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Jlokann3oBaHHas CKIEPOAEPMUS €CTb KIIMHUYECKUI BapUaHT IOBEHU/IbLHON CKIEPOAEPMUN — TPETLEIO M0 YacToTe peB-
maTnyecKoro 3abosieBaHns AETCKOro Bo3pacTta. B cratbe 0606LeHbl 3HaHUS1 0 KaacCupuKaumm, AnarHocTmke u augpoe-
PEeHLUManbHON AMarHOCTUKE IOBEHW/IbHON JI0OKaIM30BaHHON cKaepoaepmun. OCBELLEHbI NOCAEAHNE MEXAYHaPOAHbIE PEKO-
MeHAauuu 1o J10Kaau30BaHHOM cKaepodepMun y aeten — EBPONENCKMit KOHCEHCYC AETCKMX PEBMAaTOJIOroB, HEMeELKUe
U AMNOHCKUE HalMOHallbHble pEKOMeHAaLnu.
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AKTYAJ/IbHOCTb

HOBeHUNbHas cKiepoaepMus BKIIIOYaET B ce65 CUCTEM-
HYIlO M NOKanW30BaHHYl0 GOpPMbl U ABNSETCH TPETbUM
MO 4YacToTe XPOHWYECKUM pEBMaTUHECKUM 3abosieBaHu-
eM B nefuaTpuyeckor nonynsauuu nocne BEHUIbHOro
nauMonaTMyecKkoro apTputa U CUCTEMHOM KpacHOW BOJ-
YaHKkK [1-3]. KOBeHuNbHasa NOKanu3oBaHHas CKIepoaep-
MU — rpynna 3a6ofeBaHuit, NPOSIBAEHUS KOTOPbIX, KaK
npaBwio, OrpaHUYNBaIOTCH MOPaXKEHUEM KOXM, MOLAKOXK-
HOM KNeTYaTKW, PeAKO — KOCTHbIX CTPYKTYp, Mpeumylie-
CTBEHHO 6€e3 OpraHHOro BoBfie4yeHus [4].

Kak npaBuno, 1oBeHUNbHas I0Kain3oBaHHas CKIepo-
LepMuUsa ANUTENbHOE BPEMSA OCTaeTcs Hepacrno3HaHHOM:
OT MEPBLIX NPOABNEHUI 3a607eBaHNUA 40 NOCTAHOBKU Auar-
HO3a npoxoauT B cpeaHem 11-13 mec, a B 20% cny-
yaeB — 6onee 2 net [3, 5, 6]. B 70% cny4aeB npwu nep-

Rinat K. Raupov, Artur I. Imelbaev, Mikhail M. Kostik

BMYHOM OOpallEHNN BbICTaBASETCA OLWMOOYHbIN AMarHo3s,
B 44% cny4yaeB — aTonuyeckun gepmatut [4]. B coBoKyn-
HOCTM C TEM, 4TO 3a60s1eBaHNE HOCUT MEANEHHO MPOrpeccu-
pYIOLWKUI XapaKTep, 3TU GaKTopbl MOTYT MPMUBECTU K 3HAYU-
TEeNbHOM 3a[eprKKe B MOCTAaHOBKE AMarHosa, 4to, BeposiTHO,
BAMSIET Ha mucxoa 3aboneBaHus [7]. OKHO TepaneBTUYECKMX
BO3MOHOCTEN, B TEYEHME KOTOPOro NpeanpuHATbie Mepbl
NPUBOAAT K Hauny4leMmy pesynbraTy, MOXKET 6blTb yMyLLEHO,
Korfa cTeneHb BOCMafeHUsl YMEHbLUaeTCs, U NOSBASOTCS
HeobpaTUMble MPU3HAKKM MOBPEXAEHUS KOXUK (aTpodua
KOXM M NOAKOXHO-KMPOBOW KNETHATKM, AUCTIMTMEHTALMS).
BapuaHTbl nevyeHns (MecTHoe, CUCTEMHOE, ynbTpadUuoneTo-
Bas Tepanus) 4oaroe Bpems He 6bin CTaHAapPTU3UPOBaHbI
B MMpE, U OCTaloTCA He CTaHAapPTU3MPOBaHHbIMKU B Poccuu,
W, KaK NpaBu/o, OTIMYAIOTCS B MPaKTUKE AETCKMUX JepmaTo-
JIOroB 1 peBmMartonoros [6, 8].
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OCHOBHbIMW Npo6neMamMu [OWarHOCTUKM U JleyeHud
IOBEHWU/IbBHOW JIOKaNM30BaHHOW cKiepoaepMun B Poccun,
MO HalWeMy MHEHWUIO, ABASIOTCS:
® OTCYTCTBME K/IMHMYECKMX PEKOMEHZaLMi M NPOTOKO0B

NleyeHns ans aeten: nocnegHue POCCUUCKME KIMHU4Ye-

CKMe peKoMeHAaL MK Mo IOKANTM30BaHHOM CKNepoaepMum

fatnpoBaHbl 2016 . n B 60/bLWIMHCTBE CBOEM OCBELLAOT

NIOKaNM30BaHHy0 CKiepoaepMumto B3pocnblx [9]. Mpu aTom

TepaneBTUYECKUI aNrOPUTM, WUBNOXKEHHbIN B PEKOMEH-

Jaumsax, BKIOYAET B KavyecTBe Tepanuu NepBon NUHUK

npenapaTbl ¢ COMHUTENbHON 3DPEKTUBHOCTBIO (6EH3MI-

NEHULMANWH U aHTMOMPOTEKTOPbI);
® OTCYTCTBME MYALTUAMCLMMNAMHAPHOIO NOAXOAA K BEAEHMIO

naumMeHToB C IOBEHUIbHOW NTOKaNn30BaHHOW CKaepoaep-

MWen. B yacTHOCTM, cOrnacHo MOCnegHUM POCCUMCKUM

KIMHWYECKUM PEKOMEHALMSAM, KOHCYNbTauus peBmarto-

Nora peKkoMeHoBaHa TO/IbKO MPY NOJO03PEHUN Ha CUCTEM-

Hyto cknepoaepmuio [9];
®  HM3Kas MHGOPMUPOBAHHOCTb Bpayen NepBMYHOro 3BEHa

W, KaK cnefcTBue, Mo3fHas AMarHoCTMKa 3aboneBaHus

[3,5,6]
® MPUBEPKEHHOCTb K TOMMYECKOM Tepanuu B Tex cayyasx,

KOrfa MnoKa3aHO MpPUMEHEHWE CUCTEMHOM LMTOCTaTMYe-

cKkov Tepanuum [10];

e OTCYyTCTBME 0O6LLEAOCTYNHOr0 BCEPOCCUIMCKOrO perncrpa
60/1bHbIX OBEHWBHOW NOKaNIM30BaHHOM CKIEPOAEPMUEN.

B HacTosillee BpeMs pa3paboTaH Lenbii psg PeEKOMEH-
Jaunn: EBponencKuin KOHCEHCYC OETCKUX peBmatosoros [4],
HeMeuKkue [11] M ANOHCKME HaluWOoHalbHble peKomeHaa-
umm [12]. OTaoenbHble MOMIOXKEHUS YKa3aHHbIX [OKYMEHTOB
6yayT ocBellEeHbl B JaHHOW CTaTbe.

SANUAEMUOJIOrUsA

CornacHo MexayHapoAHbiM AaHHbIM, 3ab601eBaeMoCTb
IOBEHWIbHOW JIOKaNM30BaHHOM CK/iepoaepMUen cocTaBnsieT
0,3-3 Ha 100 Tbic. HaceneHusa [2, 8, 13]. B Poccuun 3a6o-
nieBaemMocTb B o6uien nonynaumm 3a 2012-2016 rr. cocTa-
Buna 3,3-3,7 Ha 100 TbiC. C HAMBONbLIEN YACTOTOM B rpyn-
ne 15-17-netHux — 4,3-5,9 Ha 100 Tbic. [14]. B ogHOoM
M3 caMbIX MaclTabHbIX UCCNeOBaHUI ClyYaeB lOBEHUIbHON
NIOKanu3oBaHHOW cKnepogepmunn (n = 750), NpoBeaeHHbIX
F. Zulian n coaBT. (2006) [3], 6bI10 NoKa3aHo, 4To 65% Bcex
cny4yaeB 60Ne3HWM COCTABASET NIMHEWHaAs CKaepoaepmus,
26% — orpaHu4yeHHas ckiepoaepmus, 7% — reHepanu-
30BaHHaa cknepogepmusl, 2% — ryboKkas CKIepoaepMus.
TakKe OTMeYeHo, YTO [AeBOYKM GonetT B 2,4 pasa valle,
cpeaHuM Bo3pacT aebioTa — 7 1IeT BHE 3aBUCMMOCTH OT Noa-
TMna 6onesnun [1, 3]. OnucaHbl cnydyan BPOXKAEHHON NOKanu-
30BaHHOM CKIepodepMUK Mo TUMNY TMHENHOW CKIepoaepMum
C NopaxkeHneM nvua («yaap cabnen») [3].

3TUOJIOrUSA U NATONEHE3

Mpegpacnonaratowmmn  dakTtopamu IOKaan30BaHHOM
CKNepoaepmMuM MOryT BbICTyNaTb BHeWHWe daKTopbl (HU3-
Kue TemnepaTypbl, MHCOMSILMS, MOHU3MPYIOLLEE U3yYEHHE),
MHPEKUMM (LMTOMEranoBmpyc, BETpsiHas ocna, BUPYC UMMY-
HogeduuuTa YenoBeKa) n TpaeMma [1, 15, 16].

B psge nccnegoBaHnin n3yyvanmn 3TMONOMMYECKYO CBA3b
Borrelia burgdorferi (JTanm-6oppennos) 1M noKannsoBaH-
HOW CKNepoaepMmn, 0qHaKO 3Ta CBA3b He Oblila NOATBEPK-
fdeHa [17-19].

[eHOTMNMPOBaHME MaLMEeHTOB C JIOKaIM30BaHHOW CKie-
poaepmuen (B3pocsble U AeTH) BbiiBUIO Haubosee cuibHble
accoumaumnn ¢ annenbHbiMu BapuaHTamu HLA-DRB1*04:04
n HLA-B37 [20], npuyem BapunaHT DRB1*04:04 TaKkKe acco-
LIMMPOBaH C NOBbILUEHHBIM PUCKOM Pa3BUTUS PEBMATOMAHOIO
apTputa B3pocnbix [21]. B3anmocBs3b pa3BUTHS JTOKanM30-

BaHHOW CKaepoaepmuun co cneundunyeckumu annensamu HLA-I
noaaepKMBaeT MHEHME O HapylleHMM MMMYHHOrO OTBETAa,
cBsA3aHHOro ¢ CD8+ T-nuMmdounTaMmn 1M HaTypaibHbIMU KKI-
nepamu [22].

CornacHo ofHOM W3 rMNOTE3, CKIepoAepmMusa pa3BUBa-
eTcsl B pesy/nbTaTe MOBPEXKAEHUS MUKPOCOCYAOB WM aKTWBa-
uMn T-KNETOK, YTO NPUBOAUT K BbIOPOCY MONEKY KNETOYHOM
aare3uun (vascular cell adhesion molecule 1, intercellular
adhesion molecule 1) [22, 23]. 370, B CBOO 0o4epeapb, CTU-
MY/IMPYET BbICBOGOXKAEHME NPOPUOPOTUYECKUX MeanaTto-
pos (transforming growth factor beta, TGF; platelet-derived
growth factor; connective tissues growth factor; uHtepnen-
KuHoB, IL, 4, 6 n 8) [24]. AKTUBaLMa NocnegHnx NpuBoauT
K 4Ype3MepHOW BblpabOTKE KonnareHa U CHUXEHWIO aKTUB-
HOCTM MaTPUKCHbIX METaaonpPoTeMHas3, OTBETCTBEHHbLIX 3a
Jerpagaumio KonnareHa [24].

B nocneaHux ncenegoBaHmsx 6b110 BbiiBAEHO Npeobnaaa-
HWEe Pa3nUYHbIX NOATMMNOB T-xeNnepoB B 3aBMCUMOCTM OT CTa-
OMW NIOKanM30BaHHOW CKNepoaepMmn — BOCMHANUTENbHOM
(akTMBHOM) MK GUOBPOTMYECKOW (HEeaKTMBHOM). HavanbHas
(akTMBHas) cTagms 3aboneBaHMa XxapakKTepuayeTcs Mnpeoot-
nagaHvem BOCMaNeHWs U BbICOKMM YPOBHEM LMTOKMHOB
(IL2, IL12, TNFa, TGFB, MCP-1), CXCL9 (MOHOKWH, MHAYLH-
poBaHHbIM ramma-uHTepdepoHom [MIG]), CXCLL1O (nHTepde-
pPOH ramMma-uHayumpoBaHHbii 6enok 10 [IP-10]) u CXCL11
(MHTEpdEPOH-UHAYLMPYEMDBIN anbda-xemoaTTpaKTaHT T-Kie-
ToK [I-TAC]), CXCR3 (peuenTtop xeMoKuHa IFNvy), npogyunpy-
emblx Thl-numdbouutamu [22]. B dunbpoTnyecKyto cTtaguio
OCHOBHasi po/ib B MMNEPNPOAYKLIMK KonnareHa npuHagiexuT
MOJieKynaMm, cuHtesnpyembim Th2-numdountamu (IL4, IL6,
IL13) [25, 26]. AHann3 LUMTOKMHOBOrO nNpodunsa nepudepunye-
CKOM KpPOBM M BUOMNCUWN KOXKMK AETEN C HOBEHWUNBHOW fIOKaNn-
30BaHHOM CKNIEPOAEPMUEN MOKasan, YTO B aKTUBHOW CTaanun
60/1€3HN MO CPaBHEHUIO C HEAKTMBHOM OblNK Bbllle YPOBHMU
CXCL9, CXCL10, CXCL11, MIP-3b (macrophage inflammatory
protein 3b), IL9 1 IL2, T.e. 3T MONEKy/bl MOrYT paccMmaTpu-
BaTbCs KaK MapKepbl aKTMBHOCTU 3aboneBaHus [27].

BbipaboTKka ayToaHTUTEN y MNauMeHTOB C JIOKannM30BaH-
HOWM CK/IEepodepMHUEN, a TaKKe CXOXME KOXKHble MPOosiBNEHUS
NPy XPOHUYECKON peaKkuuu «TpaHchaaHTaT MPOTUB XO3AU-
Ha» yKa3blBalOT Ha NaToreHeTM4YecKoe 3HaYeHWe B Pas3BUTUM
IOBEHW/IbHOM TOKANM30BaHHOW CKIepoAepMUM ayTOMMMYHHbIX
MexaHuamoB [1, 28]. KnnHuyeckoe U rucrtonatonormyeckoe
CXOACTBO J/IOKaNM30BaHHOW CKIEepoAepPMUN U XPOHUYECKOM
peaKkLMn «TpaHchmaaHTaT NPOTMB XO03dKMHa» JatOT OCHOBaHMSA
npeanonaratb, YTO B NaToreHes3 3aboneBaHWs BHOCUT BKNaj
GEHOMEH «XxMMepU3Mar, UK obMeHa KneTKamu Mexay mare-
pbto U nnogoM. B yacTHoOCTH, uUccnegoBaHMe 6MONTaTOB O4va-
rOB CK/IEPOAEPMUK MOKA3AN0 NMPUCYTCTBUE XUMEPHbIX (Y MY¥K-
YUH — MATEPUHCKMUX, Y XKEeHWMH — oeTanbHbIX) KIETOK,
OKpYy¥eHHbIx CD4+, CD8+ T-knetkamu 1 B-numoountamu [29].
deHOMEH «xMmepu3Ma» OnNucbiBancs 1 Npu psae apyrux ayto-
UMMYHHbIX 3a601€BaHUA — IOBEHWIbHOM AepMaTOMMO3HUTE,
HeoHaTaNbHOM KpacHou Bon4YaHke [30, 31].

MNMoKasaHo, 4To Yy 12% 60MbHbIX IOKANM30BaHHOW CKie-
poaepmuen 6bin OTAroUEeH CEMENHBIM aHaMHe3 No peBmaTtu-
YECKUM WU ayTOMMMYHHbIM 3a6oneBaHusam [32]. MNaumeHTbl
C /IOKaNn30BaHHOW CKIepoaepMUEN MOTYT UMETb COMYTCTBY-
IOLLYIO @yTOMMMYHHYIO MaToNorMio — TUPEOUAUT XalmMoTo,
caxapHbiv gnabet 1-ro Tuna [33, 34].

KJACCUDOUKALIUA U KIMHUYECKASA KAPTUHA

CornacHo KnaccuduKkauun, paspabotaHHoOM EBponenckum
coobuectBOM AeTckux pesmatonoroB (Paediatric Rheuma-
tology European Society, PRES) [35], nokann3oBaHHas CKiepo-
AepmMus nogpasaensierca Ha 5 TMNoB B 3aBUCUMOCTY OT KITUHM-
YECKMX MPOSIBIEHUI U TSKeCTH (Tabn. 1). B Hee He BKIIOYEHbI
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Exchange of Experience
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Ta6nuua 1. KnaccuduKkauma noKkanMaoBaHHOM CKNepoaepMum (C AOMONHEHUAMU, BblAENeHOo Kypcueom) [35]
Table 1. Classification of localized scleroderma (as supplemented, in italics) [35]

KOHeyHocTH [1]

Tvn MoaTun XapaKkTtepucTuKa
OrpaHuyeHHas OrpaHuyeHHas OKpyrnble, 0BanbHble Y4aCTKM UHAYPALMKU KOXHK, OrPaHUYEHHbIe 3NUAEPMUCOM
dopma (Mopdes) NOBEPXHOCTHas 1 AepMoi. HacTo ¢ UBMeHeHHOW NUrmeHTaumen n GUoNeToBbIM, 3PUTEMATO3HbIM
cKknepoaepmus BEHYUKOM. MOHO- nnun MynsTudOoKanbHble. Ty/10BULLE NopaKaeTcs Jallye, Y4em

OrpaHunyeHHas rnybokas
CKnepoaepmus

OKpyr/ible, OBanbHbIE YHAaCTKM ryO6OKOM MHAYPALIMU KOXKM C NOPaXKeHEM
NMOAKOXHOM KNETHaTKM BMNIOTb A0 dacuuu U MblwL,. MHoraa nopaxeHue B aeGrote
OrpaHMyeHO NOAKOXKHOM KNneT4aTKom 6€3 UBMEHEHUI KOXHU

JNlnHenHas dopma CKnepofepmus TynosumLia

1N KOHEYHOCTEN

JInHenHas HAypaLms, NoparatoLLas Koy, MOAKOXKHYIO KNeTyaTKy, MHoraa
no/iexallye MblLLbl U KOCTU KOHEYHOCTEN UK TYNOBULLA

CKnepoaepmus ronossl,
TMN «yaap cabnemn»
(en coup de sabre)

JIMHenHas MHOypaLMs KOXKU MLa u/1nv BONIOCUCTOM YacTv roNoBbl, MHOMAa
C BOB/IEYEHWEM MbILLL, U KOCTEW

MporpeccupytoLas
remvatpobus nuua
(cnHapom MNappun—Pombepra)

MUHyC-TKaHb Ha OAHOWM YacTW NnLa C BOBIEYEHMEM AEPMbl, MOAKOXHOM KNeT4YaTKu,
MbILUL, ¥ KOCTEN. [Tpn 3TOM aNMaepMUC He NOPaXKeH n MOBGUIEH

[eHepanu3oBaHHas OTtcytcTBYET = 4 04aroB UHAYPaLMKN KOXKM pa3mepamMu > 3 CM KaK MUHUMYM B ABYX

dopma aHaToMMYyecKux obnacTsax. BO3MOXKHO cnMsiHMe o4aroB B pa3BUTUK

MaHcknepoTuyeckasa | OTcyTcTByeT OrpaHnyeHHoe NoparKeHne KOHEYHOCTU C BOBIEYEHNEM KOXM, MOLKOXKHOM

dopma KNeT4yaTKK, MbllL, U KocTer. O4arm moryT 6biTb Ha ApYrux y4acTkax, Ho 6e3
opraHHOro BoBfievyeHus. Pegkas u camas Tskenas popma [7]

CwmelwaHHas dopma OTcytcTBYET Kom6uHauus = 2 ynomsHyTbIX Bbille NOATUMOB JIOKaM30BaHHOM CKNepoaepMuUHM,

4acTo JIMHENHOM 1 OrpaHU4eHHOM, IMHENHOM 1 reHepaan30BaHHOM [7]

303MHODUNBbHBIN GacLMUT, CKNEPO3UPYIOLWNIK NUXEH, aTPOdO-
aepmus Macuuu v MbepuHKn, NpeacTaBneHHblE B APYruMX Knac-
cnduKkaumsax [11, 36]. Cnegyet oTMETUTb, YTO B PoccuKn YacTo
MCMONb3YIOTCH TEPMUHBLI «Q4aroBas CKIEPOAEPMUS», «Orpa-
HWYEHHas CKIEPOAEepPMHUs» UK «Mopdes», yKasbiBatollMe Ha
OTCYTCTBME OPraHHOro BOBJIEYEHMS, T.€. CUCTEMHOM CK/IEepo-
aepmun. OfHaKo, «orpaHuMyYeHHas CKiepoaepmus» ABaseTcs
Wb OAHUM M3 5 NMOATWUMNOB SIOKAIM30BAHHOM CKNEPOAEPMUM,
W, Ha HaL B3rna[, UCNONb30BaTb TEPMUH B KAa4€CTBE CMHOHMMA
«TOKANIM30BAHHOW CKIIEPOAEPMMMU» HEKOPPEKTHO.
OrpaHuyeHHas ¢opma (Mopdesi, noBepxHocTHaa dopma)
ABNAETCS caMol 4actom GOpMOM IOKaNIM30BaHHOM CKie-
poaepMunn 'y B3pociblx, y aeten — nvwb B 30% cnyva-
eB [3]. XapaKTepu3yeTcs OBasibHbIMU UK KPYIbIMK OYaramu
C YNNOTHEHMEM B LEHTpe, B AebloTe — 3pUTEMATO3HLIM,
B pa3BUTUU — LiBETA C/IOHOBOM KOCTU. AKTUBHbIW O4ar Xxapak-
TepusyeTcs MNyprnypHbIM OpeosioM — GUONETOBLIM BEHYM-

Puc. 1. OrpaHuyeHHas dopma NoKann30BaHHON CKIepoaepMUm
Fig. 1. Circumscribed scleroderma

-

lpumedaHne. A — ovar CKNepoaepMuu nog MeYeBUAHbLIM
OTPOCTKOM CfieBa, C MUHWMasbHO BblPaXXEHHbIMU 3pUTEMATO3HbLIMMU
M3MeHeHUsIMKU; B — pacnpocTpaHeHHbI o4ar CKknepoaepmMun

C AenUrMeHTaumen, HanM4ymem 3puTeMaTo3HbIX UBMEHEHUI.
MUcTouHuK: Paynos PK. u coasT., 2020.

Note. A — scleroderma focus under the metasternum on the left
with minimal erythematous lesions; b — spread scleroderma focus
with depigmentation and erythematous lesions.

Source: Raupov R.K. et al., 2020.

KOM, OKpy}KatoLLMM GHUOPO3MpPYIoLLMIM LIEHTP oYara. B TeyeHne
60/1€3HN CKIEPOTUYECKMUE OYarM 4acTo CTaHOBATCA Msrye,
MHOrAa MOsIBASIETCS 30Ha aTpodUKU C TMNO- MAWU TUNEepPnur-
MeHTauuen. MNMpu nokanusauyum Gnubpo3a B BOTOCUCTOM YacTu
MOMET ObITb MoTeps Bonoc. Kak npaBmio, noparkeHa Koxa
TynoBua, cybMamMMapHON U aroauMyHon obnacren (puc. 1).
370 camas aobpoKavyecTBeHHas (Kak npaBuio, He NpuMBoas-
wasa K gaedbopmaumam, He Tpebylollas arpecCUBHON Tepanuu,
¢ 6naronpusaTHbIM UCX0A0M) GopMa NOKaNM30BaHHOW CKIEpo-
nepmuu [1, 4, 11].

[ny6oKasi popma NOKaNU30BaHHOW CKIepoaepMuu auar-
HOCTUPYETCH HaMHOro pexe (< 5% Bcex cnyYyaeB tOBEHWU/b-
HOWM NloKanM3oBaHHOKM ckiepoaepmun [4]). Mpouecc dnbposa
oxBaTblBaeT rMy6oKO Moanexaline CTPYKTYypbl COeaAUHUTENb-
HOM TKaHU — MOAKOXHO-KMPOBYIO KeT4aTKy, dacumto, nof-
Nexalme MblleyvHble CTPYKTypbl. lMopakatoTes npevmylle-
CTBEHHO KOHEYHOCTH, 06/1acTU SAroauu, o4varm MoryT 6biTb
CUMMETPUYHbIMU. [Ny6oKasa dopMa MOXKET MnpoTeKkaTb 6e3
BMAMMOIO NMOPaXKEHUst NOBEPXHOCTHbIX CTPYKTYP KOXu [4].

leHepann3oBaHHasi Gopma XapaKTepusyeTcs Haluinem
= 4 o4yaroB CK/JepoaepMun pasmepamu > 3 CM, KOTopble
[e6TUPYIOT ¢ OnsWweYHblX GOpM M MOryT 06beauHATbCS,
nopaxas Kak MUHUMYM 2 U3 7 aHaTOMUYECKUX oBacTen (mLo-
wes, NpaBas W neBas BEPXHNE KOHEYHOCTH, NpaBas u neBas
HWXKHWE KOHEYHOCTH, MePeaHss U 3a[HSS CTOPOHa TY/10BHLLA).
Ouyarun MoryT 6biTb KaK MOBEPXHOCTHbLIMU, TaK U Fy6oKnUmM [1].
CornacHo KnaccuduKaumm lNetepcoHa, oaHon n3 dopm rnyéo-
KOW CKJIepoaepMumK ABNSETCS 303MHOPUIbHbIN pacummuT [35].
B HEMEeLKKMX KIMHUYECKUX peKoMeHaauusx [4] aaHHyto opmy
OTHOCSAT K reHepanuM3oBaHHOW. [lopaKaloTca KOHEYHOCTH,
o4aru MMetoT BUA anebCMHOBON KOPOYKK. OTANYUTENBHBIMMU
NpU3HaKaMu SBASOTCH 303MHODUINS U TMneprammarno6ynm-
HeMusi. MHorAa nopaykeHne MOXKET 6bITb PACnpPOCTPaAHEHHbIM.
B oTMumne oT CMCTEMHOW CKNepoaepMum Npu 303MHOGUNBHOM
dacumnTe KapTMHa KanWaNSPOCKOMNWKU HE U3MEHEHA, OTCYT-
CTBYIOT peHoMeH PeiHo u cknepogaktuauma [4, 37].

JInHelHas cKnepogepmusa — camasl Yactas GopMa /loKa-
NM30BaHHON CcKiepoaepmun y aeten. lposiBnseTcss camo-
CTOSATENIbHO MM KaK 4YacTb cmeluaHHow dopwmbl [3, 34, 38].



XapaKTepusyeTcs JMHEWHbIM, MNON0CO06pPa3HbIM, WHOrAa
reHepannu30BaHHbIM MOpaXeHUeM Koxu (puc. 2). B pebiote
o4aru MoryT npeacTaBaaTb OTAE/bHbIE MOPAXKEHUS, KOTOPbIE
MO3}e CMMBAIOTCSA B HENPEPLIBHOE A/IMHHOE NOopaeHue. I
oyaru cnegyloT IMHUAM bnallko — aM6pUOHaNnbHbIM NaTTEPH,
npeacTaBsioWMA reHeTUYeCcKMn mosanumam [4, 39]. Mpu
nopaKeHWM KOHEYHOCTEeN HanpaBneHMe o4aroB NPOLOSbHOE,
TOorga Kak npu nopaeHuu TynoBulla — nonepeyHoe. Oyaru
B 85-95% MMeloT OJHOCTOPOHHIOK JIOKaNM3aumio U 4acto
3aTparvBaloT Moanexalime MOAKOXKHbIE TKaHWM M MblLWLbI,
orpaHuW4MBast NOABUMKHOCTb M NPUBOAS K KOHTPAKTypam cycTa-
BOB. [1py nopaxKeHuun ronosbl MMHENHas popmMa HOCUT Ha3Ba-
HWe «ygap cabnen» (en coup de sabre). Ouar, Kak npaswuno,
pacnpocTpaHsaeTcs oT 6poBen K BOMOCUMCTOM YacTW rOJOBbI,
BbI3blBas pybLoByto anoneyuto [4, 11].

lporpeccupywwas remuarpopusa namya (CUHOPOM
MNappn—Pombepra) — cocTosiHue, POACTBEHHOE TWUMy «en
coup de sabre». XapaKTepu3yeTcs NepBUYHON aTpoPpUYEeCcKomn
TpaHchopMaLMen BOBEYEHHbIX B NaTONOrMYECKUIM npoLecc
NOAKOXHOW KneTyaTKM, MbIlL, U KOCTeWn. MHorga conpoBo-
AaeTcs rmnepnurMeHTaumen Bblllenerxallen Koxu. Puopo3s
BO3HWKAET peako unm BooOWEe He BO3HMKaeT. B cnydvasx
cuHgpoma Mappu—Pombepra u TMnNa tOBEHWIbHOM NIOKanu-
30BaHHOM CKIepodepmMuu «yagap cabnen» 4acTto BCTpeyatoT-
€S COMyTCTBYIOLME NATONOMMYECKME UBMEHEHUS CO CTOPOHbI
LleHTpaNlbHON HEPBHOW CUCTEMBbI (CyAOPOrK, rofIoBHbIE 60MHU,
CUHKOMasnbHbIE COCTOSHWUS), OPraHOB 3peHus 1 3y60B, Yesto-
cTen [40-42].

lMaHCKnepoTHYecKas CKaepogepMHusl — KpanHe peakas,
HO caMas TsxKenas dopma I0Kann30BaHHOW CKIepPoaEpPMUN,
KOTOpas XapaKTepuayeTcsl reHepasn3oBaHHbIM NOPaXKEHWEM
BCEX CNOEB KOXKM TY0BMLLA, KOHEYHOCTEN, KOXM NnLLa 1 rono-
Bbl, MHTAKTHbIMW OCTAlOTCS KOHYMKM NanblLEB PyK U Hor [4].
BoBneyeHune Bcero tena 6e3 NoparKeHWs BHYTPEHHMX opra-
HOB MOMOraeT OTIMYWUTb MaHCKNEPOTUYECKYIO CKaepoaep-
MUIO OT CUCTEMHOKW. HacTbiM OC/IOXHEHUEM MaHCKIEepoTUYe-
CKOWM CK/IEPOAEPMUM ABNSIOTCSH XPOHUYECKME A3Bbl, KOTOPbIE
MOTYT TPaHCHOPMUPOBATLCA B MAOCKOKIETOYHYIO KapLMHO-
My — }KMBHEYrpoxKatLllee COCTOSIHUE, OMUCaHHOE TaKXKe Mpu
CUCTEMHOW cKnepoaepmun [43, 44].

CmeluaHHasi I0Ka/In30BaHHasi CK/1IepoAepMHsl SBSET-
Ccsl coyeTaHMeM AByx unu 6onee noatunos. [pu NoctaHOBKe
[MarHosa B CKOOKax CTOMUT yKa3blBaTb NpeobnagatoLlyo dop-
My. Hanpumep, cmelaHHasa NoKanM3oBaHHas CKiepoaepmums
(nMHenHo-orpaHMyeHHas) [3, 45].

JlokannM3oBaHHas CKIEPOAEPMUS ABASETCA KIMHUYECKUM
AMarHo3oM. HecMoTpsi Ha pa3BUTUE MHCTPYMEHTANbHbIX CMO-
CO60B AMarHOCTUKM, OCHOBHbLIM KaK B MOCTaHOBKE AMarHosa,
TaK M NpU AMHAMMYECKOM HabGMOAEHUMN ABASIETCA OLIEHKa
KOXHOr0 NopaKeHWss — onpefeneHne akTMBHOCTU U MOBPEXK-
[leHuns (CKepo3sa), MOCKONbKY MMMYHOCYNPECCUBHOE IeYEHNE
3OPEKTUBHO MMEHHO AJ11 aKTUBHOW, HO HE CKNIEPOTUYECKOM
dasbl 60ne3Hu [45].

[AnHamMuKa nopaKeHns Koxu

Mpu pa3BuTMM 3ab60nNeBaHUS MOPaKEHUE KOXW MMEET
HECKONIbKO cTaguin. dputeMa UM GUONETOBLIM Opeon ABAb-
I0TCA pPaHHUMW MpPU3HAKaMU aKTMBHOCTHU, 3puTeEMaA Mpo-
ABNSETCA OT CBETN0-PO30BOr0 A0 TEMHO-KPACHOro LBeTa.
[lononHUTENbHBIMU NMPU3HAKaMKU aKTUBHOCTU SBASOTCA BOC-
KOOGpasHbIM MW KENTOBaTbIM LIBET KOXKMU (CBSI3aHbl C U3Me-
HEHWEM CTPYKTYPbl KOXM), TAKTUNbHOE OLLyLEeHWEe MOBbILLE-
HUSA TemnepaTtypbl B o6nactu oyvara [34]. YTONLWEHUE KOXHM
Ha PaHHMUX CTagusax MOXHO paccMaTpuBaTb Kak NpU3HaK
aKTMBHOCTM — OTEeK, MHAypaLusl, KOTopble B nocneaytoLiem
TpaHCHOPMUPYIOTCA B CKIEPO3 — MPU3HAK MOBPEXKAEHUS.
MOCKONbKY TOMWMHA KOXW BapbUpyeT B pasdHbiX aHaTOMMU-

Puc. 2. JInHeiHasa cknepogepmus
Fig. 2. Linear scleroderma

lNpumevaHue. A — «aKTUBHbIW» OYar TMHENHOW CKNepoaepMum
C 3pUTEMATO3HOM OKpPacKoW; b — «aKTUBHbIW» o4ar TIMHENHON
CKNIePOAEPMUU C YTONLLEHUEM KOXKM U GUONETOBLIM OPEOSIOM,
BOB/IEYEHMEM MOAKOMKHOM KNETHaTKU C 3anafeHneM TKaHu,
y4yacTKaMu runo- v runepnurmeHTaumm. UctouHmk: Paynos PK.
1 coaBT., 2020.

Note. A — «active» focus of linear scleroderma with erythema;
b — «active» focus of linear scleroderma with skin thickening
and violet halo, involvement of subcutaneous tissues with tissue
depression, areas of hypo- and hyperpigmentation.

Source: Raupov R.K. et al., 2020.

YEeCKUX 06nacTsX, COMOCTaBEHUE C KOXEeW HernoparKeHHon
CTOPOHbI MOXET MOMOYb B OLIEHKe. BocKoobpasHbii 6enbiin
WAN KEeNTbl LBET KOXMW YKasblBaloT Ha CPEefHIo CTeneHb
aKTMBHOCTM MpoLlecca, AEMOHCTPUMpYS OTEeK, BocnaneHue
W OTNOXEHWE KonnareHa, KOTopble BbI3blBAOT YTOALEHME
KOXMW. 3TV 04arn 4acto OKPYKEHbl BEHYMKOM rMnepeMmm unm
duronetoBbIM opeosiom [7, 46].

B pa3BuTimK 60ne3HM KOXKa Bce 6osiee yTonwaercs v npu-
3HaKW MOBPEXAEHUS OOMUHMPYIOT Had NPW3HaKaMW aKTUB-
HoCcTU. OHM BKIKOYAIOT TMMNO- U TUNEPNUIMEHTaLMIO, aTpo-
duio. MNMpusHaKamu annaepmanbHOM U aepmasnbHOn aTpodumn
ABNSATCA 60nee Gnectalas M rajgkas UCTOHYEHHan Koxa,
BUAMMbIE MOAKOMXHbIE BEHbI, MOTEPS BOMOCAHbLIX GONIMKY-
noB. loakoxHasa atpodus nposiBnsercs Kak 6onee rny6o-
Koe, 06lWWpPHOE, MEHee pa3rpaHWYyeHHoe 3anafeHue TKaHu
B o6nacTtu ovara. lNauueHTbl, KaKk NpaBuIo, 0JHOBPEMEHHO
UMEIOT MPU3HAKM aKTMBHOCTU W MPWU3HAKW MOBPEXKAEHUS.
PasBuTne 3aboneBaHusa Yalle MeIEHHOe, COMpOBOXKAalo-
weecs 6e3601e3HEHHBIM YBENMYEHMEM 04aroB, NOSIBNEHUEM
HOBbIX 9/1IEMEHTOB, U3MEHEHWE UMEIOLLMXCS 04aroB MPOUCXO-
[WT B TEYEHME HECKONbKO MecsaleB 1 neT [7, 47].

OLeHKa aKTUBHOCTHU KOXXHOr o npouecca

[na OUEeHKW aKTMBHOCTM M MOBPENKAEHUA KOXK MNpwu
CKnepoaepmun pa3paboTaHO MHOMECTBO LWKan. Hanbonee
WU3BECTHOM M 4acCTO MCMOJSIb3yeMOW ABNSETCS LWKafa OLeH-
KW KOXW Npu foKanuM3oBaHHOW ckaepoaepmun LOSCAT
(Localized Scleroderma Cutaneous Assessment Tool), KoTo-
pasi BK/IOYaeT B cebs MHAEKC MOBPEXAEHUS KOXKM Npu
nloKanusoBaHHOW cKnepoaepmun (Localized Scleroderma
Skin Damage Index, LoSDI) U WHAEKC aKTUBHOCTU KOX-
HOrO MOPa)KeHUs Mpu JIOKANM30BAHHOM CKNEepoAepPMUM
(Localized Scleroderma Skin Activity Index, LoSSl) [48]
(c™m. MpunoxkeHune). AKTUBHOCTb KOXKHOIO NopaxKeHus OLEeHU-
BaeTCs MO MOSIBAIEHMIO HOBbIX 04aroB, BbIPaXKEHHOCTU 3pHU-
TeMbl U CTEMEHU YTONLWEHMSA KOXKMU. MapaMeTpbl aKTUBHOCTH
BK/IOYAIOT NOSIB/IEHWE HOBbLIX 04aroB — 3apuTemy (0T 6nea-
HO-PO30BOro A0 PUONETOBbLIX LIBETOB) M YTONLEHUE KOXM
pa3nun4yHon cteneHu. NapameTpbl NOBpeEXKAEHUS: aTpodus,
NOAKOXHaa aTpodus U AUCnUrMeHTaumsa (runep-/runonur-
MeHTauus). B wKane npeacraBneHbl 18 30H NOBEPXHOCTH
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Exchange of Experience

OGMeH onbITOM

Tena. B 3aBUCMMOCTM OT MOpa)KeHHOM o6nacTu B Karkaow
slYerKe CTaBUTCS onpeaeneHHbln 6ann, B nocneaywouwem 6an-
nbl cymmupytotes. B pa6otax C. Kelsey u K. Torok nokasaHo,
4TO MOANOULMPOBAHHbBIM MHAEKC LOSSI no3BongeTr B gMHa-
MWKE OLEHUTb 3DDEKTUBHOCTb Tepanum U pasrpaHuymTb
aKTUBHYIO N HeaKTUBHYIO dasbl 601e3Hu [48].

BHeKOXHble NposiBIeHUs IOBEHU/IbHOMN

JIOKa/IN30BaHHOW CKJiepoAepMUmn

BHEKOXHble MPOSBAEHUS HOBEHWUIbHOW JIOKaNIM30BaHHOM
CKnepoaepmum peructpupytot y 22—71% nauyumeHToB. Takne
NpPOsIBAEHMSA Yalle acCouMMpoBaHbl C NIMHENMHOM dOopmOom
M ABASIKOTCA OAHOM M3 OCHOBHbIX MPUYMH WMHBaNMAM3aLMK
60nbHbIX [7]. Hanbonee pacnpocTpaHeHHbIMU CPeAN BHEKOXK-
HbIX NPOSIBEHNIA IOBEHWIBHOW TOKANN30BaHHOW CKiepoaep-
MUK ABNSIIOTCSA MOPAaXKEHUST OMOPHO-ABUraTeIbHOro annapa-
Ta — apTpanrvu, apTpuTbl, KOHTPAKTYPbl CYyCTaBOB, MUO3UTbI,
MWanrnn, Mblll€YHble Cnasmbl, CKOINO3, remmatpodusa [49].
B 6onbwKHCTBE Ccly4aeB lOBEHWIbHAA JIOKanM3o0BaHHas
cKnepoaepmMust Ae6loTMpyeT A0 Ny6epTaTHOro CKavka pocTa
(8—13 nety geBoyekK, 10-15 net y Manb4mkoB [3]), 4To onpe-
OensieT BbICOKMMA PUCK Pa3BUTUS YKOPOYEHUS KOHEYHOCTEW
B AeTCKOM Bo3pacTe [49]. [emnaTpoPuUs KOHEYHOCTU MOMKET
3aMETHO OrpaHW4YuTb ABUraTesbHylo GYHKUMIO M noTpe6o-
BaTb XMPYPrM4yecKoro BMeLIaTENbCTBa, remMuaTpodus nuua
MOMKET YXYALWKNTb 3peHune, PyHKLMIo KeBaHus [7, 33]. Ha gonto
apTpuTtoB npuxoautca Ao 20% BCEX BHEKOXHbIX MposiBie-
HUKW. Y 1/4 peTen apTpuT NOKanuayeTcs OTAeNbHO OT o4ara
cknepogepmum [1, 33]. Hepeako y Takux aeten onpeaensercs
NONIOXNUTENbHbIN peBMaTonaHbln daktop (25-40%), wHOr-
[a — yBeI4eHne CKopoCTH ocefaHus apuTpoumToB [3, 34].

HeBposnornyeckue HapyLeHus, Kak NpaBuno, BCTpeYatoT-
Ccsy AeTen COo CKIepoaepMuen, noKaam3oBaHHOM B 06n1actu
nvua. B yncne Takux HapylweHu oTMedatoT nosiBNeHne cyao-
por, roloBHOM 6011, NOBEeAEHYECKUX HapyweHun [1, 45].

MaTonornn 3y604esIIOCTHOM CUCTEMbI HEPEeOKW y AeTen
CO CKNepogepmuen nuvua, B OCOBEHHOCTM MpWU pPas3BUTUMU
6onesHn B Bo3pacTe Ao 10 neT n3-3a npoaosKatowerocs
PasBUTUS HUKHEN M BEPXHEN YENOCTEN N 3yBHbIX pagoB [45].
[Mnonnasuns BEPXHEW WM HWKHEW YENtoCTU Ha MOparKEHHOM
CTOPOHe onuncaHa npu cuHapome Mappu—Pombepra [50]. Mpu
nporpeccupoBaHmMn 3aboneBaHUs BCe OTYETIMBEE NPOSBAS-
loTCS acMMMETpUS nnua, GopMUpoBaHMe HeNpPaBUALHOIO Npw-
Kyca. PeHTreHorpadunyeckm mMoryt 6biTb BbiSiBAEHbI aTpoduun
KOpHen 3y60oB, 3afiepKKa NpopesbiBaHKs, CKy4eHHOCTb 3y60B
[51, 52]. OcmOTp CTOMATONOrOM M UCMOSIb30BaHUE OPTOLOH-
TUYECKMX annapaToB fBAAOTCS 06593aTeNbHbIM KOMMOHEHTOM
BeAeHMs BOMbHbIX CO CKNepoaepMUeEn ¢ nopaxkeHnem B obna-
cTv nuua [45, 53].

lNopaxkeHnsi a3 onucaHbl y 3% OEeTeN C OBEHWIbHOM
NIOKann3oBaHHOW cKnepogepmuen [3]. WNHTepecHo, 4TO
1/3 a9TUX NaUMEHTOB HEe WMMEeNM o4aroB CKIepoaepmuu
Ha nuue. Hanbonee yacto (42%) noparKatoTcs BEKU U PECHU-
ubl, y 1/3 nauveHToB 06HapyxuBaeTcs BocnaneHwe nepea-
Hero otgena rnasa — nepeaHnin yBeUT UK anuckieput [54].
CornacHo T. Constantin u coaBrt. [45], ocMOTp C UCnonb3oBa-
HWEeM LieneBon Namnbl 1 pa3 B 6 Mec nokasaH AeTaMm ¢ nopa-
EHWEM nnua, ocTallbHbIM AETAM C IOBEHW/IbHON NI0Kann3o-
BaHHOM CKnepogepmuen — 1 pa3 B 12 mec B nepsBble 4 roga
3ab60/1eBaHuMs.

[NoparKkeHns1 BHyTPEHHMX OpraHoB NpW IOBEHUNbHOW JIOKa-
IM30BaHHOW CKJIEPOAEPMUN PeaKN. B YacTHOCTH, racTpoaso-
dareanbHbl pePoKC C KTMHUYECKUMU MPOSIBIEHUAMU OMNK-
caH y 1,6% feTewn, 4To coBnajaeT C YacToTon 3abosieBaHus
B nonynsauuun [33, 55]. Kpome Toro, onMcaHo BCEro HECKOIbKO
cnyyaeB, KOrAa NoKanuM3oBaHHas CKIEpoAepPMUSA MPOrpeccu-
poBana B cUCTEMHYtO dopMy 3aboneBaHus [56, 57].

JIABOPATOPHASAl AUATHOCTUKA

[narHo3 noKanM3oBaHHOM CKNepPoAEPMWUU YyCTaHaBNW-
BaeTCHd Ha OCHOBaAHWM KIIMHWUYECKUX NPOSIBNEHWUW 6O0Ne3HM
[1, 45]. Cneunduryecknx nabopaTtopHbIX MapKepoB, MNoA-
TBEPXKAAloWMNX AMarHo3, Ha CEroAHsHWN AeHb He o6Hapy-
*eHo [4, 11]. Kak npaBwuio, 3Ha4eHns nokasatenemn KinHuye-
CKOro 1 GMOXMMMUYECKOr0 aHanmn3a KpPoBM, a TaKKe aHannsa
MOYM Y AE€TEN C JIOKANU30BaHHOW CKIepoaepMren B HopMme.
OcTpodaszoBble 6GENKW, CKOPOCTb OCEeAaHWs 3PUTPOLIMTOB
n C-peaKTWBHbIN 6€N0oK, KOMYECTBO 303UMHODUIOB MOryT
MoBbIWATLCA MPWU FEHepann3oBaHHOW WU YGOKMX dopmax
cknepogepmun, B 20% cnyyaeB — Npu IMHENHOW CKepoaep-
Mun [3, 45]. PepMeHTbl MbIlEeYHOro pacnaga (anaHuHamu-
HoTpaHchepasa, acnaptataMmHoTpaHcdepasa, KpeaTuHpoc-
POKMHa3a, NakTaTaerngporeHasa) NoBbIWATCA MNPUMEPHO
B 10% cny4aeB, YTO MOXET YKa3blBaTb Ha BOBMEYEHNE MbILLLL
npu NuHenHon cknepoaepmum [3, 58]. MoxeT 06HapyXunBaTb-
cs (Yauie npu ry6oKkunx Gpopmax) NoNMKIOHaNbHas rmnepram-
marnobynuHemus [2, 3].

PeBmatonaHbin dakTop onpeaensetca y 25-40% naumen-
TOB W, KaK NpaBuio, acCoOLLMMPOBAH C NopaxeH1eM cycTtaBos [3].
AyTOaHTUTENa OOHAPYXMBAIOTCS Y YaCT NALMEHTOB C IOKasK-
30BaHHOM CKnepoaepmunen. MNonoxKuTenbHbIM aHTUHYKIeapPHbIN
daKTop, N0 pa3HbIM JaHHbIM, BCTpeyaeTcs B 23—73% cnyyaes
[1, 3]. Koppensauuun mexay Hanuinmem aHTUMHyKneapHoro GpaKro-
pa 1 TUNOM JIOKaNM30BaHHON CKNEPOAEPMUU, a TaKKe aKTuB-
HOCTbIO 60M1e3HM He BbiBNEHO [3]. AHTUTena, cneuunduyHble
151 CUCTEMHOW CKNEepoAepMUN, y AeTEN C IOKanM30BaHHOM
CKiepogepMuen BCTpevatoTes KpanHe pefko [59]. AuTutena
K Tononsdomepase | (Anti-Scl 70) — MapKepy CUCTEMHON CKIle-
poAepMUM B3POCIbIX — Obliv 0BHapyKeHbl Y 2—7% peten
C /IOKaNM30BaHHOM GOPMON, HO HE OBHaPYKUBaINCh Y B3POC-
NbIX C IOKaNIM30BaHHOM cknepoaepmuen [1, 3]. AHTUTena K ueH-
TpoMepam Obinn NONoXKUTENbHbI Yy 12% B3pPOCAbIX C JIOKa-
NIM30BaHHOMN cKiepogepmunen n Tonbko y 1,7% peten [1, 3],
npyv 3TOM BOBJIEYEHWE BHYTPEHHWX OPraHOB HE BbIBAEHO
HY B 04HOM criyyae [3]. AHTUIMCTOHOBbIE aHTUTENa BblIN MO3K-
TUBHbI Y 47% (23/49) B3pOC/bIX NALMEHTOB C IOKaIM30BaHHOM
CcKnepoaepmuen, ¢ npeobnajaHnemM y nalMeHTOB C reHepa-
nm3oBaHHOM dopmon (80%) [19, 60]. AHTUIMCTOHOBbLIE aHTK-
Tena 6blnM OBHApPYXeHbl Y AeTer C JIOKanM30BaHHOM CKie-
poAEpPMUEN, OfHAKO MX PacnpOCTPAHEHHOCTb M 3HA4YMMOCTb
ocTalTca HesicHbiMK [61, 62]. B uccneposanun M. Horger
M COaBT. @aHTUKAPAMONMMMHOBbLIE aHTUTENA Oblv OOHAPYKEHbI
y 46% B3pOC/bIX C IOKaIM30BaHHOW CKIEepOoAepMUEN, BONYa-
HOYHbIN @aHTUroarynsaHT — B 24% cnyvyaeB, TOraa KaKk aHTuTena
K Bo-rMUKonpoTenHy otcyrctoBau [63]. Mo aaHHbIM F. Zulian
1 COoaBT. [3], aHTMKaPANOIUNMHOBbLIE @aHTUTENa NPUCYTCTBOBaNN
y 12,6% netew ¢ TOKann30BaHHOM CKIepoaepMUEN.

WHCTPYMEHTAJIbHASI AUATHOCTUKA

PacnpocTpaHeHne MOBpPEXAEHUM Ha KOXEe MOXHO oLe-
HUTb CPaBHWUTENbHO NIErKO C MOMOLLbI0 MaKPOCKOMUYECKMX
[aHHbIX M Nanbnauuun, HO BU3yanusupylolimMe TecTbl Heobxo-
[OMMbI 151 OLEHKM PacnpoCTPaHEHUS MOBPEXAEHNUM Ha HUPO-
BYIO TKa@Hb, MbILLLbl, CYXOXW/IUS U KOCTH.

YnbTpa3ByKkoBoe uccnegosaHne (Y3W) nossonset audde-
PEHLMPOBATb aKTUBHYIO CKIEPOAEPMMUYECKYIO BNSLLIKY OT HEeaK-
TUBHOW, a Takxe BepudULMPOBaTb CKIEPOTUYECKYD a3y
NIOKaNbHOro MpPOSIBIEHUSI CKIEPOAEPMMUYECKOro npoLiecca.
OX0CEMMOTUKA MOParKEHNS KOXM CKNafblBaeTCs U3 COYeTaHms
CnegyoLlmx npu3Hakos — yrosweHnns aepmbl (1), doxanb-
HOro Mnn AMOPY3HOrO CHUMMKEHUSI IXOFeHHOCTU aepmbl (2),
MOBbILIEHWS IXOrEHHOCTU MOAKOXKHOMN KNETYATKU U/UNN MATKUX
TKaHew (3), runepBacKynapuaaunv aepMbl U/UNK NOAKOXKHOM
Knetyatkn (4) (puc. 3) [60]. Hannume aByx n 6onee 13 nep-
BbIX TPEX KPUTEPUEB SABNSIETCSH NMPU3HAKOM aKTUBHOM CKepo-



lMpnumeyvaHme. A — GOKYC aKTUBHOWM CKIEPOAEPMMYECKON BNSALIKM,
npeacTaB/eHHbIN YTONWEHWEM TMMNO3XOrEHHOM AePMbI (BblAeNeHo
YKENTbIM), B CPABHEHUW C MHTAKTHBLIM Y4aCTKOM KOXHOMO NMOKPOBa.
OTmMeYaeTcs CoApyKECTBEHHOE UBMEHEHWE CTPYKTYPbI MOAKOXHOWM
KNeT4yaTK1 B BUAE Ae30praHn3aLimn axXoCTPyKTypbl (BblAeNeHO
KpacHbIM), UCTOHYEHMWE nocnefHel Ha GoHe yMepeHHOro
NOBbILUEHNUS 3XOFE€HHOCTU. B — cneKTpanbHble XapaKTepUCTUKK
NnoToKa B COCyAax BOCMaNUTENbHOW rMNepemMun 4epMbl

1 NOJKOXHOM KNeTYaTKMU COOTBETCTBYIOT MPODUIIO C HU3KOM
PEe3UCTUBHOCTbIO. MOTOKM B pycnax ¢ HU3KOW PE3UCTUBHOCTLIO
XapaKTepPU3YIOTCS COXPaHEHUEM ANACTONMHYECKOTO KOMMOHEHTA

B KPMBOM MOTOKA, B TO BPEMS KaK B COCYyZax C BbICOKUM
nepudepruyecKknM ConpoTUBNEHUEM B ANACTONY NOTOK OTCYTCTBYET
WK UMEET PeTporpasHoe HanpaBsieHue. B — BbipaxeHHas
BOCNanuTeNbHas runepemMusi MOAKOMKHOW KIeT4aTKu (BblAeneHo
KpacHbIM) B peXMMe LLBETHOrO LOMMIEPOBCKOro KapTMpoBaHus

B doKycax cknepogepmuu. Uctounnk: Paynos PK. n coast., 2020.
Note. A — focus of active scleroderma patch presented as
hypoechogenic derma thickening (marked in yellow) in comparison
with intact skin. There is consensual change of subcutaneous fat
structure as echostructure disorganization (marked in red), and
thinning of it following of modest echogenicity rise. b — spectral
characteristic of the flow in vessels of inflamed derma and
subcutaneous fat are typical for the profile with low resistance.
Flows with low resistance are characterized with preservation of
diastolic component in glow curve, while flows with high peripheric
resistance in diastole have no stream at all or it is retrograde.

B — significant inflammatory hyperemia of subcutaneous fat
(marked in red) on Doppler color flow mapping of scleroderma
focuses. Source: Raupov R.K. et al., 2020.

NEPMUYECKON GNSILIKK. nHAMUKa CTENEHU BaCKyNnsipu3aLmu,
a TaKXXe COCTOSHUA nepudepnyeckoro COoCyaMCToro Comnpo-
TUBNIEHWUA B 30HE BOCManeHUst No3BoNseT oLeHUBaTb apdeK-
TMBHOCTb NMPOBOAMMON Tepanuu. ATpoduryeckas 6asilKa npea-
CTaBnsieT cO60M y4aCTOK MCTOHYEHMUS AEPMbI U/UNWN MOLKOXHON
Knetyatku. Kpome nepeurcnenHoro, Y3M no3BonseT BbIABUTb
BOBJIEYEHHOCTb B BOCMANUTENbHbIM NMPOLIECC CTPYKTYP, COCEA-
CTBYIOLMX C GNSALIKON: BTOPUYHBIA BOCMANMUTENbHbIA NPOLECC
B CycTaBax, )enesax (WWMTOBWAHAs, CMOHHAs). 3TO NO3BOMUT
CKOPPEKTMPOBaTb Tepanuio U YMEHbLLIWTb CTEMNEHb MOCNeayto-
Lero NporpeccupoBaHnsa MnpoLecca B TKaHSX, BOBIEYEHHbIX
B BOCManuTeNbHbIM npouecc [60-62]. JoctonHcTBamu Y3U
ABNAOTCH OTHOCWUTENbHANA AelleBU3HA U AOCTYMHOCTb BbIMOHE-
HWS B PYTUHHOM KIMHUYECKOW NPaKTUKeE, YTO AeNaeT ero TeCToM
NepBON IMHWUMU 191 OLIEHKM PacnpoCcTpPaHeHHOCTM o4aroB.

MarHnTtHo-pe3oHaHcHasi Tomorpapus (MPT) ¢ KOHTpacTu-
pOBaHMEM MOMET ObiTb MCMOSb30BaHa A/ OLIEHKM pacnpo-
CTPaHeHWs MOBPEXAEHUW Y MaLMEHTOB C JIOKaNW30BaHHOM
cknepoaepmuent [4, 11]. Mpu nomolum MPT ¢ KOHTpacTMpoBa-
HMEM MOMHO TOYHO OLIEHUTb o4aru, pacrnpocTpaHsioLuecs
Ha KOXY, XMPOBYIO TKaHb, MbILLLIbI, CYXOXMUSIUS U KOCTH, B TOM
yucne CyGKIMHUYECKME U B PaHHMX cTaausix. Tak, no pesynb-
Tatam MPT y 43 B3pocC/abiXx MNaUWEHTOB (CpeaHwuy BO3pacT
42 ropa) ¢ NOKanM30BaHHOW cKnepoaepmuen (9 ¢ ovyaroBomn
nnu rnyéokon dopmon, 19 ¢ nuHenHon, 12 ¢ pacnpocTpaHeH-
HOM, 3 C MaHCKIEPOTMYECKOW CKIEePOAepMUEN) MOpaKeHUs
OMOpPHO-ABUraTeNbHOro annapata o6Hapy*eHbl B 74% cnydaes
(y 96% naumeHToB C CyCTaBHbIMW WAW MbIWEYHBIMU CUMM-
Tomamu, y 38% naumeHToB 6e3 Takux cumnTomoB) [63, 64].
AHanNOrMyHbIX UCcneoBaHui € yHacTMEM AETEN C OBEHUIbHOM
NOKA/IM30BaHHOMN CKIepoaepMmUen He MpoBOAUIIN.

OcTaeTcs HESICHBIM, B KaKOM MOMEHT 3a6oneBaHns MOryT
nopaxkaTbCsl rMyboKMe CTPYKTYpbl, HO O4eBUAHO [4], 4TO npwu
6onee rnyboKnx NopaxeHnsaX TKaHen TaKTUKa BeaeHus 60/1b-
HbIX 3HA4YMUTENbHO MeHseTcs. Ha Haw B3rnaa, MPT ¢ KoHTpa-
CTUPOBAHMEM TMOKa3aHa AEeTAM B Ciyyasx JIMHEWHOW CKue-
poAEPMUM, NIOKANIM30BAHHOM B MPOEKLMU cycTaBa, M Mpu
rNyGOKUX U MaHCKNEPOTUHECKMX HDOpPMaXx CKIepPOAEPMMM, KOr-

Puc. 3. YnbTpasByKoBas KapTWHa aKTUBHbIX O4aroB I0BEHWTbHOM
NOKaNM30BaHHOM CKNepoaepMumn

Fig. 3. Ultrasound picture of active foci of juvenile localized
scleroderma

[la BEPOSATHOCTb MOBPEXAEHUS TMYOUHHBIX CTPYKTYP 3Hauu-
TeNbHO nosbllwaeTtcs [3].

Y [neten co CKNepoaepMUeE KpaHuModaLlmManbHON 06nactu
yalle pasBuWBalOTCA HEBPOJIOTMYECKUE HapyLleHWs (Cyaopo-
rM, ronoBHble 601, COCYAUCTbIE aHOMaNNK, NOBeAEHYECKNE
W3MEHEHUS), PETUCTPUPYIOTCA MNATONOTMYECKUE OTKIOHEHUSA
No AaHHbIM HEMPOBU3yaU3aLMOHHbIX UCCNEefOBaAHUI U 3NeK-
TpoaHuedanorpammbl [3]. NB! Bcem aetam co cknepoaep-
MWen Mno Tuny «yaap cabnw», cuHapomoM [lapu—Pombepra
nokasaHa MPT ronoBHoro mosra npu nocTaHoBKe AnarHosa
W NpU pas3BUTUN HEBPONOTUYECKUX cumnTomoB. Ha MPT moryt
BbISIBNATbCA KanbUWPUKaTbl, MU3BMEHEHUS 6GeNoro BelecTsa
roON0BHOI0 MO3ra, cocyaucTble mansdopmMaLlum, onmcaHsl ciy-
Yau BaCKynuTa COCyAoB rofioBHOro mMosra (puc. 4) [65]. Mpu
pasBUTUM CyAOPOT NoKasaHa afiekTpoaHLedanorpamma [45].

[N OLUEHKM aKTUBHOCTU KOXHOIO MOpParKeHWs MOXET
OblTb MCNONMb30BaHa MHppaKkpacHas Tepmorpadus. MeToa
MMeET BbICOKYIO 4yBCTBUTENbHOCTb (92%), HO cpeaHui ypo-
BeHb crneumdunyHocTn (68%) npu onpeaeneHum akTMBHOCTU
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Puc. 4. OvaroBoe nopaxkeHve 6enoro BeLlecTsa rojjoBHOro Mo3sra
y NauMeHTa C JIOKaM30BaHHO cCKiepoaepMuen

B nepuop6utanbHoi o6nacTu: pesynsratel MPT

Fig. 4. Local lesion of the white matter of the brain in patient with
localized scleroderma in periorbital area: MRI results

lpumedaHue. CTpenKon oTMedYeHo n3meHeHne 6enoro BellecTsa
rosoBHOro mo3ara. MctouHuk: Paynos PK. 1 coaBsT., 2020.

Note. Arrow shows changes of the white matter of the brain.
Source: Raupov R.K. et al., 2020.

KOXHOro nopaykeHus y aeten [66]. JIOXKHOMONOXWUTENbHbIE
pesynbraTbl OblN CBA3aHbl C TEM, HTO LIUTENbHO CYLLECTBYIO-
LMe oYaru ¢ BblparKeHHOM aTpodUen KOXKM, MOAKOKHO-KMPO-
BOM K/EeTYaTKM U MbllL, 06nagatoT 60/blien TeNI0NPOBOAHO-
CTbl0 U3 6osiee rMyBOKMX TKaHEeW 1 NOXKHO PaCLLEHUBAIOTCA KaK
HopMasbHble [67].

[aHHble KIMHUYeCcKoro o6cnefoBaHnsa MOryT 6biTb apxu-
BMPOBaHbl AN MNocneaylolen KoAMYeCTBEHHOM OLLEHKHM
B AMHaMWKe METOLOM KOMMbIOTEPHOro noacyetra 6annos
(computer scoring system) [68]. lNpu 3TOM NPOU3BOAUTCS
n3MepeHne Kaxaoro odara cknepogepmuu. lpu pacyete
nnowaan nopaxKeHHow 06nacTu y4yuTbiBaeTcs PocT pebGeH-
Ka, 4YTO MO3BONISET KOHTPONMPOBATb aKTUBHOCTb U AMHAMMKY
NOBPEXKAEHUS C TeYEHNEM BpeMeHU [68].

Buoncusi M rucTonorM4ecKkoe MccrefoBaHUE KOXKMU,
Kak npaBuno, He TpebyloTcs ANs yCTaHOBEHMA AMarHosa
/IOKaNM30BaHHOM cKnepoaepmMun. TeM He mMeHee B aTu-
MUYHBbIX CNyYasix peKomeHAoBaHa MNyHKLUMOHHas 6Guoncus
avameTpom oT 3 O 6 MM, MpeanoyTUTeNbHO Ha rpa-
HULE 9pPUTEMATO3HbIX WU3MeHeHWin [45]. TMpu rnyboKown
reHepanM30BaHHOW NIMHEMHOW CKNEPOAEPMHUU WK MpwH
NoJO3PEHUN Ha 303UHOPUNBHBIA dacuMUT pPeKoMeHLoBa-
Ha 9KCLM3MOHHAs OGMOMCHUS KOXM C MOLKOMXKHO-XKMPOBOWM
KneTyaTKOM. [MCTONOrMYecKylo KapTuUHY Bcerga cneayet
MHTEPNPETUPOBaTb C YY4ETOM KIMHUYECKUX MPOSIBAEHUNA,
T. K. MMKPOCKOMMUYECKNE UBMEHEHNS NPU NTOKaNU30BaHHOWM
CK/IepoaepMuUn MOryT HanoMWHaTb TaKOBblE MPU CUCTEM-
HoW ¢dopMe. [MCTONOrMYecKoe uccnegoBaHue MNO3BONSET
oueHnTb da3y 3aboneBaHus (paHHAS = BocnanuTeNbHas,
no3aHsAs = GpubpoTUYeckas) u ryounHy nopaxeHus. PaHHAs
dasa xapaKtepusyeTcsi NAOTHOM MNepuBaCKYNSPHOM BOC-
nanuTenbHOM UHPUIbTPALMEN CeTHaATOro (PETUKYNSPHOrO)

Puc. 5. MNposiBNeHnsi CUCTEMHOW CKnepoaepMun (cuHapom PeitHo)
Fig. 5. Signs of systemic sclerosis (Raynaud's phenomenon)

lNpumevarme. A — deHomeH PeitHo, b — M3bA3BNIEHNA KOHYMKOB
2-ro 1 3-ro nanbues. UctoyHuk: Paynos PK. u coast., 2020.

Note. A — Raynaud's phenomenon, b — ulceration of the 2nd and
3rd finger tips. Source: Raupov R.K. et al., 2020.

CNosl AepMbl, MHOTAA C pacnpocTpaHeHWEM Ha MOLKOXKHYIO
Knet4yatky. MHdMNbTpaThl B OCHOBHOM MNpeacTaBieHbl TUM-
dounTamu, Npu 3TOM YacTo NPUCYTCTBYIOT MaasdMaTUyecKkune
KNETKM, TMCTUOLUTLI, MOTYT OGHapYXMnBaTbCH 303MHODUNbI
[4, 69]. KOBeHUNbHble GOPMbI CKIEPOAEPMUU XapaKTe-
pU3yloTCs OTCyTCTBMEM AepMasbHbix CD34+ AeHAPUTHbIX
K/IETOK M MOBbIWEHHbIM KonnyectBoM dakrtopa Xlllal+ gex-
npoumnToB B 30HE dnbposa [70]. TakKe oTMevatoTcsa yTos-
WeHWe KOnareHoBblX BOMIOKOH M OTEK B BEPXHeW YacTu
aepmbl. Mo3gHas dasa xapaKTepuayeTcs CKIepo3upoBa-
HMEM [epMbl C pasperKeHUeM CTPYKTYP MPUAATKOB KOXM.
OKKPMHOBbIE NOTOBbIE KeNe3bl aTpodUYHbI U «3amypoBa-
Hbl» KonnareHoM. CTeHKM MENIKMX KPOBEHOCHbIX COCYAOB
yTonweHbl. BocnanutenbHaa MHOUALTPaALMA He BblpaxKeHa,
KofilareHoBble BOMIOKHA YNOTHEHbI [4].

AUODEPEHLUAJIbLHAA AUATHOCTUKA

CuctemMHasn cKkiepoaepvus

HecMoTps Ha 3HauYUTENbHbIE Pa3nnyKs, YacTo y NaLneHToB
C NOKaNn30BaHHOW cKiepogepMuert HeO60CHOBAHHO UCKIIO-
4yaeTcsl CUCTEMHas CKIEPOAEPMUS U BbIMOHSAETCS 6onbluoe
KONMYEeCTBO M3ObITOYHbBIX AMArHOCTMYECKMX npoueayp [45].
Hanb6onee paHHUMK NPU3HAKaMH, XxapaKTepHbIMU 41 CUCTEM-
HOM CKIEepoAEepMUK, SBASIOTCH WM30/MPOBaHHbIN deHOMEH
PelnHo (puc. 5), NONOXKUTENbHbBIM TUTP aHTUHYKIeapHOro dak-
Topa W UBMEHEHNS KanunaspoCKONMUM HOITEBOIO floXa. CnycTa
MecsLbl U roAbl pa3BUBatOTCS OTEK danaHr KUCTeN ¢ nocneny-
IOLLMM YTONLEHWEM W CTATMBAHUE KOXM NanbLEB PyK, BOBe-
YeHWeM Ninua, NoSIBNEHNEM TeNeaHTMIKTa3ni 1 BOBNEYEHNEM
BHYTPEHHMX OpraHoB. M3-3a HecneunduUYHOCTU NPOSIBNEHUN
60NE3HM U MELSIEHHO NPOrPECCHPYIOLLErO TeYEHNS NOCTaHOB-
Ka IMarHo3a MOXeT 3aTAaHYTbCS Ha roapl [67].



MHorga paHHWe NPOSIBNEHUS CMCTEMHOM CKIEpPOAEepMUKU
MOMYT MacKMPOBaTbCS NOJ IOBEHWIbHbIA MOAMAPTPUT: Nauu-
€HTbl UMEIOT OTEYHOCTb KUCTEW M CTOM. STU CUMNTOMbI NEPCH-
CTUPYIOT 40 MOSIBAEHUS MHAYPALIMM KOXMK K Bonee cneunduy-
HbIX MPU3HAKOB.

KoxHble WM3MeHeHWs pa3BMBalOTCH B ONpeaeneHHomn
nocneAoBaTelbHOCTH, Ha4YMHas C OTEKa, 3a KOTOPbIM CneaytoT
YNAOTHEHUE W, B KOHEYHOM cyeTe, aTpodums. Bo Bpems cKie-
pOTUYECKOM da3bl KOXa MpMoGpeTaeT BOCKOBYIO TEKCTYPY,
CTaHOBWTCS MNOTHOM U CBA3AHHOMN C MOAKOMXKHbIMU CTPYKTypa-
MU. 3TO 0COGEHHO 3aMETHO Ha MasiblLiax KUCTEN (CKNepoaak-
TUAKS) U Ha NnLe (MackoobpasHoe Nnuo). TeneaHrnakrasuu
MEHEee XapaKTepHbl 415 AeTen, 4em ans B3pocnbix [67]. Mpu
NaHCKIEPOTUYECKOM U TNYBOKMX dopMax IOKaIM30BaHHOM
CKNepogepMuu nauueHTbl O4eHb PeaKo MMeT GpeHOMEH
PeiiHO M He pa3BMBalOT MOPaXKEHWS BHYTPEHHWUX OpPraHoB
B OT/IMY4MM OT CUCTEMHOW cKiepoaepmun [45]. N3meHeHus
Npv KanuaaspocKonMM HOITEBOTO JI0Xa BKIKOYAIOT paclumpe-
HWE Kanunaspos, «NoTepto» Kanuanspos, MUKPOreMopparmu
1 pa3BeTBEHME Kanunnspos (puc. 6) [71, 72].

Ha KoH4MKe nanbLeB B peaynbrate UWeMUKU aUcTanbHOM
apTepPUN BO3HMKAIOT TOYEYHble A3Bbl, U3BA3BAEHUS W [aH-
rPEHO3HbIE U3MEHEHUS (CM. puc. 5, B). MNoaKOXHbIe KanbLu-
duKaTbl, 0COGEHHO Haf NIOKTEBbLIMU, MACTHO-PanaHroBbIMU
W KONeHHbIMUK cycTaBaMu, BeTpeyatoTesa y 1/5 nauneHTos [73].

YTPEHHSA CKOBAHHOCTb, apTpanrMm U apTpUT 4acTo ABNS-
t0TCS HaYabHbIMW MPOSIBNEHUAMMU 6ONE3HU. APTPUT U MUOSUT
BbIABNAOTCA ¥ 1/3 60MbHbIX B Ae6OTE M MOTYT NpeaLecTBo-
BaTb AMArHOCTUKE CUCTEMHOWM CcKepoaepmum [67]. OCHOBHble
pas3nnyns NIOKaaM30BaHHOM M CUCTEMHOW CKIepogepMuu
npeacTasieHbl B Tabin. 2.

IOBEHUNbHBbIN MAMONATUYECKUIA apTPUT

MHoraa rnyb6okue GopMbl NOKaNM30BaHHOW CKIepoaepMmm
NPOABAAOTCH KOHTPaKTypamu CycTaBOB, apTpanrusimu, CUHOBK-
TOM, B HEKOTOPbIX C/y4asix UMEOT NOMOXKMUTENbHbIN peBMaTONa-

Puc. 6. Kanunnsapockonusa HOFTeBOro NoXa nauneHTa

C IOBEHU/IbHOM CUCTEMHOM CKnepoaepmMmuen

Fig. 6. Nail fold capillaroscopy in the patient with juvenile systemic
sclerosis

lMpumevaHne. Busyannuanpyrotca netin chopMmnpoBaHHbIX
Kanunnapos, eANHUYHbIE TUFaHTCKUE Kanuinsapbl, MHOXECTBEHHbIE
pacwupeHHble Kanuniapbl, eMHUYHbIE remopparuu,
HeoaHrnoreHes, y4acTKM aBacKynapusaunu B Tex MecTax, rie ectb
ruraHTckue Kanunngapbl. UctouHunk: Paynos PK. 1 coasr., 2020.
Note. Capillary loops, single large capillaries, multiple dilatated
capillaries, single haemorrhages, neoangiogenesis,
neovascularization areas near the large capillary were revealed.
Source: Raupov R.K. et al., 2020.

Hbl GaKTOP M MOTYT OLWMBOYHO TPAKTOBATLCS KakK IOBEHW/bHbIN
namonaTMyeckun apTput [74]. B Takux ciydasx o6HapyKeHue
AHTUIMCTOHOBBIX @HTWUTEN, rMNepraMMarnoGyMHeEMUU U 303U-
HODWUNUK, XapaKTEPHbIX ANs MMyGOKMX TUMOB NOKaNN30BaHHOM
cKnepoaepmuu [4], NOMOXET NOATBEPANTL ANArHoO3.

Ta6nuua 2. OTINYNS NOKANM30BAHHOW Y CUCTEMHOM CKIepoaepMUM Y AeTel (aganTupoBaHo u3 [7])
Table 2. Differences between localized scleroderma and systemic sclerosis in children (adopted from [7])

°  KOXM
® MOAKOXHOWM KIEeT4aTKM
OvaroBasi noTepsi BOOC

Xapakrtep YHunatepanbHoe (419 TMHENHON CKNepoaepMmMm) BunaTtepanbHoe, CUMMETPUYHOE
KOXHOro [iByCTOpOHHEE U pacnpocTpaHsioleecs BoBieYeHne npu | MNopaxaloTca AUcTanbHble KOHEYHOCTH, 04aru HenpepbIBHbI
nopaxeHus NaHCKNEPOTUYECKOM U reHepannM30BaHHOM CKiepoaepMun | PelKo nopaykaeTcs Koxa CnuHbl
Oyarv AUCKPETHbI, 3@ UCKNTIOYEHNEM THXKENBIX
MNaHCKIEPOTUYECKON U reHepann3oBaHHOM Gopm
Oyarv cnegytot AiMHMAM bnawko
N3MeHeHUs YtonuweHue YronuweHue
KOXHM JputeMa 1 GMONETOBLIV BEHYMK B0o3MOXKHO NosiBNEHUE 3pUTEMBI, 3yAa C OTEKOM KUCTEMN
OucnurmeHTaums OucnurmeHTaums
M3meHeHWe no TUNy BOCKa, rMajKas TeKcTypa TeneaHrnakrasuu
MecTHoe noBbilleHWe TemnepaTypbl KanbLunHo3
Atpodua B 061aCTH 04aros: Atpodus:

o anddysHaa aTpoPus KoK

® [uruTasnbHble A3Bbl

deHomeH PeitHo

MN3MeHeHNs KanunisapoB HOTTEBOIO JIOXa (KanunnsgpocKonums)

AytoaHTuTena | AH® nosbiweH B 50% cnyyaeB

AH® noBblleH y BCEX NALMEHTOB
BbigBnsioTca cneumduyeckme aHtutena ¢ NporHOCTUYECKUM
3HaveHneM

BHeKOXHble
NPosiIBIEHUs | OTAENbHO OT o4Yara CKiepoLepMun
rnas, roloBHOro Mo3ra, 3y604entoCTHOM CUCTEMBI
HelponaTtus, ronoBHble 60511, Cya0pPOrU

MopaxeHune cycTaBoB. APTPUT MOXKET JIOKaIM30BaTbCA

Mpun ovarax B 061acTH rofioBbl NMOBbLIWEH PUCK NOpaXxeHus | no-/ammmus

MopaeHue cycTaBoB, B 0CO6EHHOCTH NasbLes
OrpaHuyeHne OTKpbIBaHWs pTa

MopakeHne BHYTPEHHUX OpraHoB (nerkue, cepaue, KT, noyku)
Peako HeBponornyeckue HapyLeHus

MpumevaHne. AHO — aHTUHYKNeapHbI dakTop, KT — Kenyao4YHO-KULWEYHbIM TPaKT.

Note. AH® — antinuclear antibody, }XKT — gastrointestinal tract.
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CKepo3upyloLnii TMXeH

Y [eBOYEK NPosBASETCH 60/1bl0, 3yA0OM U ¥KEHUEM B 06na-
CTW NPOMEXHOCTU (FeHUTanbHbIN nuxeH). Ausypusa u MecT-
HOe KpOBOTEYEHWEe MOryT BO3HUKaTb WM3-38 TPEeLMH KOXM
BLIO/Ib MOPaXeHHbIX y4acTKoB. Oyaru pacnonaratoTcs B obna-
CTW MasiblX NOJSIOBbLIX MY6, KIMTOPAbHOrO KamnkowoHa 1 nepu-
aHanbHOW o6nacTv M nNpeacTaBnsAtoT cobow GenecoBatble
nanynbl, TOHKME GAAWKKM M aTpoduyeckme naTHa. Ha BynbBe
4acTo OBHapy)MBalTCA 3KXMMO3bl. B pganbHeiwem moryt
pa3BMBaTbCSA TMNEPNUrMEHTaLMs, 3p03UnN U UIbA3BIEHNS.
Y ManbynKoB NposiBASeTcs Kak dUMOo3. JKCTpareHuTanbHblM
nuxeH (20% Bcex cryqaeB CKIIePO3UPYIOLLErO SIMXEHa) MOXET
nopa<atb 106yl0 YacTb Tena, HO Yalle JloKannsyeTtcs B obna-
CTW cnuHbl, rpyau. Odarn mumetoT Bua Gnectawmx dapdopo-
BO-6€e/1bIX NIOCKMX Nanys, KOTopble cnMBatoTcs B 6a51WKK. Oyar
MOXET OblTb OKPY)KEH (GMONeToBbiIM Opeonom. B panbHew-
WeM o4yarv MOoryT NpuMBOAWTL K PyOGLIOBLIM U3MEHEHUSAM. [1pn
JIOKaNM30BaHHOW CKNEPOAEPMUN PEAKO noparkaeTcs o6nacTb
NMPOMEXHOCTU, U o4arn WMMeloT 6enecoBaTO-KeNTbIn LBET.
Coobuianocb 0 cnyyasx COCyLLIECTBOBAHWUS JIOKannM30BaHHOM
CKIEPOEPMUN U CKNEePOoaTPODUYECKOro NnxeHa [75, 76].

Butunuro

Butnnuro npeacraBnsier co60M CMMMETPUYHbIE Lenur-
MEHTUPOBaHHbIE MATHA MOJIOYHO-6E/10r0 LBETa C YETKUMMU
rpaHuLamu, KoTopble MOTYT YBEMYMBATLCA B pasMepax
n cnuBatbes. OT NIOKann30BaHHOW CKIePOAEPMUN BUTUIIUIO
OT/IMYaET OTCYTCTBUE YNNIOTHEHUS U aTPODUM KOXM [77].

XpoHuueckuin aTpopuvecKuin akpogepmaTuT

XPOHUYECKMI aTPOPUUYECKUN aKpoaepMaTUT SABNseT-
cs no3aHuM nposiieHnem Jlavm-6oppenvosa. Yaue Bcero
HabloaaeTcst HECMMMETPUYHOE NopaXKeHMe pasrnbaTenbHbIX
NMOBEPXHOCTEN KOHEYHOCTEN. BocnanutenbHasa cTagmns nposis-
NIIETCS 3PUTEMOMN M OTEKOM, @ B MocneayiolemM ConpoBoXia-
eTcs nporpeccupyowmnm Gnubpo3om 1 atpodmen Koxu. Koxa
CTAHOBWTCS TOHKOM, NIMWIEHHOW MPUAATKOB, C GUONETOBbLIM
OTTEHKOM. MoryT oTMeyvaTbCs napecte3aunn. [JuarHo3 ycraHaB-
/IMBAETCA Ha OCHOBaHWM aHamHe3a (YKyC Kielen, MUrpmpy-
oLas apuTeMa) M pesynbtTatoB N1abopaTopHbIX UCCNeL0BaHNUM
(ceponorunyeckoe ncecnefosaHue U BecTepH-60T) [78].

Bon4yaHO4YHbIA NAHHUKYNUT

BonyaHOYHbIM NaHHWKYIUT cnegyeT anddepeHumnpoBaTb
OT JIMHENHON U rNYBOKUX Gopm cKriepogepmmun. OH accouu-
MpoBaH C aTpoduer MOAKOXKHOW KNeTyaTKM W MHAypauurewn
KOXMW. MoxeT pacnonaratbCs Ha Nvue, pasrvbaTesibHblX
NMOBEPXHOCTAX Npeanieynn u groguuax. Ecnm naHHUKynuT
COMPOBOXAAETCA UBMEHEHUAMM Ha KOXE, CXOAHbIMU C AUC-
KOMAHOM KpPacHOM BONMYAHKOMW, OH NErko OTMYMM OT JIOKa-
NIN30BaHHON cKepoaepmun. [pyv OTCYTCTBUU KOMKHbIX
3M1EMEHTOB OT/IMYUTENIbHBIMU NMPU3HAKaMK ABNSIOTCA 60/1e3-
HEHHble MOAKOXHble 06pa30oBaHUsA, OTCYTCTBME MOparke-
HUS MbIWL, U KOCTEW, o4arn He cneaytT AnHUSM bnawko.
[McTonornyeckas KapTnHa NpeacTaBaseT cobon BocnaneHune
N HEKPO3 }KMPOBOW TKaAHWU, HEUTPOPUNBHYIO N NUMPOLUTap-
HYI0 MHOWUNBLTPALMIO, YTONWEHME COCYANCTbIX CTEHOK, OT/IOXe-
HUS TMaJMHU3UPOBAHHOIO KosiareHa, 6osnee crapblie o4aru
MOTYT cofepaTb KanbumdukaTbl. [1pr UMMYHOrMCTOXMMUYE-
CKOM unccnegoBaHun B 60—70% BbISIBNAOTCA BOMYAHOYHbIE
aHTuTena n C3-komnnemeHr [11, 79].

3AK/TIOYEHME

B crtatbe oTpa)keHbl COBPEMEHHble MpeacTaBneHus 06
aTMonaToreHese, AvarHocTvke, avddepeHumnanbHOn auar-
HOCTUKE OBEHUNbHON JIOKaNIM30BaHHOM CKIepoaepMuu.

BaKHbIM acnexkTtoMm npu BeAEHUU OETEW C IOBEHUIbHOM
JIOKaNIM30BaHHOW CKIepodepMuen aBnseTcs Konnadopa-
LUMS AETCKMX PEBMATONOMOB M AepMaTonoros. [lMarHoctvka
IOBEHUNBHOW NOKanM30BaHHOW CKIepoaepMMU OCHOBaHa
Ha KAMHMYECKUX JaHHbIX, B PEAKMX Cnydasx TpebyeTca 61on-
CUS KOXXM U Npuaerarwmnx TkaHewn. JlabopatopHble nccneno-
BaHWA AN9 NOATBEPHKAEHMA AMarHo3a 06bl4HO He TpebytoTes.
Mpn OTKNOHEHMM pe3ynbTaToB NabopaTopHbIX MccnenoBa-
HUM OT pedepeHCHbIX NMPeaenoB PEKOMEHAYETCA KOHTPOb
B AMHaMKKe. OnpegeneHune ayToaHTUTEN B PYTUHHOM NpPaKTK-
Ke He NoKa3aHo, T.K. OHM He ABAATCH cneunduUyHbIMK Ans
IOBEHU/IbHOW NOKaNM30BaHHOW CKIEPOAEPMUU, U He cylle-
CTBYET AOKa3aTeNbCTB CBA3M MEXAY Hanuyumem aHTuten
M aKTMBHOCTbIO 60Me3HU. HeT u foKa3aTtenbCTB natoreHe-
TUYECKOW ponun 6oppenuu, NoaToMy pyTMHHOe obcnenoBa-
HWE Ha B6OpPeNno3s, Kak U neyeHMe aHTMOUOTUKAMKU MEHMU-
LUMIZIMHOBOrO psja, He nokasaHo. OpraHHoe BoOBfeYeHue
He XapaKTepHO AN19 IOBEHWUIbHOW JIOKANM30BaHHOW CKIEpo-
LEPMUK, B OTIMYNE OT CUCTEMHOM CKNEPOAEPMUN, U HE Tpe-
OyeT MOCTOSHHOIO CKPWHWHIa, B OTIMYME OT MOParKEHWUM
cycTaBa, a3, rofloBHOro Mo3ara (Npu CKNepoaepmMum Inua).
OueHKa aKTMBHOCTU 3ab0/ieBaHUA KPUTUYECKM BaxKHa npu
AWHAMUYECKOM HabNOAEHNUN, NS Yero MOryT GbiTb UCMONb-
30BaHbl WKana LOSCAT n MHCTpyMeHTanbHble METOAbI Ana-
rHocTukm (Y3U, MPT).

WHO®OPMUPOBAHHOE COINACHUE

OT poauTenen nauneHToB, doTorpadmun KOTOPbIX NpUBeE-
[eHbl B CTaTbe, MOay4eHO MHOOPMUPOBAHHOE MUCbMEHHOEe
cornacvMe Ha WX Mcnonb3oBaHWe Ans y4ebHOro npouecca
M B HayyHbIX Lensx 6e3 yKasaHWi nepcoHanbHbIX AaHHbIX.
doTorpadmmn HUKHUX KOHEYHOCTEW NaLMeHTa caenaHbl B Npu-
CYTCTBUU poauTenen.
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MPUNOXEHMUE

LLikana, oueHuBawLWasn KoOXy NpuU JIOKaM30BaHHOM CKepoaepMumn
(Localized Scleroderma Cutaneous Assesment Tool, LOSCAT)

mLoSSI — Localized Scleroderma Skin Activity Ind

LoSDI — Locailized Scleroderma Skin Damage Index

WUHAEeKC aKTUBHOCTH KOXHOIO NopaKeHus
NPH JIOKaNM30BaHHON CKNepoaepMUu

WHAeKc noBpeXAeHUN KON
NPy IOKaNM30BaHHOW CKepoAepMUHn

JNokanuzauus HoBbivi oyar / | dputema YTonweHune Koxun | ATpodus gepmbl | NMogKkoxHasa atpodus vno- /
yBenuyeHue runepnurmeHTaLms
pasmepa 0 = HeT 0 = HeTt 0 = HeTt 0 = HeTt
ovyara 1 = 6negHo- 1 = nerkas 1 =6neck Koxu | 1 = nerkas (noteps 0 = HeTt

po3oBas 2 = ymepeHHas 2 = BUauMMmble 1/3 NOAKOMHO- 1 = nerkas
O =HeTt 2 = po30BoO- 3 = BblpaXKeHHas | cocyabl YMPOBOWN KETHaTKM) 2 = ymMepeHHas
3=pa KpacHas 3 = 3anageHue 2 = 04EeBUAHO 3 = BblpaXeHHas
3 = TemMHo- no Tuny 3anageHue (1/3-2/3
KpacHas / «OTBECHOM NOAKOXHO-XXMPOBOKN
duonetosas CKanbl» KNneTyaTKu)
3 = rnyb6oKne BnaauHbl
(>2/3)

Nnuo

LWes

Ipynp

HKusot

BepxHsis yactb
CMUHBbI

HuHs9 YacTb
CMUHBbI

Mneyo

Mpeanneybe

Kuctb

CnpaBa

beapo

foneHb

Crona

Mneyo

Mpeanneybe

Kuetb

CneBa

beapo

foneHb

Crona

O6wmn 6ann mLoSSI (akTMBHOCTb)

BALLI aKTMBHOCTM NO OLIEHKE Bpaya

LosDI (moBpexaeHue)

Lol [+l 2 [a[] Ja] [s] [ef [7] [&8] [of [10]
AKTMBHOCTH HET Max aKTMBHOCTb
BALLl noBpexkaeHus Mo oLeHKe Bpaya

Lol [+l 2 [a[] Ja] [s] [ef [7] [&8] [of [10]

[MoBpexaeHusa HeT

KommeHTapum:

Max noBpexaeHue
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