonlareHa
dunbpobnacrammn) u IL-8 (npoBocnannuTenbHbIN LUTOKUH)
— nosblweHne ypoBHA NDOH-y, MHrMbuMpytowero cMHTe3 KonnareHa o1

L)



CUCTEMHAA TEPAIUA

*** Moka3aHusa: Taxkenble GopmMbl NO0KannsosaHHom C (nuHenHasn,

MHOroo4yarosasn, NaHCKNepoTnyeckasn), nopaxenue MNKK

N nNoasiexalmx TKaHEN, BO3SHUKHOBEHMUE PYHKLMOHANbHbIX

HapyLeHnn, BbICTPO Nporpeccupytollee Te4eHne, OTCYTCTBUE

apPeKTa poToTepannum nam 6bICTPbIN peLnamnB Nocne ee

OKOHYaHMUA:

— MOHOTEepanua MeToTpeKkcaTom — B3pocabim — 15-25 mr, getam — 0,3-1 mr/Kr
(MmakcumanbHo 25 mr) 1 p/Hea n/K unn n/o 6-12 mec n bonee; Npu AOCTUNKEHUN
spPeKTa — CHUKEHMEe A03bl A0 NOAAEPHKNBAOLLEN

— meToTpeKcat B KombuHauum c NKC:

npeaHusonoHom 0,5-1 mr/kr/cyt (makcumanbHo 60 mr) n/o 2-4 Hen

C nocneayolwem NoCTeNeHHOM OTMEHOM;

MeTUANPeAHU30/1I0HOM — B/B My/ibC-Tepanua B yC/I0BUAX A€PMATONOTMYECKOro Uau

PeBMATO/I0rMYecKoro ctaumnoHapa: s3pocabim 1000 mr/cyT, aetam 30 mr/Kr/cyT

(MakcmanbHo 500-1000 mr) 3 nocnenoBaTebHbIX AHA KaXAbl MecsL, B TedyeHne 3 mec

(9 BBepeHnit) unn 1 p/Hen 12 Hep (12 BBepgeHuit); seogat B 100-150 mn 0,9% p-pa HaTpus
xaopuaa; NnpoaAoNKUTENBHOCTb MUHPY3NUN 40 MURYT
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CUCTEMHASA TEPANUA (2)

*** NobouHbie 3dpPeKTbl MeToTpeKcara:
— aHemus, NeKoneHusa, TpombouuToneHus

— A3BEHHbIN CTOMATUT, TMHTUBUT, PAPUHTUT

— TOWHOTA, PBOTA, AMapesn, n3basBaeHue camsmctom 06o104km KKT
— pnbpo3 1 UMPPO3 NeYeHn

— HedponaTma

— HapyLeHne ooreHe3a n cnepmaTtoreHesa, ¢petanbHbie AePeKTbl

— poToceHCcMbnnmnsaumsa, rmno- Uan rMNEPNUrMeHTaLUA KOXKMU

*** Mepen HasHaYEHMEM MeTOTPeKcaTa: KAMHUYECKUI U BUOXMMUYECKINIt aHaNn3 KpoBM, 0bciesoBaHNe
Ha renaTtuTbi B n C, Ty6epkynes

X KOHTpOAb Ha ¢0He NIeYEHMUA: KINHNYECKNM aHann3 Kposn — 1 p/Hea, Npu AOCTUKEHUN
noaaepmnsatolleit 4o3bl — 1 p B 4-8 HeA; KOHTPO/b GYHKLMM MeYeHU, NoYeK; HaJeXKHasa KOHTpaLenwusa
BO BPeMs /IeYeHMA U MUHUMYM B TeyeHue 6 mec nocne
Tepanuio npeKpaLlaoT, ecaun Yncno nemnkoumtos <1,5x10%/n, HenTpodumnos <0,2x10°/n, TpomboumnToB <75x10°/n!
¢ MpoTuBONOKa3aHuA:

— 6epemMeHHOCTb U IaKTauus
— BaKUMHaUMA He NOKa3aHa B MHTepBasie oT 3 mec. A0 1 roga nocne npymema npenaparta
¢ 1N CHNUXKEHMA YaCTOTbl U BbIPA*KEHHOCTU NOB6OYHbIX 3PPEKTOB Ha3HAYAIOT aHTAarOHUCT MeTOTPeKcaTa
¢donuesylo KucnoTy (ButamuH Bg) — 1 1ab (1 mr) 1 p/a, Kpome AHA BBEAEHMA MeTOTpeKcaTa, IMb0o 5 mr

1 p/Hep yepes 1-3 gHA Nnocae NpMema MeToTpeKcaTa
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CUCTEMHAA TEPANAA (3)

*** Mpun akTUBHOM, BbICTPO NpOrpeccnpyoem Te4eHnm
OrpaHUYEHHOM CKNEPOAEPMUMN:
— npeaHu3sonoH 0,3-1 mr/krn/o 1 p/cyT 3-12 mec
C nocneaytolLen NnocTeneHHON OTMEHOM
(nocne oTmeHbl BbICOKA YacToTa peunanBos)

*** BHyTpuouarosoe BBegeHue FKC: B oTAeIbHbIX C/ly4asx, NpyY YNOPHOM TeYEeHUM
orpaHun4yedHoun C/1
— 6etameTa3soH 0,2 mn/cm? (He 6onee 1 mn!) — B oyar nopaxkeHna 1 p/mec B TeueHue 3 mec
*** MpU HANNYUN KAUHNYECKUX CUMNTOMOB aKTUBHOCTM 3a60/1eBaHMs, a TakXKe nocne

nepeHeceHHoro boppennosa:
— 6eH3unneHUUUNNnMH — B3pocsabim 500000 EA 4 p/cyT unn 1 maH E 2 p/cyT B/M, Ha Kypc
15-40 mnH El; 2-3 Kypca c nHTepBasom 1,5-4 mec
— petam 25000-50 000 EA/Kr/cyT B/M, cyTOUHYIO 003y AeNAT Ha 3-4 BBeaeHus,
Kypc — 14 aHen; 3-5 KypcoB ¢ uHTepsanom 1,5-4 mec

Ha3sHayeHMe NPo/IOHIMPOBAHHbIX MPENapaToB NEHULWANIMHA HE PEKOMEHAYETCH,

3 PEKTMBHOCTb HE AOKa3aHa
84



CUCTEMHASA TEPANUA (4)

¢ Mpu TaxKenbix popmax IOKaIM30BaHHOM CKAepoaepPMnM, TONbKO
npu oTcyTcTBUM 3pdeEKTa OT APYrnx TepaneBTUYECKNX CPeacTB:
— neHuuyunnamuH (Cuprenyl) — B3pocabim 125-500 mr, petam
8 Mr/Kr n/o exxegHeBHO UK Yepes AeHb 6-12 mec 1 bonee

s MeHnunMNNaMmnMH — NPOAYKT rMAPOAMN3a NEHULWNAANHA, UMMYHOAENPECCAHT, NoAABAAET
CUHTE3 Ko/11areHa U HOPMain3yeT COOTHOLLUEHNA MEXKAY ero pacTBOPUMbIMMU
N HEPACTBOPUMbBIMU GPAKLUAMKU, YMEHbBLLUAET CKAEPO3NPOBAHNE TKAHEN

4

L)

L)

* Mob6ouHble 3hPeKTbl: HedpoTUUecKUii CMHAPOM; BHYTPUMEYEHOUHbIN X0NECTa3, NaHKPeaTUT; aHeMUA

(annacTrnyeckan namM remonmTnYeckas), TPombouMUToONeHUA, NeMKONEHNS, arPaHyI0LUMUTO3; MHTEPCTULMANbHbIN
NMHEBMOHUT, ANbPY3HbIN GUBPO3UPYIOLLMIMA a/IbBEOSTUT, MUACTEHUA, MOIMMUO3UT, AEPMATOMMNO3UT; TIH;
BO/IYAHOYHONOAO0OHbIE peakunmn (apTpanrum, MManTnm, S3pnUTemMaTo3Han Cbifb, NOABMEHNE AaHTUHYKNEAPHbIX
aHTUTEen n antuten K AHK)

+* KOHTPOANDb Ha d)OHe NNeYeHUs: obLwmnmnm aHaAM3 MOoYU N KAMHUYECKNI aHaIn3 KpoBu — 1 p B 2 HeA, B
TEYEHMe NepBbIX 6 MeC NeYeHns, B AafbHENLLIEM — €XKEMECAYHO; KOHTPONb GYHKUMUM neyerHn — 1 pa3 B 6
mec.

+* [POTUBONOKa3aHUA: bepeMeHHOCTb U aKTaLuusa; HapyLleHWe reMono3sa, arpaHy/10UuMTo3; XpOHNYEeCKasn
noYyeyHan HeJOCTaTOYHOCTb; AeTn Ao 3 neT



CUCTEMHASA TEPANMA (5)

*** Mpu pasanyHbIX dopmax nokanmsosaHHon CA:
— IMAPOKCUXNOPOXUH — B3pocabim 200 mr 2 p/cyT n/o,
C nocTeneHHbIM CHUKeHuem aA03bl 4o 100-200 mr/cyT;
— petam (ctapuwe 6 net) 5 mr/Kr/cyT, Kypc 4o 6 mec
*** MobouHble apPeKTbl: peTHONaTUA (OCcMOTP odTasibMonora 40 eHeHUs N He pexe 1 pasa
B 6 Mec B nepuoa npmMema npenapaTta), TOWHOTA, Ancdarusa, guapes, rmnepnmurmeHTaumm
KOXW U CZIM3UCTbIX 060N104EK, rOIOBOKPYHKEHME, MMUONATUSA

+** Mpn HaNMuYUKn ckneposa/MHAYpPaLUN KOXKN:
— rmanypoHmgasa — B3pocsbim 32-64 YE 1 p/cyT B/M exkxegHEeBHO UM Yepes AeHb,
Kypc 15-20 nuvekumm nnm 64 YE BBoanTb B odar cknepoaepmun 1 pas B 3 aHS,
Kypc 7-10 BBeaeHuu
— paetam 32 YE 1 p/cyT B/m exkegHeBHO uam Yepes AeHb, Kypc 15-20 nHbeKumi
— [poBoagAaTt 3-5 KypcoB ¢ uHtepBanamu 1,5-4 mec

*** MpoTBONOKa3aHMA: 3/10KayecTBeHHble HOBOOHPa30BaHMA, OCTPble MHPEKLNOHHO-
BOCNanuTeibHble 3ab60/1eBaHUsA, IeroYHOE KPOBOTEYEHME, KpOBOXapKaHbe, TybepKynes
NEerknx ¢ AbIXaTeNbHOM HeJ0CTaTOYHOCTbIO, CBEXKee KPOBOU3IUAHUE B CTEKNOBUAHOE TE/O,
OZlHOBPEMEHHOE NMPUMEHEHMe 3CTPOreHOB, NOBbILWEHHAA YYBCTBUTENbHOCTb K NpenapaTy g



CUCTEMHASA TEPANUA (6)

¢ B3pocabim naumeHTam 415 YAyUlleHUa MUKPOLUUPKYNALUN
B oyarax C/1 B ntobom ctagnm 3aboneBaHma —
BasoaunaTupyiolume 1 aHTMarperaHTHble cpeacTea
(2-3 Kypca B roa, c uHTepsanom 3-4 mec):

— neHToKcuduanuH 100-200 mr 3 p/cyT n/o nnm 400 mr 1-2 p/cyt n/o 4-6 Hen,

— KCaHTMHO/MA HUKOTUHAT 75-150 mr 2-3 p/cyT nfo 4-6 Hea nnu B/m 2 mn 15% p-pa (300 mr)
1 p/cyT, Kypc 15-20 MHbEKLUI

** Tepanua pe3epsa (npu Taxenbix opmax oKannsosaHHon CA, otcytcTBun apdeKTa oT
JIeYEHMNA METOTPEKCATOM UM HEODXOANMMOCTU ero OTMeEHbI 13-3a NOOOYHbIX ABNEHUN, NPU
obocTpeHnn Cl1 nocne npoao/IKUTENbHON PEMUCCUN C NPOrPECCUPYIOLLIMM NOPaAXKEHNEM
KOXKUM NNO0 TAXKENbIMUN BHEKOXKHbIMW NPOABIEHUAMMU ANA KYNMPOBAHMA aKTUBHOCTU):

— MmuKkodeHonata moderun s3pocabim n getam — 500-1000 mr/m?/cyTkm (2-4 kanc. no 250
Mr), B 2-3 npuema. OnTumanbHble A03bl U AJUT. IeYEeHUS onpeaenatoT UHANBNAYANbHO
< UMMyHOAEenpeccaHT — MOMKeT Bbi3blBaTb UHOEKLUN HUMKHUX OTAE10B MOYEeBbIBOAALLNX
nyTen, KaHANA03 CAN3UCTbIX 0b6on04eKk n KT, repneTUyeckyro n LUTOMEraoBUPYCHYIO

MHbEKLUMM, acreprunnes; nosblaeT PUCK Pa3BUTUA TUMIOM U APYTUX 3/10KAYECTBEHHbIX

OMyX0N€en, B YaCTHOCTU, paKa KOXKMU -



OUSUOTEPANUA

(I'Ipl/l MWHUMANbHOMN aKTUBHOCTK 3aboieBaHuUA AN YMeHbLUEeHUNA pr,ypau,MM)

¢ YNnbTpa3ByKoBasA Tepanua: BO3eiCTBME Ha 04arun C YacToTowm

4

L)

L)

1)

L)

1)

L)

konebaHuii 880 Ky, (1 Mrw), MHTeHcMBHOCTbIO 0,05-0,8 BT/cm?,
akcno3unuma 5-10 mmH Ha none no nabusabHOM meToauKe B
HenpPepbIBHOM NN MMIMYNIbCHOM PeXUMeE, eXXeaAHEBHO, KypC —
10-15 npouenyp; NOBTOPHbIE KYpCbl C UHTepBanom 3-4 mec.
MpoTuBonoKasaHua: bepemeHHOCTb, TPoMmbopnebur

doHoPopes rmanypoHuaasbl: 64 YE rmanypoHmngassl 8 1 mn 0,5% pacteopa npoKamHa
HAHOCAT Ha O4Yaru, NOKPbIBAIOT KOHTAKTHOM Cpeaon (Ba3seIMHOBbIM MaC/l10M, PACTUTENbHbIM
MacC/I0M MU Tenem) U NpoBoAAT BO34eMNCTBME € YacToTom Konebanmm 880 Ky, (1 MTw),
MHTeHcUBHOCTbIO 0,5-1,2 BT/cm?, akcno3uumsa 3-10 MUMHYT Ha none no nabuabHon metToanKe
B HEMNPEPbLIBHOM peXXmnme, eXxxeAHEBHO UK Yepe3 AeHb, Kypc — 8-12 npoueayp; BO3MOXKHO
nposeaeHune 2-3 NOBTOPHbLIX KYPCOB C MHTepBasiom 3-4 mec.

dnekTpodopes rmanypoHupasbl: 64 YE rmanyponmnaassl 8 30 ma ANCTUNNINPOBAHHOM BOAbl
c pobasneHmem 4-6 kanenb 0,1 H. p-pa HCI, BBOAAT B o4yarm npu cusie Toka He > 0,05 mA/cm?,
aKcno3numa 12-20 muH; npoueaypbl exxeaHEBHO UM Yepes AeHb, Kypc — 8-12 npoueayp;

BO3MOXHO nposeaeHme 2-3 NOBTOPHbIX KYPCOB C UHTepBanom 3-4 mecaua
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OU3SUOTEPATUA

¢ HusKouHTeHcuBHOe nasepHoe obSayyeHue A1 yaydlleHus

MUKPOLUMPKYASLUN B OYarax:
— B KpacHoOm guanasoHe (A = 0,63—-0,65 mKM) No AUCTaHUNOHHOM

CTabunbHOU MmeToAnKe, PachOKYCUPOBAHHBIM TYYOM C
MNAOTHOCTbIO MOLWHOCTU 3-5 MBT/cm? 1 aKcnosuuuen 5-8 MUHYT
Ha noae; 3a npoueaypy obsyyatot He > 4-5 noneit npum obuien
NPOAONKUTENBHOCTMN BO3AENCTBMA He > 30 MUH

— B UHPpaKpacHom guanasoHe (A = 0,89-0,904 MKM) B HENPEPbLIBHOM MU UMIMY/IbCHOM
(80-150 lNy) pexknme no ANCTAHUMOHHOM UAN KOHTAKTHOM, cTabuibHOM MK NabunbHOM

MeTo4UKe.
[1pn HenpepbIBHOM peXmme MOLHOCTb U31y4eHna — He > 15 mBT, akcno3numAa Ha oaHO
nosie 2-5 MUH, NPOAO/IKUTENBbHOCTb Npoueaypbl — He > 30 MUH.
[Tpn UMMYNbCHOM peXmme MOLWLHOCTb M31YY4EHUA BapbUPyeT, SKCNo3nuua Ha none — 1-3
MWH, obllee Bpems BO3AeNCTBUA — He > 10 MuH.

*** 3a npoueaypy obayyatoT He > 4-6 nonen, Kypc — 10-15 npouenyp exegHEeBHO, NOBTOPHbIE
KYPCbl — C HTepBanom 3-4 mec

**» MNpoTnBonoKasaHuA: Ntobbie HOBoOHpPa3oBaHUA B 30HaX 06y4eHUn, Bo3pacT 40 3 net
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