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tOBeHuIbHas NoKann3oBaHHas cKaepoaepmus (KOJIC) ato rpynna 3abosieBaHmit JETCKOro Bo3pacTta, 0CHOBHOE NposiB/eHUe
KOTOPbIX — MOParKeHNe KOXU 1 NOAKOKHbIX CTPYKTYP, KaK npaBuio, 6e3 opraHHoro BosaedyeHus. B pa3sutum HOJIC Bbigens-
10T @aKTUBHYIO (BOCNanTebHYI0) U prubpoTmnyeckyto ¢asbl. Tepanus FOJIC B akTMBHYO ¢asy, Korga nposiBJIeHUs CO CTOPOHbI
KOXM HOCSIT 06patUMbIi XapaKTep, HAMHOro 3(pGeKTMBHEE. TaKTMKa 1evyeHuns onpeaensieTcs naowaabto M rnybuHou o4aroB
KOMHOIro rMopaeHusi, nosiBJIEHUEM W PAacrpoCTPaHEHMEM HOBbIX 04aroB, Ha/MYUEM BHEKOMHbIX MPU3HAKOB 6GOJIE3HMU.
OcHoBori tepanun KOJIC cnyxaTt TONMMYECKUE U CUCTEMHbIE MMMYHOCYNPECCaHTbl. AHTMBMOTUKOTEpanus He rnokasaHa. s
OLIEHKM 3(PEKTNBHOCTHU TEPANUU PEKOMEHAOBAHO UCIMOb30BaTh KnHn4YecKkme Wwkasbl (LoSCAT), yibTpa3ByKOBOE UCCAEAO0-
BaHWe, MHpPaKpacHyo TepMorpapuio 1 MarHUTHO-PE30HAaHCHYI0 TOMorpaguio.

KnioyeBble cnoBa: 10BeHW/IbHAs I0KaIn30BaHHasi CKAepoaepMusi, MoOp@es, IMHENHas CKIePOoaepMUS], TOMMYECKME [TTIOKO-
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Ana untnpoBaHus: Paynos P.K., Koctuk M. M. lOBeHUNbHas noKanuM3oBaHHasa cKiepoaepmusa. Bonpocbl neyeHus.
Bonpockl coBpemeHHou negnatpumn. 2020; 19 (3): 228-234. doi: 10.15690/vsp.v19i3.2119

BBEAEHUE

3a601eBaeMOCTb JIOKanM30BaHHOW CKIepoaepMUeEn
B Poccuiickon denepalimun, no nocneHUM AaHHbIM, COCTaB-
naet 3,3-3,7 Ha 100 TbiC. HaceneHus, y geten B Bo3pac-
Te 15-17 net — 4,3-5,9 Ha 100 Tbic. Hacenenus [1].
[eTCKMMKU peBMaTonoramm NPUHATO MCMOAb30BaTh KNaccu-
OUKaALMIO IOBEHUIBHOW NOKaNINM30BaHHOW CKIepoaepmum
(KONC) ot 2006 r. [2, 3], B COOTBETCTBMM C KOTOPOM Bbiae-
NS0T 04aroBYylo, JIMHENHYIO, reHepann30BaHHYt0, NaHCcKe-
POTUYECKYIO U CMELIaHHY0 cKiepoaepmMuto. OTIMYUTEIbHON
ocobeHHocTbio KOJIC ABNsieTCcst BbICOKas 4acToTa BHEKOXK-
HbIX NMPOSIBEHUI (M3BMEHEHUS CO CTOPOHbLI OMOPHO-ABUra-
TeNbHOro annaparTa, a3, HepBHOM cucteMbl) — Yy 15-20%
60/1bHbIX [4], 4TO TpebyeT MEXAUCLMMIMHAPHOIO Noaxoaa
K UX BegeHuto [5].

Rinat K. Raupov, Mikhail M. Kostik

MaTtoreHe3 3a6oneBaHns CBA3aH C UMMYHHbIMW Hapy-
LWEeHNAMM, NPUBOAALLMMM K aKTMBaL MU NPODUOPOTUYECKUX
MeAnaTopoB M Ype3MepHON BblipaboTKe KonnareHa [6, 7].
YynuTtbiBasi 3HA4YMMyt0 pPolb UMMYHHOW CUCTEMbI B pa3BU-
TMM 3aboneBaHus, GONbWKWHCTBO MpenapaTtoB Halene-
HO Ha nojaBieHWe MMMYHHOW aKTMBHOCTM [3]. MNpu 3TOM
OCHOBHOW LIeNbIO JIeYeHUs BNAeTca AOCTUXEHME cTaTyca
HeaKTMBHOM 6onesHu (Tabi.), a B Nocneaylouem — KIUHK-
4YeCKoM pemuccum (12 mec HeaKTMBHOM 60ne3Hu) [8].

BbI6Op TaKTUKK neyveHus 3aBUCUT OT GOPMbI IOKann3o-
BaHHOW CKNEPOAEPMUU U CTENEHWU aKTMBHOCTU 3aboneBa-
HUs. O6LWenpU3HAHHO, YTO WKMPOKOpacnpoCcTpaHsoLmecs,
nporpeccupytowme, rnybokne oyaru, ovaru, nepecexato-
lMe cycTaBbl, HaxoAdWMecHd Ha KOCMETUYECKU YYBCTBU-
TeNbHbIX 30HaX, AOMKHbl 1€4UTLCA CUCTEMHBIMU UMMYHOCY-
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Juvenile localized scleroderma (JLS) is a group of childhood diseases with the main symptom — skin and subcutaneous structures lesions,
without any organ involvement. There is active (inflammatory) and fibrotic phase in development of JLS. The JLS treatment during active
phase (when skin lesions are reversible) is the most effective. The management is determined by the area and depth of skin lesions,
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npeccuMBHbIMM Npenapatamu [8, 9]. Ana neyeHns o4aroBown
cKnepoaepmum (bngwedyHas, kannesnaHas mopdes) Ha paH-
HUX 3Tanax 60/1e3HM MOXKHO MPUMEHATb (MOHOTepanus,
KOMOGKWHaLKMK) TONUYECKNE npenapaThl [6], B YMCNE KOTOPbIX
HaX0AAaTCS KaNbLMMNOTPUOI, MECTHbIE MTIOKOKOPTUKOCTEPOU-
[bl, UMUKBUMOA U UHTMBUTOPbLI KallbLIMHEBPKHA [B].

PaHee cunTtanocb, 4To aTnonormyeckum daxkropom HJ1C
MOXET BbICTynaTb Borrelia burgdorferi, 4To NpUBESO K LWMPO-
KOMY NPUMEHEHUIO B TEPANUM NOKaNN30BaHHOM CKnepoaep-
MWK Yy B3POC/bIX M [eTen npenapaToB NEHWLWITMHOBOIO
psaga [10]. B POCCHMMCKMX KIMHUYECKUX PEKOMEHAALMAX
no noKannsoBaHHOW cKaepoaepmun ot 2016 . B KayecTBe
NleyeHns npegioxeHol npenapatbl MNEHUUWANMHOBOMO
paga [11]. OgHaKo B uccneaoBaHMsX B3aUMOCBS3U MEXKAY
B. burgdorferi n nokannM3oBaHHOW CKNepoaepMuen He obHa-
pyxeHo [12, 13]. B cBs131 ¢ 3TUM B €BPONENCKUX MPOTOKONAX
Nno NIeYEHUIO SIOKAIM30BaHHOM CKIEpPOAepMUM KaK B3pOC-
NbIX, TaK W AeTen NpuMeHeHne aHTMOUOTUKOB NEHULMANNHO-
BOro psija He noKasaHo [3, 8, 14].

TOMUYECKASA TEPANUA

TonnyecKui KanbLMNOTPUON

KanbumMnotpuon €BASETCHS CUHTETMYECKMM aHano-
rom BuTamuHa Ds. lpenapaTt Topmo3uT nponudepauuio
KepaTMHOUMUTOB, MHIMOUPYET aKTUBHOCTb T-TMMOLMTOB,
CTUMYNIMPOBAHHbIX MHTepnenknHom (IL) 1 [15]. B HEKOH-
TPONMPYEMOM UCCNEAOBaHUM MECTHOIO KanbuunoTpuona
(0,005% 2 paza/cyT MECTHO C OKKJ/IIO3MOHHbLIMWU MOBSA3KaMM)
y Bcex 12 nauMeHToOB C 04aroBOW cKiepoaepmuen (BO3-
pact ot 12 go 38 neT) 6bI10 3apPErucTpMpoBaHO ynydlle-
HME KOXHOro cTatyca B BMAE CHUKEHWS WMHTEHCMBHOCTU
3pUTEMBI M AWCIUIMEHTAUMKU Yepe3 1 MeC M CMsryeHue
o4yaroB MHAypauumu 4epe3d 3 mec OT Hadvana nevyeHus [16].
B ApyroM HEKOHTPO/IMPYEMOM WCCNefOoBaHUM Ma3sb Kasb-
uMnoTpuona NpUMeHsann 6e3 OKKI3NU, HO B KOMOWHaLMK
¢ UVA-1 (ynbTpadunonetoBoe mMany4yeHune tmna A — aneKTpo-
MarHuTHOE u3nydyeHue ¢ gvanasoHoM BoJiHbl 340—-400 Hwm,
ONMHHOBONMHOBas doToTepanus) y 19 ageten C¢ o4yarosou
cknepogepmuen. HYepes 10 Hep Tepanuu OTMEYEHbl CMSAr-
YeHue U penurmeHTaumns o4aroB y Bcex uccnegyemolx [17].
OcTaeTcs, 0HaKO, HEACHbIM, BblIO I CBSA3AHO YAyYlleHne
Cc Kanbuunotpuonom, UVA, ux KoMbGUHaUMEN WK Ke 3TO
6bln pe3ynbTaT CroOHTaHHOW peMuccun [18]. B HEKOHTpoNn-
pyeMomM uccnegoBaHuMm € ydactmem 6 nauueHToB (Bo3pacT
15-59 neT) ¢ o4yaroBoMn cKiepoaepmuen Oblna noKasaHa
3O DEKTUBHOCTb KOMBMHALMM KanbUuMnoTprona n 6etamera-
30Ha Ha OCHOBAHUMU KIIMHUYECKMUX CUMNTOMOB (YMEHbLUEHNE
pa3MepoB o4ara) 1 AaHHbIX yIbTPa3ByKOBOro UCCef0BaHuMs
(Y3W, cHWKeHWe nnoTHOCTM oYara) [19].

TonnyecKue rMiOKOKOPTUKOCTEPOUAbI

HecmoTps Ha WKPOKOoe NpUMEHEHNE TOMUYECKUX TMIOKO-
KOPTUKOCTEPOUAOB B KIMHMYECKOM MpaKTUKe, AOoKa3aTenb-
cTBa 3QDEKTUBHOCTM MpenapaTtoB 3TOM rpynnbl Npu IOKa-
NIN30BaHHOW CKnepoaepmuu oTcyTcTBYIOT [8, 19]. MecTHble
rMIOKOKOPTUKOCTEPOUALI NOAABASAIOT BOCMANEHWE U WHIU-
6upyloT nponundepaumto GubpobnacToB, OKa3biBas aHTU-
dubpoTtnyeckoe Bosgencteue [20]. lMpenapaTbl BbICOKOK
(MomeTa3oHa dypoart, METUNNPEAHMU30/I0Ha auenoHart, 6eTa-
MeTa30Ha AUNPONMOHAaT) UK OYEeHb BbICOKOW (KnobeTasona

Ta6auua. Kputepmu HeaKTMBHOM 6GONE3HU U KIIMHUYECKOM
pemuccun HOJC [8]

Table. Criteria for inactive disease and clinical remission of juvenile
localized scleroderma [8]

o OTCyTCTBME 3pUTEMBI

o OTCYTCTBME HOBbIX KOXKHbIX O4aroB B Te4YeHWe nocnegHux 3 Mec

o OTCyTCTBME YBENUYEHWS B Pa3Mepax KOXHbIX 04aros B
nocnegHue 3 mec

o OTCYTCTBME NPOrPECCUPOBAHMS YTONLLEHUS KOXKM

e OTCyTCTBME NPOrPecCHpPoOBaHUS KOHTPAKTYPbl CYyCTaBOB

e OueHKa aKTUBHOCTU 60/1€3HU BPA4OM Mo BU3yasibHOW
aHanoroso# WkKane = 0 (rge O — OTCyTCTBUE aKTUBHOCTH,
100 — MaKcuMManbHas akTUBHOCTb)

o OTCYTCTBME @KTUBHOIO BHEKOXHOIO MOPaXKeHUs
(YBEWT, apTPUT, HEBPONOTMHECKWUE HapYLLEHUS)

lMpumeyvarme. OJIC — toBeHUNbHas NoKanM3oBaHHas
CKINepoaepmus.
Note. HOJIC — juvenile localized scleroderma.

NMPOMNUOHAT) CTEMEHU aKTUBHOCTU MOTYT MPUMEHATLCSA MpU
04aroBOW CKIEPOAEPMUU Ha TyNOBULLE, YMEPEHHON CTENEHM
AKTUBHOCTU (aNKNOMETa30H, TPMaMLMHOMOHA aueToHua) —
npu nopaxeHuu nnua. AGPeKTMBHOCTb MECTHbIX MIIOKOKOP-
TUKOCTEPOUAO0B NpK GOopMax CKIepoaepmMuKn, rae nokasaHa
CUCTEMHasi Tepanus, BK/OYas JIMHENHYIO CKIepoAepMMIo,
He uccrnegoBaHa. BBuay noTeHUManbHbIX PUCKOB Pa3BUTUSA
aTPOPUM KOXM NPU ANUTENIbHOM NMPUMEHEHUU TNIIOKOKOPTHU-
KOCTEPOMAOB UX €XXeAHEBHOE UCMOIb30BaHME AO/IKHO ObiTb
orpaHuyeHo [21, 22].

TonuyecKue MHrMGUTOPLI KaNlbLlUHEBPUHA

NHrmMbuTopbl KanbUMHEBPUHA (NTMMEKponnmyc kpem 1%,
Takponumyc masb 0,03 u 0,1%) obnagaioT UMMyHOCYMNpec-
CMBHbIM M NPOTUBOBOCMNANUTENbHLIM 3PPEKTOM. MexaHn3M
aencteus obycnoeneH 610KaJon KanbLUWMHEBPWUHA M noja-
BAeHNEM T-xennepHom aKTMBHOCTU, YTO MPUBOAMT K CHHU-
EHUIO MHTEHCMBHOCTU BbIPAGOTKM MNPOBOCHANUTENbHbIX
LIMTOKMHOB [23].

B aBonHOM cnenom nnauebOoKOHTPOIMPYEMOM UCChe-
[0BaHMM Tonu4yeckoro Ttakponammyca 0,1% y 10 nauuneHtoB
C 04aroBoW cKknepoaepmuen (cpeaHuin Bo3pacTt 44 roga, anu-
TeNbHOCTb 3aboneBaHnsa 1-9 neT) 6bina AoKalaHa apdek-
TUBHOCTb npenapaTta. locne 12 Hepn nevyeHMs B OCHOBHOWM
rpynne OTMEYEHO paspelleHne pPaHHUX CKNepOTUYECKMUX
04aroB W CMSAr4eHWe [IUTENIbHO CYLEeCTBYIOWMX 04aros,
Torga Kak B rpynne nnauebo o4aru CKIepoaepMun He npe-
TeprneBanu U3MeHeHun [24]. B aByx apyrux nnaLeboKOoHTPO-
NIMPYEMbIX OTKPbITbIX UCCEeAOBaHMNAX TakkKe Oblla oTMeYeHa
3bdEKTUBHOCTb TONMYECcKoro Takponumyca 0,1% npu ovaro-
BOW CKiiepofepmun [25, 26]. B nepsom mccnefosaHuu [25]
OLleHUBaM rMCTONOMMYECKYIO KapTUHY, OGHaPYKEHO CHUXKe-
HUe nuMoounTapHOM MHPUIBTPALIMM OYara CKIepoLepmMun
yepe3 4 mec nocne Havana Tepanuu. Bo BTOpOM ucchne-
[0BaHuK [26] AONONHWUTENbHO MPUMEHSIN OKKITIO3UOHHbIE
NMOBA3KWU, OTMEYEHO UCHE3HOBEHWE PaHHUX BOCMANUTENbHbIX
KOMHbIX UBMEHEHUN U CMSAr4YeHne, CHUKEHNE UHTEHCUBHO-
CTW NO3JHUX CKIIEPOTUHECKUX UBMEHEHUN.

TonnyecKkuii UMMKBUMOJ
MmnkBumoa — aronuct toll-like peuentopa 7 (TLR7).
MmukBmMmoa cBa3biBaetca ¢ TLR7 Ha noBEepXHOCTM aHTU-
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reHNPe3eHTUPYIOWNX KIETOK M aKTUBMPYET ero, 3anyckas
KacKaZ, MMMYHHbIX peaKLMi, BAUSIOWNX Ha BPOXKAEHHbIN
N NPUOBPETEHHBLIN UMMYHUTET [27].

MccnegoBaHne 5% Kpema MMWMKBUMOQ, KOTOPbIM Mpu-
MeHsnM 3—7 pa3/Heq y 12 nauneHToB (Bo3pacT 6-77 ner)
C pasnyHbIMKM dopMaMKn JIOKaAM30BaHHOM CcKiepoaep-
MUK B TedeHue 6 Mec, NoKasano KIAMHMYECKOE ynyylleHue
B BMAE CHUXKEHWUS MHTEHCUBHOCTM 3pPUTEMbI U OUCMUTMEH-
TauuKn, YMEHbLIEHUS MJOTHOCTU O4YaroB C MMCTONOMMYECKUM
NOATBEPKAEHUEM — YMEHbLUEHMEM TOJLMHbBI AepMbl [28].
Mcnonb3oBaHMe MMWKBMMOOA y [AETEM C OrpaHWYEHHOWM
CKJIEpoAeEpPMUEN B TeHeHNE 9 MeC COMPOBOXKAAN0Chb YMEHb-
WEHWEM CTEMEHU BbIPAXKEHHOCTU 3PUTEMbI, AUCMUTMEHTa-
LMW M yMEHbLLUEHWEM YTOJILLEHMSA KOXM [29].

®doToTepanusa

JleyeHne cBeTOM ynbTpadMONETOBOro CrnekTpa npea-
CcTaBnsieT cob60in anbTepHaTUBY CUCTEMHOW TEpanuu nNpu rny-
6OKOM MU IMHENHOWM CKAepoaePMUM ANs NaLMEHTOB cTaplue
12 net [8, 9]. AenctBre dpoToTEpannmn onocpesoBaHo CHUMKE-
HMEM MPOAYKUMKU KonnareHa, BbipaboTKM NpoBoCnanuTenb-
HbIX UMTOKKMHOB (IL 6, IL 8, TNF o) M nogaBneHnemM anonTtosa
aHaoTennanbHblX Knetok [30]. PesynstaT npumeHeHusa ¢oTo-
Tepanuu y B3pOC/bIX NauMeHTOB MO3BOASET npegnonaratb,
YTO 3TOT CNOCO6 NEeYEHUS MOXKET BbITb MPUMEHEH U Y AETEN,
0AHaKo 6e30MacHOCTb MeToAa, ONTUMasbHbIE JO3bl U CXEMbI
fle4yeHuns ocTaloTcs HeM3BeCTHbIMK [8, 31].

CornacHo pekomeHgauusam T. Constantin v coaBT., getam
cTtapuwe 12 net ¢ MaleHbKMMK NOBEPXHOCTHLIMW HEMNPOrpec-
CUPYIOWMMU 04aramMmn CKIepoaepmMun, He nepeceKatowmmm
o6nacTb cycTaBa W pacnonaratowmMmncs B KOCMETUYECKHU
HEeYyBCTBMUTENbHbIX 30HaxX, BO3MOXHO npoBeaeHne ¢OoTo-
Tepanuu, npegnoytutenoHo UVA-1 wnu UVB (ynbTpaduo-
NeToBOE U3y4yeHne Tvna B — anekTpomarHuMTHoe uanyye-
HWe ¢ OnanasoHoM BOSHbl 280-315 HMm). PUVA-Tepanus
(meToamMKa ¢poToTeEpanmnun, OCHOBaAHHAA Ha COYETAaHHOM Mpwu-
MeHeHMNn GOTOaKTMBHOIro BellecTBa ncopaneH (P), npwu-
HUMaeMOoro BHYTPb, W Mocneaylowero 067y4eHUs ASUH-
HOBOJIHOBbIMW ynbTpaduonetoBbiMu fiydamun, UVA) petam
npoTUBOMNOKa3aHa [8].

CUCTEMHAAA UMMYHOCYNPECCUBHASA TEPANUA

Tepanus Tonuvyeckumu npenapatamu u doToTepanus
6€e3 CUCTEMHbIX UMMYHOCYMpPECCaHTOB LienecoobpasHa ToMb-
KO MPW MOBEPXHOCTHbIX HEBOMbLUMX OYarax CKIEepPOAEPMUM,
KOTOPbIE HE MPOrPECCHPYIOT B YMCNIE U pa3mepax U He nepe-
ceKaloT obnacTb CycTaBa, a TaKXe HaXxoAsaTCcs B KOCMETU-
YEeCKM He4vyBCTBMUTENbHbIX 30HaX. B Mo6bIx ApyruMx crnydasx
noKkasaHa CUCTEMHas MMMYyHHOCynpeccuBHas Tepanus [3, 8].

MeToTpeKkcar

CornacHo peaynbtatam HabnwogaTeNbHbIX U KIWMHUYe-
CKMUX MccneaoBaHuM, a TakKe KoHceHcycy [3], meToTpekcaTt
ABNSETCA MNEepBOW JIMHWEN Tepanuu NMHENHOW, reHepasnu-
30BaHHOM W MaHCKIEPOTUYECKON cKiepoaepmun [22, 32].
CornacHo KOHCeHcycy AeTckux peBmatonoros 2019 r. [3],
BCEM MaLMeHTam C BblpaxeHHbIMU KOCMETUYECKUMU U/WUNn
GYHKUMOHANbHBIMU HapYLIEHUAMU MOXKET BblTb PEKOMEHLO-
BaHa Tepanua MeToTpeKcaToMm M3 pacyeta 15 Mr/m?2 nog-
KOXHO MK NepopasnbHo.

B 2/3 cnyyaeB Tepanus MeTOTpPeKcaTtoM MO3BONSET
[OCTUYb HeaKTUBHOMN ¢a3bl 60ne3Hn [33]. PesynbraTbl Anu-
TenbHoro (B cpegHeM 30 neT) HabnoAeHUA 3a NauMeHTamu
C NIOKanM30BaHHOW CKIEpoAepPMUEN AEMOHCTPUPYIOT, YTO Mpu
loBEHUIbHOM AebtoTe 601e3HM NPU3HAKM aKTUBHOro 3abone-
BaHWsA BO B3POC/AOM BO3pacTe nmetloT oKoso 90% naumeHTos,
HeobpaTUMble OCNOXHEeHUS — 6onee MNofoBUHbI [18, 34].
B cBS3M C 3TUM OXMAaAeTcs, YTO Hauaydlune pesynbraTbl
NeYeHns MeTOTpeKcaToM MOryT 6biTb AOCTUIHYTbI MPU CBOE-
BPEMEHHOM Hayane feyeHuss — [0 MOsIBNEHUS NPU3HAKOB
KOXXHOr0 MoBpeXAeHns (HeobpaTtUMbIX M3MEHEeHUI). BarkHo
TaKXe MOoAYEPKHYTb, YTO ANWUTENbHAs peMmnccus nocne npw-
emMa MeToTpeKcaTa valle OoTMevaeTcsl y nauueHToB, Mmony-
YyaBLUMX NevyeHne B TeveHue 6onee 4yem 12 mec nocne AoCTU-
YEHUS KIIMHMYECKON pemnccun. Takum o6pas3om, KaK TOSIbKO
[LOCTUraeTcsl NpMemaemMoe KIMHUYECKoe ynydlleHne, Ha3Ha-
YyeHne MeToTpeKcaTa AOMKHO GbiTb NMPOAOIKEHO B TeYeHue
KaK MUHMMYM 12 Mec, XOTS 4acTO MCnonb3ylTcs U 6onee
OnuTeNbHbIE CXeMbl ledeHuns [35, 36].

B paHAoMM3MpoBaHHOM ABOMHOM cnenom nnauebo-
KOHTPONMPYEMOM WUccnegoBaHuu, nposeaeHHom F. Zulian
W coaBT., 6bINN UCCNef0BaHbl NaUMeHTbl B BO3pacTe 40 16 net
C IMHENHbIM, FeHepaIn30BaHHbIM U CMELaHHbIM BapnaHToM
aKTUBHOW CKNepoaepmMum 1 6e3 rnpeawecTByolen MMMYHO-
cynpeccuBHoOM Tepanuu B nocnegHue 6 mec [37]. B nepBble
3 Mec y BCex naumeHToB 6bi1 3aPUKCUPOBAH MONOXKUTENb-
HbIM OTBET Ha Tepanui. Peunagns otmedeH y 33% 60/b-
HbIX B rpynne metoTpekcata Uy 71% B rpynne nnaue6o.
HoBble o4aru ckiepogepMun NosiBuAnCb y 6,5% naumeHToB
B rpynne mMetoTpeKkcata ny 16,7% — B rpynne nnaue6o.
[onoxuTenbHblIM OTBET Ha Tepanuilo MeTOTPeKcaToM O6bl
NOATBEPKAEH pesynbTaTaMu Tepmorpadum M KoMMbloTep-
HOM OLIEHKM 04aroB KOXKHOro nopaxKeHus [37].

B TeyeHue nepBbiX 3 Mec JieYeHUss B KayecTBe [Jomnon-
HEHMS K Tepanuu MeTOTpeKcaToM creayeT MCrnonb30BaTb
KypcC rtoKoKopTuKocTeponaos [3]. APPeKTUBHOCTL U 6e30-
MacHOCTb CUCTEMHbIX TMIOKOKOPTUKOCTEPOUAOB B @KTMBHOWM
dasze HOJIC noaTBepkKaeHbl B psae uccnegoBaHumn [3, 38].
CyLLecTBYIOT AB€e CXeMbl Mpuema: nepopasibHblil NPegHU30-
JIOH B Ao3e 1-2 Mr/Kr B CyT B Te4eHne 2—3 Mec ¢ nocne-
OYIOWMM MOCTEMEHHbIM CHUMKEHMEM WK MynbCc-Tepanus
METUNNPEAHN30/10HOM (30 Mr/Kr) ¢ pasiMyHbIMU peEXMMaMu
BBEEHUS — C MPOAOMKEHMEM U 6e3 NPOoJOIKEHNS Nepo-
panbHOM [NIOKOKOPTUKOCTEPOUAHOM Tepanuun, ONUCaHHOM
Bbllwe [3, 39]. YTo KacaeTcsa npeanoYTuTeNbHOro cnocoba
BBEAEHUS U AO3MPOBKMU, TO KOMMUTET IKCMEPTOB HEe AOCTUT
cornacvMa no 3TOoMy BOMPOCY, MO3TOMy npuemaembl o6a
BapwuaHTa [3].

Tepanusa npu He3aPPEKTUBHOCTU MeTOTpeKcaTa

CornacHo pe3synbratam 6pUTAHCKOro HaLWOHalbHOro
ayauTa Nno OUEHKe U Ie4YEeHUIo TOKannM30BaHHOM cKiepoaep-
Mun, 95,5% n3 149 nauneHToB nosydann METOoTpeKcaT KaK
nepByl nuMHWIO Tepanuu. Kaxabii Tpetnin naumeHTt (34%)
noaydyan gsa 601€3HbMOANPULMPYIOWMX NIEKAPCTBEHHbIX
npenaparta unu 6onee, T.€. He AOCTUI PeEMUCCUM Ha dOHe
nleyeHnss MeToTpeKcaToM, 4TO noTpeboBano yCcuneHus
Tepanuu [33].

Mpn HeaddEKTUBHOCTM MeETOTpeKcaTa, Npu peunanBu-
poBaHMKM 60NE3HW MNOCNE KIMHWUYECKOW pPEMUCCUM (Mpo-



rpeccrMpoBaHme KOXKHbIX 04aroB, TAXKeble BHEKOXKHbIE NpPo-
AB/IEHUS) UKW B C/ly4ae HENepeHOCMMOCTM MeToTpeKcaTa
MOMET ObITb MCMNOSIb30BaH MUKodeHonata modpetun (MMO)
B f03e 500—-1000 Mr/m? [3] KaK B peXknume MoHOTepanuu,
TaK M B KOMBUHaUnK ¢ metoTpekcaToMm [40]. MM® aBnsaetcs
Hambosiee 4acTo UCNob3yeMbIM NpenapaTom BTOPOW IMHKUK
Tepanuu (y 89,5% 605bHbIX) U 06/1adaeT TaKon xe adpdek-
TMBHOCTbIO B OTHOLWEHMM KOXKHOFO CTaTyca, KaK U MOHOTe-
panusa MeTOTpeKcaToM, HO OKa3blBaeT MeHbllee BAUSHUE
Ha apTpUT NO CpaBHEHUIO C MeTOTpeKcaTom [33, 41].

Toumnmnaymad — MOHOKJ/IOHANbHOE aHTUTENO K peLenTo-
pam IL 6. MNpenapaT noKa3aH 4ng NevYeHns noanapTuKynap-
HOMO U CUCTEMHOIO OBEHUIbHOMO MAMONATUYECKOrO apTpu-
Ta [42]. UHrnbupoBaHune IL 6 MOXKET OblTb 3PPEKTUBHOM
MWLLEHbIO Tepanun B60/bHbIX TOKaNM30BaHHOW CKepoaep-
MWEN, 4TO 06YCNOB/IEHO MOBbIWEHHON KOHLEHTPALMEN 3TO-
ro LIMTOKMHA B CbIBOPOTKE KPOBU M KOpPPEensLumMen ¢ YUCnIom
NIMHENHbIX NopaxkeHun [43, 44]. B daze || KIIMHUYEeCKUX UCnbl-
TaHMW TouMnM3ymab nokasan xopouwyl 3OOEKTUBHOCTb
B OTHOLWIEHMM KOXKHOMO M IEFOYHOMO MOPaXeHMs y B3POC/blIX
NauMeHTOB C CUCTEMHOM cKknepoaepmuen. K 48-11 Heq nede-
HUS TOLMNIM3YyMaboM ynydlweHue no MoauduLMpoBaHHOM
WwKane PogHaHa (modified Rodnan skin score; ncnonb3yetcs
Ana GUKCaLMK YTONLLEHNSA KOXM NPU CUCTEMHOM CKepoaep-
MuK) coctaBuno > 20% y 42% 6onbHbiX, > 40% — y 23%,
> 60% — y 12% [45]. B Tpex HabnogaTenbHbIX MccnegoBa-
HUSX (cepun cnydaeB) Ha GOHE NMPUMEHEHUsS Toumnansymaba
y 18 naumueHtoB ¢ HOJIC, pe3uCTEHTHbIX K METOoTpeKcaTy
n MM®, oTMeyeHo yny4lleHWe Mo noKasaTeNsaM KOMHbIX
WwKan (mLoSSl) u oueHke Bpayen aKTMBHOCTU 6GONE3HM
no BW3yalbHOW aHanoroBou LWkKane [46], ymMeHblleHne
TOMWMHBI KOXW W yBEUYEeHUEe ABWUraTe/lbHOM aKTMBHOCTU
CyCTaBOB MpKW MaHCKIEPOTUYECKON cKiepoaepmun [47].
B cepun 13 5 HabnwoaeHnn apdOeKTUBHOCTM ToUMNM3yMaba
y nauueHToB c Taxenon pedpaktepHon HOJIC oTmeyeHo
CYLLECTBEHHOE yNy4lleHMe MoKasaTtenen BpavyebHOW BU3Y-
a/lbHO-aHanoroBou WKanbl aktTuBHocTn KOJ1C, ogHaKo cTaTu-
CTUYECKM 3HAYMMBbIX YNy4dlleHnn No wKane LoSSI otMevyeHo
He 6bi10 [48]. CnegyeT TakXe OTMETUTb Masyk BblGOPKY
nayMeHToB (cymmapHo 12 nauMeHToB B 3 UccnefoBaHUsX).
Heob6xoauMbl ganbHenwune uccnegoBaHus apOeKTUBHOCTH
ToumMnuaymaba gns onpepeneHus noKasaHurW K Hal3Haye-
HWIO, O3 U PEXMMa BBEAEHUS MPW IOKaNIM30BaHHOM CKie-
poaepmMun y aeten.

AbaTtauenT — pacTBOPUMbIM PEKOMOBUHAHTHbIM GENOK,
KOTOpbIV cneunduryeckn casbiBaeTcsa ¢ Mosiekynamm CD80
M CD86 Ha noBepxXHOCTU aHTUTEHMPE3EHTUPYIOLLMX KINETOK
1 6NOKUpPYET TaKMM 06pa30oM UX B3anUMOAENCTBUE C peLern-
Topamu CD28 T-numdouutos [49, 50]. AbatauenT pa3peLleH
ANS NevyeHus AeTer ¢ MNOoAMapTUKYISPHbIM OBEHWUIbHbLIM
manmonatmyeckum aptputom [51]. BmecTte ¢ Tem abaTauent
ABNAETCH NEPCNEKTUBHLIM NpenapaToM ANs jedyeHus nopa-
KEHUS KOXM MPU CUCTEMHOM CKIEPOAEPMUM; NPOBOAAT-
CS KJIMHUYECKUE WCMbITaHUSA Yy B3POC/bIX NauueHTtosB [52].
B cBS3M € TEM, YTO NaTOreHeTUMYeCKMe MexaHNM3Mbl KOXHOIO
NOpPa*KeHUs Npu CUCTEMHOW U NOKaNNM30BaHHOM CKnepoaep-
MWW CXOXK [7], abaTaLenT MOXET OblTb UCMO/Ib30BaH Mpwu
NIOKann3oBaHHOW cKiepogepMun. Ony6anMKoBaHbl AaHHble
YyCMELWHOro nevyeHns abatauenTtoM B3POC/bIX MauUMEHTOB
C IOKanM30BaHHOM cknepoaepmuen [53].

OnucaHbl eaMHUYHbIE Clydan NPUMEHEHUS APYrux GMo-
JIOTUYECKUX areHToB — puTykcumaba [54], nMHPAnKcuma-
6a [55], umaTnHKMOBa [56] KaK y B3pocChblX, Tak U y geten
C TsKenbiMM GopmMammn CKIepoaepmMuu, He OTBevaloWwnMu
Ha CTaHJapTHble CXEMbl Tepanuu.

KnioueBble acneKTbl CUCTEMHOM Tepanuu

CucteMHas Tepanusa rnokasaHa npu Bcex akTMBHbIX Gop-
Max JIOKaNM30BaHHOM CKIEpOAepMUU, 3a WCKIIYEHWEM
HenporpeccupyoLen NOBEPXHOCTHOM OrpaHUYEHHOW CKie-
poaepmuKn, KoTopas He nepeceKkaeT 06aacTb cycTaBa M Koc-
METUYECKM He 3Havnma [3, 8, 14]. NepBoW NMHKEN Tepanun
ABAAETCA MEeTOTpeKcar no 15 Mr/m2/Hes, MakcumasnbHo —
25 Mr/Heq BHYTpb MAM MOAKOXHO. PeKomeHayeTcs Kak
MUHUMYM 3 MeC Tepanuu MOKOKOPTUKOCTEPOUAAMK BO Bpe-
M$ MHAOYKUMK MeToTpeKcaTa [3]. CucTeMHas Tepanus Jo/mKHa
6bITb NEPECMOTPEHA, ECIN HE AOCTUMHYT CTaTyC HEAKTUBHOM
6onesHn B TevyeHMe 6 MeC WIM HEeT OTBeTa Ha JieveHue
B TeyeHue 3 mec [3, 8, 14]. JoKkasaTenbHasa 6a3a no Beae-
HUIO METOTPEKCATPE3UCTEHTHbLIX MaLMEHTOB OrpaHu4yeHa.
Bo3MoHbIMM onuuamMu Tepanuun asnatotcs MM®, Tounnu-
3ymab, abatauent. Anroputm fedyeHus naumeHtoB c HOJIC
COrNaCHO KOHCEHCYCy [AEeTCKMX peBmaTonoros EBponbl
(2019) npeacraBneH Ha puc. [3].

®U3UOTEPANMUA

OpToneanMyeckne OCNOXKHEHUS, TakMe KaK YKOpo4yeHue,
aTpodUa KOHEYHOCTW, KOHTPaKTypbl CyCTaBOB, BO3HMKAlOT
npumepHo y 30-50% nauMeHToB C JIMHEMHOM CKlepoaep-
MWen KoHeyHocTn [57]. dwuanotepanusa, nedyebHasa dus-
Ky/bTypa B COYETaHWU C CUCTEMHOM UMMYHOCYNPECCUBHOM
Tepanuen pekoMeHaoBaHbl AN AeTen C JIMHEWHOM, rny6o-
KOWM CKNepoaepMmen U BCEM MauueHTam Co CKNepoaepMnen
NMPU CHUXKEHUN 0ObEMA ABUKEHUIM B CyCTaBax U CHUXKEHWH
MbILWEYHON CUfibl, YTOObI U36€EKaTb U/UIN MUHUMU3UPOBATb
BO3HWKHOBEHMWE KOHTPaKTyp cyctaBoB [3]. [pn noparkeHuu
KUCTEN M nanbueB 3OPEKTUBHLIM METOAOM MPODUIAKTUKK
ABNAIOTCS €XXeAHEBHble AOMalUHWE YNPaXKHEeHUs C naccuBs-
HbIM pasrbaHneM n pacTskoun [58, 59].

XUPYPIrM4ECKME METOAbI NIEYEHUA

OnepaTuMBHble BMellaTenbCcTBa Npu N6bIX dopmax
CKIepoaepMUU He PEKOMEHAYETCS BbIMOHATbL B @aKTUBHYIO
dazy 60ne3Hu [32]. XupypruyecKkas KoppeKLns BO3MOXKHa
NpPU KOHTPaKTypax CcycTaBoB W aedopmMaumax, NpUBOAS-
WMX K HapyLWeHUIo ABUraTenbHOM aKTMBHOCTM M KavecTBa
XU3HU [60]. 3PDEKTUBHOCTb METOAA B HacToslllee BpeMs
n3yyeHa HepoctatoyHo. OCHOBHOM Npob6aemMon SABNSET-
Ccsl BO3MOXHOEe BO306GHOB/IEHME AKTMBHOCTM M Mporpec-
CUpOBaHWe CKNepoaepMun Mnocsie onepaTtMBHOro Bmella-
TenbcTBa [60, 61].

KocmeTnyeckme npobnembl, CBsi3aHHblE CO CKIepoaep-
MUen B 061aCTU nnLa, OKasbiBalOT 3HAYUTENbHOE BAUSHUE
Ha MCUXONOrMYeCcKoe COCTOSIHWE NaLMEHTOB M KA4yecTBO WX
U3HU. MeToaoM pelleHua 3TUX npobnem ABAfTCA nna-
CTUYEeCKMe onepaunmun. Ha cerogHsilHMM OeHb Yallie BCEro
NPUMEHSIOT afIOreHHY0 TPaHCMNAAHTaLMI0 XMPOBOM TKaHM
[62, 63]. B peTtpocnektuBHOM wuccnegoBaHun 10 nauyueH-
TOB C lOBEHWBbHOW CKAepoaepMuen obnactn nuua 6bina
BbIMOMIHEHA NNacTUYeCKas KOpPPeKLMs, nocne KOTOpon Bce
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EBponbl (2019) [3]. NMy6nnKyeTcs ¢ AONONHEHUAMMU

Fig. Treatment algorithm for patients with juvenile localized scleroderma according to the consensus of European pediatric

rheumatologists (2019) [3]. Published with additions
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TonuyecKas Tepanus

MTT 15 mr/m2/Hen + FTKC
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b
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60N1e3Hb») npoaomKath min 12 mec

* 3ameHa Ha MM® unu
¢ KombuHauusg MM® + MTT unum
e MBI (Tounnusymab, abatauenT)

lMpumeyvarme. LOSCAT — Localized Scleroderma Cutaneous Assessment Tool (lKana oLeHKK KOXKW Npu TOKaNn30BaHHOW CKIEpoaepPMMm),
Y3W — ynbTpasByKkoBoe uccnegoBaHne, MPT — mMarHMTHO-pe3oHaHcHasa Tomorpacdusa, MTT — meTtoTpekcat, TKC — rnioKOKOPTUKOCTEPOUAbI,
MM® — mukodeHonata modpetun, N'MBIM — reHHo-UHKeHepHble 6UoNorMyeckne npenapartbl.

Note. LoOSCAT — Localized Scleroderma Cutaneous Assessment Tool, Y3 — ultrasound, MPT — magnetic resonance imaging,

MTT — methotrexate, TKC — glucocorticosteroids, MM® — mycophenolate mofetil, TUBM — genetically engineered biologics.

OHW OTMETHU/IN, YTO peKomeHaoBann Obl APYrMM naumeHTam
OaHHbIN MeToA NneyveHuns [64].

TEPANMUA BHEKOXHbIX CUMNTOMOB

BHEKOXHble MposiBNeHUs 3aboneBaHnsa cneayet nevyntb
COrNacHO KIMHMYECKMM PEKOMEHAALMAM U MPOTOKONaM Ans
[aHHOM HO3010rMK (apTpuT, yBEUT). B 60NbLIMHCTBE Cly4aeB
TpebyeTcs Ha3HaYyeHue cUcTeMHOM Tepanuu. NMpu BO3HUKHO-
BEHWU HEBPOIOTMYECKMUX HapYLIEHWUI Nled4eHne COornacoBbl-
BaloT C JETCKUM HeBponorom [8, 32].

NMPOrHO3

bonbwKrHcTBO nauneHtoB c¢ HOJIC, nonydatowmx ceoe-
BPEMEHHOE U ajeKBaTHOE NevYeHne, UMelT 6naronpUaTHbIN
NPOrHO3 Te4yeHns 60ne3Hu. JleTanbHble UCXOAbl KpalHe pea-
KW M CBA3aHbl C OCMIOXXHEHUSAMWU A3BEHHOW GONE3HU KOXM
(cencuc, NNOCKOKIETOYHbIM paK) NpU MNaHCKIEpPOTUYECKOM
dopme 60ne3Hu [65]. MNpu XPOHUYECKOM TeYEHUN 3aboneBa-
HWS, BbICOKOM 4acToTe pa3BUTUA PELIMAMBOB M BHEKOMHbIX
NPOsiIBIEHUA OTMEYaeTCsl BbICOKUMM PUCK WHBaNMANIUPY-
OLLEr0 TeYyeHuss 60ne3Hu. Mo MmerwumMes AaHHbIM, Mpu
04aroBOM CKIEPOLEPMUM PEMUCCUSA JOCTUIaeTcs, KaK npa-
BMNO, Yyepe3d 2-3 roga, Toraga Kak npu NuHenHon dopme
aKTMBHOCTb MOXET COXPaHATbCA B TeYEHUEe AECATUNETUN.
DyHKUMOHaNbHbIE HapyweHUs ObiM OTMEYEHbl NMPUMEPHO
y 30% naumeHToB [66]. Hannine BHEKOXKHbIX NPOSBAEHUM

oTpMLaTENbHO BAMSET HA KayeCTBO KM3HM GOMbHbIX U CBS-
3aHo ¢ 6onee AnuMTeNbHOMW Tepanuen [67].

3AK/TIOYEHUE

Letam ¢ KOJIC TpebyeTca cBoeBpeMEHHOEe U ajeKBaT-
HOe neyeHune Ans npegynpexaeHus HeobpaTUMbIX U3Me-
HEHWWM M nydwero ucxoda 6onesHu. Tepanus 3aBUCUT
oT GOpMbl M aKTUBHOCTU cKiepoaepMuun. MNpu ovaroBoun
CKIepoaepMUM WMPOKO M YCMELWHO MNPUMEHSIOT Tomnuye-
CKne npenapaTtbl. CucTeMHas MMMyHOCYNpeccuBHas
Tepanus MOXEeT noTpeboBaTbCA MNpPU O6LIMPHBLIX o4arax,
rny6oOKOM MOpaxKeHUU, NopaxKeHUM KOCMETUYECKMU YyB-
CTBUTENbHbIX 30H, GbICTPOM MPOrpPecCUpPOBaHUMN CTapPbIX
04aroB M MNOSIBIEHUM HOBbIX, BHEKOMXHbIX, MPOSBAEHWW.
MeToTpeKkcar — npenapaT NepBOW JMHWUKU Tepanuu npwu
JIMHEWHOW, reHepannM30BaHHOW, MaHCKIEPOTUYECKON, CMe-
lWaHHOM dopMe. YuuTbiBasi, YTO TepaneBTUHECKUI IdPEKT
npenapata MOXeT O6biTb AOCTUIHYT B TeyeHne 2—-3 Mec,
ans 6bICTPOro nogasfieHUs BOCMNANUTENbHOW aKTUBHOCTH
B COYEeTaHMM C METOTPEKCATOM KOPOTKMMW Kypcamu MOryT
ObITb MPUMEHEHbI MIOKOKOPTUKOCTEpOUabl. Mpn AoCTUKe-
HUU pemuccHun 3ab0oneBaHNs PEKOMEHAYETCS NPOAOIKMUTb
Tepanuio MeToTpeKcaToM B TeyeHwe He meHee 12 wmec.
TpeTb NaLMEHTOB He OTBEYAIOT Ha TEpanuUIo METOTPEKCATOM
U TPeBYIOT Ha3dHaYeHUsa Apyrux 601e3HbMOoAUGULMPYIOLLUX
nnuM 6MONOrMYECKMX NpenapaTos.
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