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JlokanmzoBaHHas ckaepogepmus (JIC) — aTo BOCnannTebHOE CKIepo3unpyloLlee 3a60/1eBaHNe KOXM U MOJKOXKHbIX TKAHEH,
cBfi3aHHoe ¢ ux atpoduein. Kak npasuno, JIC siBaseTcs 06POKaYeCTBEHHbLIM CaMOOrpaHMYnBaloLmMmMes 3abo1eBaHUEM,
XOTS1 XpOHUYeCcKasi popma 60/1€3HU HOCUT PELMANBUPYIOLLMIA XxapaKTep. Ocoboe BHUMaHWe yaenaseTcs NoucKy METO40B eve-
Hus JIC, no3BOAAIOWMX YCTPAHNTb HE TOJIbKO MMMYHOOMNOCPEAOBaHHbIE MEXaHM3Mbl 3a60/eBaHUs, HO U ero MocaeACcTBuS,
Bblpakatolmecsi B rpybbiX KOCMETUHECKUX AeeKTax auua, KOTopble HeraTMBHO B/MSIOT Ha rapMOHMYHOCTb QU3NYECKOIO
M MCUXO3IMOLMOHAIbHOIO pa3BuTns pebeHKa. B nociegHee Bpemsi nsydaetcs 3PPEeKTMBHOCTb nepecasKkn )upa ¢ Lesbio
BOCCO3JaHUsi 06bemMa M NOBbILLIEHUS] Ka4eCTBa KOXM. B cTaTbe npeactaBieHbl pe3yabTaTbl TaKOro XMpypruyecKoro BMeLla-
Te/IbCTBA y NalUMeHTKK (Bo3pacT 15 net) ¢ amHerHown ¢popmoit JIC.

Knro4eBble cnoBa: /10Ka/in30BaHHasi CKIepoaepMusi, IMnoduanHr, cuHapom Mappu — Pombepra, Aetu, yaap cabnen

Ansa yntupoBanmsa: Mypawkund H.H., CaenoBa A.A., Mnc6axosa A.P. [loparkeHre nnua npu 10KaaM30BaHHOW CKepoaep-
MUK NO TUNY «ygap cabnei» B AETCKOM BO3pacTe: COBPEMEHHOE SIeHeHUE U KOPPEKLMS NOCNAEACTBUI. Bornpockl CoBpEMEHHOM
negnatpmmn. 2022;21(5):414-418. doi: https://doi.org/10.15690/vsp.v21i5.2460

OBOCHOBAHME

JlokannaoBaHHas cKnepogepmusa (JIC) — ato Bocna-
NUTENbHOE CKNepo3upytollee 3aboneBaHWe KOXM U MNoj-
KOXHbIX TKaHewn, cBA3aHHOe ¢ Ux aTpoduein. B 3aBnucumocTtu
OT MOATWMA, TAKECTU TeYeHus 3aboneBaHWs M NOKanu3a-
UMM o4ara oTMeYaeTcsl BOBIeYEHWE B NATONOrMYECKMI Npo-
LLECC XMPOBOW TKaHW, MblllL, CyCTaBOB M KOCTEW, HO He

BHYTPEHHUX opraHoB [1]. ExxerogHas nepBuyHasa 3abone-
BaemocTb JIC B JeTCKOM Bo3pacTe coctasnsfeT 3,4 cnyyas
Ha 1 000 OO0 AeTCcKOro HaceneHus, y JiML, KEeHCKOro nona
3aboneBaHune BCcTpeyaeTcs B 2,6—6 pas vaule [2].

LLIMPOKKUI CNEKTP KIIMHUYECKUX MPOSIBIEHU 3aboneBa-
HUS MPUBEN K NOABAEHUIO 6OJbLIOTO KOMYECTBa Pas/inyHbIX
KnaccuduKauun, B KOTOPbIX YYUTbIBAKOTCH TSXKECTb, pacnpo-
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CTPaHEHHOCTb U MybWHa npouecca dbMbpo3nMpoBaHus, BCrea-
CTBME Yero BbIAENAOT MNATb OCHOBHbIX KIMHUYECKUX GOpM
JIC: orpaHuyeHHasi, reHepannM3oBaHHas, JIMHENHas, rnyboKas
n cmelaHHas [3]. dopmbl JIC He aBNSIOTCA B3aMMOMUCKIIIOYa-
IOLLIMMM, MOCKONBbKY Y OAHOMO W TOrO e NalMeHTa MOryT BO3-
HWKaTb PasnunyHble NposiBNeHus 3aboneBaHua [4]. OgHon W3
Hanbonee pacnpocTpaHeHHbix ¢opm JIC B AETCKOM BO3pacTte
ABNAETCA NMMHEeNHas dopMa, KoTopas HabataaeTcs NPUMEPHO
y 40-70% peten.

JInHeHas dopma JIC xapaKTepusyetcs HanuuuMem OfHOWM
WU HECKONBbKUX IMHEWHBIX NOMOC YNIOTHEHUS, KOTOPblE MOTYT
ropaxkatb KOXY, MOLKOXHYIO KIETYaTKY, MbILLLLbI ¥ MOANEXALLYIO
KOCTHYIO TKaHb [5]. O6bI4HO 3TO €AMHWMYHOE OAHOCTOPOHHEE
MopakeHWe C JIMHEMHbIM pacnpoCcTpaHeHWeM, nopakatoliee
KOHEYHOCTH, L0 WM BOMOCUCTYIO YacTb rofioBbl. MopaeHus
4acTo pacnonaralTcs BAOMb NMHMIK Brawko (MMHUKM HopManb-
HOr0 Pa3BUTUSA KIETOK KOXM, KOTOpble HEBUAWMbBI B HOpMasib-
HbIX YCNOBUSAX, HO MOTYT NPOSIBNATLCA B BUAE NATONOMMYECKUX
BbICbIMAaHWM C IMHENHBIM UM CErMEHTapHbIM pacnpeieneHuem
no Koxe). [Mpu noKkanusauun Ha BOSIOCUCTOM YacTu rofI0BbI BO3-
HUKaET o4ar IMHENHOMW GOPMbI, HYacTo aTPODUYHLIN M Cherka
BAABMIEHHbIV, KOXa rnagKas, 6nectauas, MHoraa nurMeHTMpo-
BaHHas. JInHenHasa dopma UMeeT TeHAeHUMIo JedopMmpoBaTh
KOCTHbl€ CTPYKTYpbl, BbI3blBas BAAB/NEHHbIE NOPaXKEHNUs, a npu
JIOKaNM3aLUun Ha NInLLEe MOXET pacnpoCTPaHATLCA Ha CKY0BYIO
M HOCOBYIO 06/1aCTH, BEPXHIOIO ry6y [6].

B cnyyae nonHoro nopakeHus NoMOBMHbI ML@ npoLecc
Knaccubuumnpyetcs Kak cuHgpom lMappu — Pombepra (npo-
rpeccupylollas remvatpodus nuua) [7]. 3aboneBaHne umeet
MedneHHoe, nporpeccupylollee TedyeHne M 06blYHO pas3Bu-
BaeTcs B Bo3pacte oT 2 Ao 20 net. OHO xapaKTepuayeTcs
OAHOCTOPOHHEN aTpodMer NuLa C NOparKeHWEM KOXW, Mnoa-
KOXHOWM KNETHATKK, MbILLL, M HUMKENEXAaLLMX KOCTHbIX CTPYKTYP,
Yallle BCEro nopaxkatotcs 4epMaToMbl OAHON MU HECKOMbKUX
BETBEW TPOWMHUYHOrO HepBa. ATpodun MOryT npeawecTBo-
BaTb KOXHas WMHAypauus U U3MeHeHue LBeTa MnopaxeHHOM
KOXW, Hanpumep [LenurMeHTauus WiuM runeprnurmeHTauums,
a Ha NopaeHHbIX y4acTKax BOJIOCUCTOM YacTu rofioBbl MHOMAa
HabnopaeTca pybuosas anoneums [8].

B 40% cny4aeB nporpeccupyowaa remuatpobus nuua
coYeTaeTcs C IMHENHOW CKIepoaepMUEN NO TUNY «yaap cabnem»
(en coup de sabre). B HacTosiLee BpeMs MHOrMe aBTOPbl 06b-
eOMHSAI0T yKadaHHble dopmbl JIC B ogHy [9, 10]. Teyenue JIC
no TUny «ygap cabnew», Kak NpaBuio, MeAEHHO Mporpeccu-
pylouee, a natosorMyeckni npouecc O6bl4HO OrpaHuynBa-
eTcs nopa)keHMem OAHOW NONOBMHbI NnLa. 3ta dopma vacTo
Ha4yMHaeTCcs C OTEYHOCTM MOPaXKEHHOro y4acTKka € nocneayio-
MM obpasoBaHMeM BAaBNEHHON 60PO3abl B TIOOHO-TEMEHHOM
o6nacTi, KoTopas 3aTeM MOXET JIMHEMHO pPacnpoCTPaHATLCS
Ha KOXY BOJIOCUCTOM 4YacTW rofioBbl C pa3BUTUEM PYyOLIOBOK
anoneunn. boposga MOXeT AoxoAuTb A0 061acTh Hoca, BEPX-
Hew rybbl U MHOrAA A0 AECHbI, YTO NPUBOAWT K BblparKeHHON
AedopmaLMn AaHHbIX CTPYKTYP, paccTosiHie Mexay 3ybamu
W X HanpaBlieHWe MOryT ObITb M3MeEHEHbl. B naTtonornyeckun
npouecc MOryT BOBNEKaTbCHd KOCTM Yepena, B TOM 4ucne
nvueBoro otaena. edopmaumsa YentocTn cnocobHa NpmuBeECTU
K HapyLleHWIo MpUKyca, MIoXow nMnaaHTaumMmn u atpodum Kop-
Hen 3y60B, a TaKXKe 3alepXKKe UX NOABIEHNUS U pa3BuTus [11].

[MnoTe3a 0 reHeTMYecKoM npoucxoxaeHun JIC Kak cuc-
TEMHOr0 ayTOMMMYHHOro 3aboneBaHus NOATBEpPMXAaeTCcH
accouuaumen cnyyaeB 60NE3HW C CEMEWHBIM aHaMHEe30M
ayTOMMMYHHbIX 3a6071€BaHUM U Hanuyinem oblmx Tunos HLA
C peBMaTouaHbIM apTpMTOM. Ha cucTemHbIv xapakTtep 6ones-
HU TaKe YKasblBaloT Ha/M4yMe ayTOaHTUTEN M MOBbIWEHHbIE
KOHLLEHTPaLIMK LMPKYANPYIOLWKX B KPOBU XEMOKWUHOB U LIUTO-
KMHOB, CBA3aHHbIX ¢ T-xennepamu [12].

Hapsigy ¢ npudHakamu cucteMHon 6onesHn ans JIC xa-
paKTepHbl NPU3HaKK 3a60eBaHMs, BbI3BaHHOr0 BOCManuTeb-

HbIM GUBPO30M, a UMEHHO GOPMUPOBAHUEM NTUMPOLUTAPHOIO
M MakpodaranbHOro MHGUILTpPaTa C OTIOKEHWEM Konnare-
Ha n ¢unbpobnactoB [13]. Pn6pPO3 Npu 3TOM acCOLMUMPOBaAH
C BbICOKOM KOHLEHTpaunen TpaHchopmupyowero daxktopa
pocta 6eTa M uHTepnenknHa 4 [13]. TeHaeHUMs K 3amelle-
HWIO HOPManbHbIX TKaHel B npouecce Gpubposa u AeCTPyKLMM
KMPOBOM TKaHW MPUBOAMT K GEHOTUMMYECKUM WM3MEHEHUAM,
BK/IIOYaOWNUM B cebs aTpoduio nnua 1 genvrmentauuio [14].

OueHKa aKTMBHOCTM nopakeHus npu JIC umeet peluato-
iee 3HayeHve B Bbi6Ope TepaneBTUYECKOW TaKTMKKU. C 3Ton
LeNbl0 UCMOMb3YIOTCA Pa3fiMyHble UHCTPYMEHTaNbHblE METO-
Obl, TaKWe Kak uHdpakpacHas Tepmorpadusi, MarHUTHO-pe30-
HaHcHasa Tomorpadwus, gonnepoBcKas GAOyMeTpus, yabTpa-
3BYyKOBOe wuccnegoBaHue (Y3U), a Takke MHOrodpaKTopHble
CUCTEMBI OLIEHKM. B uyncne nocnegHux — moanMduULMPOBaH-
HbIM MHOEKC TAXKECTU JIOKaIM30BaHHOW CKIEPOAEPMUN KOXKM
(modified Localized Scleroderma Skin Severity Index; mLoSSl),
KOTOPbIV 3KBUBaNeHTeH MoanGULMPOBaHHOM LWKane PogHaHa
(modified Rodnan Skin Score; mRSS), ucnonb3yemon npu
cucteMHoMm ckiepose. o wkane ot O go 3 nHaexkc PoaHaHa
OLIEHMBAET 3PUTEMY, YTOJILLLEHUE KOXM, @ TaKKe HOBblE O4a-
M nopakeHus B 18 pasfnuyHbIX aHAaTOMMYECKUX 06nacTax
N MOXET MCNONb30BaTbCA KaK y B3POCAbIX, TaK W Yy AETEN.
[N OUEHKM aKTUBHbIX BOCNANUTENbHbIX MOPAXEHUH Npu
JIC, a Takxe TepaneBTMYecKoro addekTa 6bl1 pa3padoTaH
MHAEKC nopaxeHus Koxun LoSDI (Localized Scleroderma Skin
Damage Index), ¢ MOMOLLbO KOTOPOrO OLEHMBAIOT KOMHYIO
M NOJOKOXHYI0 aTpoduto, a TakKe cTeneHb AUCMUIMEHTaLMMK.
Kom6uHauma LoSDI n metoaa obuiert BpadebHOM OLIEHKM
(Physician’s Global Assessment; PGA) o603HavyaeTcsl Kak
MHCTPYMEHT OLIEeHKM NIOKaNIM30BaHHOM CKIEPOAEPMUM KOMKM
(Localized Scleroderma Cutaneous Assessment Tool; LoSCAT),
KOTOPbI MOMOraeT CneLmnanncty OLeHUBaTb KakK aKTUBHbIE,
TaK ¥ HeaKTUBHble NopaeHus [15].

TepaneBTUYeCKas TaKTUKa BeAeHUs nauneHToB ¢ J1C 3aBu-
CUT OT MHOXecTBa GaKTOPOB: aKTUBHOCTM MaTONOrMYeCKOro
npolecca, noKann3auun BbiCbiNaHWK (04aroB JIOKaNbHOro
BOCMNaneHusa (3putemMa, OTeK) ¢ nocnegylowmum bopmuposa-
HMEM B HUX CKNEpo3a W/Wan aTpoduM KOXKK U MoAnerKalmx
TKaHeMn), dopMbl 3ab6oneBaHns, Bo3pacTa NaumeHTa. MecTHas
Tepanus, Kak npaBwio, BKIOYAET NIIOKOKOPTUKOCTEPOUbI
(TKC), MHrMBUTOPBI KanbLWHEBPWHA, aHanorn BuTamuHa D,
a TaKkke ¢potoTepanuio. CUCTEMHas Tepanus, B CBO 04epeapb,
3bPEeKTMBHA MpW pPacnpoCTPaHEHHbIX U TAXKENbIX dopmax
TeyeHus JIC. Hanbonee 4acTo UCNONb3yeMbli CUCTEMHbIN NOA-
xof, — 310 Komb6uHauua MKC n meToTpekcata [16]. Mpu nna-
HUPOBaHUK NeYeHUs cnegyeT UMEeTb B BUAY, YTO KIIMHUYECKHE
3QPeKTbl MHOrAa NPOSIBAAIOTCA HE paHee 4eM 4vepe3 3 Mec
nocsne Hadvana Tepanuu [16]. B KayecTBe anbTepHaTUBHOIO
MMMYHOMOAY/IMPYIOLWErO areHTa B Ciyyasix PEe3UCTEHTHOCTU
K MeTOTpeKcaTy npegnaraercs ncnonb3oBaTb MUMKOodeHonarta
Modetun (MPM) [17]. UccnenoBanumsa in vitro nokasanu, 4to
M®M nopasnsieT nponudepaumnio MMMOOLMTOB, a TaKKe Apy-
FMX TUMOB ME3EHXMMalbHbIX KNETOK, BK/IOYas ragKoMblLley-
Hble KNEeTKK U prubpobnacTsl [17]. Ha npumepe cepum cnyvaes
JIC, yCcTOM4YMBbIX K TepanuMuM MeToTpeKkcaToMm, Obl10 NOKa3aHo,
41O npumeHeHne MO®OM npuBOAMT K YMEHbLUEHMIO CTEMEHM
CKNlepo3a KOXW W BocMnaneHus (No AaHHbIM MHOpPaKpacHOM
TepMmorpadmn U KIMHUYECKOM oOueHKM) [17]. B nocnegHux
nccnenoBaHmax KomMbuHauus TKC u meToTpekcata/MOM
noKasana HEeMNOCTOSAHHYIO 3PEKTUBHOCTb, ObIIO MpeacTaB-
JIEHO HecKoNbKOo cnyyaeB JIC y noapOCTKOB, KOTOPbIEe He Noj-
fJaBanucb nogobHomy nedenuio [18]. Coobuanoch 06 adpdek-
TUBHOCTU anbTepHaTUBHOro Metoaa neyerus JIC y B3poCbIX
W feTen ¢ Ucnonb3oBaHMeM npenapaTta abatauent — PeKoM-
OWHaAHTHOrO rMGPUAHOro 6enka, G/0KMPYIOLLEro aKTUBaLMIO
T-kneTtok, ogo6peHHoro B CLLUA 1 Poccuiickon ®eaepaumm ans
NleYeHnss peBMaTonaHoro aptpura [18].
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Clinical Observation
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KnuHunyeckKoe Ha6noaeHue

Puc. 1. MaumeHTKa A., 15 neT, ¢ I0OKannu30BaHHOM CKIepoaepMuen (MMHenHaa dopma) 4o onepaumm
Fig. 1. Patient A., 15 years old, with localized scleroderma (linear form) before surgery

MpumeyaHume. 34ech 1 Ha nocneayolmx Gotorpaduax 061acTb a3 3aKpbITa Mo NPocb6e 3aKOHHbLIX MPeACTaBUTENEN NaLUEHTKM.

McTouHuK: MypatikuH H.H. v coaBT., 2021.

Note. Here and elsewhere eyes on the photos are closed due to the request of patient’s legal representatives.

Source: Murashkin N.N. et al., 2021.

Ocoboe BHUMaHWe yaensietcs MOUCKY METOAOB JieYeHus
J1C, nosBonaoWmMx yCTpaHWUTb MNOCAeACTBUSA 3aboneBaHus,
a UMEHHO rpybble KocMeTHu4eckne fedeKTbl nua, HeraTuBHO
B/IMSAOWME HA FAPMOHUYHOCTb GU3UYECKOTO U MCUXO3IMOLIW-
OHanbHOro pas3BuTUA pebeHKa. B nocnegHee BpeMs B LEHT-
pe BHUMaHUS — nepecagka upa (BBuIay 3OPEKTUBHOCTH
MeToAa ANs BOcco3daHus o6bema WM MOBblEHUS KayecTBa
KOXMK). BbblN0 NOKa3aHo, YTO NepecajKa Xupa, BKIIOYaoLLEero
aAMNoOLMTbI, MPOBbIE CTBOJIOBbIE K/ETKM, 3HAOTENMAsIbHbIE
KNETKW 1 rMaAKOMbILWEYHble KETKU COCYAOB, YMEHbLUAET BOC-
naneHune, a Takke GMOPO3 3a CYET OrpaHUYeHns CUHTe3a 6en-
KOB BHEK/IETOYHOr0 MaTpuKCa M CNOCOGCTBYET MOBbLILEHMWIO
aKTMBHOCTW KonfareHasbl, a TaKkke obecnevynBaeTr CTPYKTyp-
HYI0 NOAAEPMKKY 3a cyeT nponndepaumm n gubdepeHUUpPoBKM
CTBOJIOBbIX KNETOK [19].

Huke npeacTtaBneHo onucaHne KNMHWYeckoro cnyyas J1C
C Lenblo NPOAEMOHCTPUPOBATb BO3MOXHOCTU KOPPEKLMU
nedEKTOB KOXHN Y AETEN.

KNUHUYECKUNA NPUMEP

MauneHnTka A., 15 nert, o6patunachk ¢ xanobamu Ha aTpo-
U0 KOXKKM B 0651acT n6a. B 2018 r. 6b11 BbICTaBNEH AMarHos:
«JToKann3oBaHHasa CKNepoaepMus, nMHenHas popmar. KoxKHbIN
NaToONOrMYECKMI MPOLIECC HA MOMEHT YCTaHOBNEHUS AMarHo3a
UMEN NMHENHBIN xapaKTep, 6bl1 NPeAcTaBAeH 04aroM aTpodun
KOXW W noanexallMx TKaHen TenecHoro ugeta. Oyar noka-
NM30BaNCs Ha KoxKe Nnba C NepexofoM Ha KOy BOSIOCUCTOM
4aCTu ronoBbl U cynpaopbuTanbHyo o6nactb. Pazmep atpodpun
KOXMW — 6 CM B BbICOTY 1 3 CM B IMpUHY (puc. 1). Mpu nposeae-
HUM Y3M KOXM U MATKKMX TKaHeEN cynpaopbuTtanbHon obaactu,
n6a, BOIOCUCTOM YaCTK rOM0Bbl ObII0 OTMEYEHO MCTOHYEHUE
KOXW WM MOAKOXHO-KMPOBOW KIETHATKM B CynpaopbuTanbHoOM
o6nacTv, a Takxke B obnacti n6a cnpasa (puc. 2A). OueHKa
TsecTn JIC: uHaeke LoSSI = 2, nHaeke LoSDI = 2.

MaumeHTKa nosnyyana Tepanuio METOTPEKCaToM B Teue-
HWe ABYX NET C MNOJOXMUTENbHON AMHAMMKOM — OTMEYEHbI
CHWXXEHME KIMHMYECKOM aKTUBHOCTM 3aboneBaHus U cTabu-

Puc. 2. MNaumneHTKa A. ¢ NOKanM30BaHHOM cKiepoaepmuen (nuHenHas dopma). Pesynbtatbl Y3U KOXKK MATKUX TKaHew n6a npy nepBU4HOM

o6palLeHunn (A) n Yyepes 4 mec nocne onepaumu (b)

Fig. 2. Patient A. with localized scleroderma (linear form). Ultrasound results of forehead soft tissues at first admission (A) and 4 months

after surgery (B)

M06 Tis
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lNprumevaHme. YBenu4eHune cCoaepKaHnsa NoAKOXHO-XKMPOBON KNeTYaTKK, 3anoHaoLWen gedeKT o TUNy «<MUHYC-TKaHb», OTMEYEHO CTPe/IKaMM.

McTouHnK: MypauwkuH H.H. v coaBT., 2021.

Note. Subcutaneous tissue amount increase, it fills the “minus tissue” defect, marked with arrows.

Source: Murashkin N.N. et al., 2021.



NIM3aUMa KOXKHOro NaTonorMyeckoro npowecca (YMeHblUeHWe
BbIPaXXEHHOCTU BocnaneHus). Yepes 6 mec 6biia rocnuTanu-
3upoBaHa ang pgoobenefosanus. MNpoBeneHbl o6Las oueHKa
COCTOSIHWS 340POBbS U MOHUTOPWHT TUTPA aHTUTEN K OAHOCMN-
panbHon JHK (TecT oTpuuatenbHbii), K aHtureHy Scl-70 (Tect
oTpuuatenbHbli). lMauneHTKe peKoMeHAoBaHa KOHTypHas
naacTuKa ayTofIorMYHbIM XXUPOM (MTUNODUIKHT), KOTopas Gbina
BbIMOJ/IHEHA B OTAENEHUM MIACTUHECKOW XMPYyprun UHCTUTyTa
NNacTUYECKOM XMPYprv n KocMetonoruu (Mockea).

OnucaHue onepaTMBHOro BMellaTebcTBa

Mocne 06paboTKM ONepaumoHHOro Noas nojg BHYTPUBEH-
HOM aHecTe3nen C MOMOLLbIO KaHiAM AnamMeTpom 2,7 MM
W ANMHOM 23 CM BbIMOSIHEHA LWNpULEBas aunoacnupawms
B 06/1aCTU BHYTPEHHWUX NnoBepxHocTen 6eaep. MNonydeH xup
B o6beme 30 mn. KaHionen BbiNonHeHa Tynas OTCloMKa py6-
LLOBOW TKaHW OT noAanexallux CTpyKkTyp. BBeaeHue upoBow
TKaHW B 30Hbl 3anajeHusi NPOBeLEeHO C MOMOLLbIO KaHou
ammeTtpom 1,6 MM B 06beme 23 MA: B 06/1aCTb BOIOCUCTOM
YyacTu ronoBbl — 3 M1, B IOGHYO o6nacte — 15 mi, cynpa-
op6utanbHylo obnactb — 5 mn. OctaBlwMecs 7 M KUPO-
BOr0 TpaHcnnaHTata 6bliM 06paboTaHbl HaHOTpaHchepoMm
(Tulip nano system, CLUA), nonydyeHa KnetodyHas opaKkums,
KOoTOpast BBefeHa BHYTpUAEpPMaNbHO B 061aCTb NOPaXKeHUs.
[MocneonepauUnoHHbIM Nepuoa npoTexkan 6e3 0CO6EHHOCTEN.
Tepanusa MeTOTPeEKCaTOM OTMEHEHa.

Yepes 4 mec nocne onepauuu nNpoBeAeHa MNOBTOpPHas
npoueaypa AMnoduanHra ¢ Lefblo KOPPEKLMU «yTePSHHOro»
o6bema. O6beM BBOAMMOrO ayTONOMMYHOIO KMpa COCTaBWI
15 mn. Mo pe3ynstatam Y3U, nepecagka upa cHU3una Bblpa-
EHHOCTb pUBPO3a 1 NO3BONUA YBENNYUTb COAEPKAHME NOA-
KOXHO-MPOBOKM KieTyaTKu (puc. 2B). lMpu TpaHcnnaHTauuu
KMPOBOW TKaHM TaKxKe Habntoganocb 06pa3oBaHMe HOBbIX KPO-
BEHOCHbIX COCYA0B [laXKe B MN0X0 BACKYNAPU30BaHHbIX TKAHSAX.

Yepe3s 9 mec nocne onepauuu COCTOSHWE MaALMEHTKM
YOOBETBOPUTENbHOE, NO AaHHbIM Y3U MArkux TKaHen néa
1 3D-mMoaenMpoBaHus vLa OTMEYEHO COXPaHEHME XKUPOBOM
TKaHW B MeCTe KoppeKuuu gedekta no TUMYy «MUHYC-TKaHb»
(puc. 3—6). OueHkKa Tsxkectun JIC: LoSSI = 1, LoSDI = 1.

3AK/NIOYEHUE

MatoreHetnyeckan Tepanus JIC He OKa3biBaeT CyllecT-
BEHHOr0 B/IUAHUA Ha YCTPaAHEHWE KOCMETUYECKUX AedeKTOoB,
CconpoBOXAaatolMX 60/1€3Hb. B 3TOM OTHOLEHUU Hawnbonee
NepCneKTUBHbIM METOAOM KOPPEKUMM KOXKHOro pedekta
ABNSETCS KOHTYpHas NiacTvKa ayToNorMyHbiM XUPOM (MMno-
®WNKHr), no3Bonstollas BOCCO3AaTb €CTECTBEHHbIN KOHTYP
W NOSIHOTY B 06/1aCTv nopaxeHus. Nepecanka ayTonorniyHoro
Upa MOXKET 6blTb 3PDEKTUBHON TepaneBTUYECKON anbTep-
HatuBow y nauuneHToB ¢ JIC. MNpeacraBneHHoe KIMHUYECKoe
HabnogeHne aeMoHcTpupyetr 3hOEKTUBHOCTb MPUMEHEHUS
MeToAa y MOAPOCTKAa — HWMBENMPOBAHWE KOCMETMYECKOro
nedeKTa MArKOTKaHHbIX CTPYKTYP IMLEBOro Yepena.

WHO®OPMHWUPOBAHHOE COI/IACUHE

OT poautens nauuveHTa O6bl10 MOAYY4EHO MNUCbMEHHOE
MHbOPMUPOBaAHHOE [0OPOBONLHOE cornacve Ha nybnuKa-
LIMIO ONUCaHMS KIIMHUMYECKOro cilyydast, BKIloYas M306paxeHuns
nauueHTa, B MeMLIMHCKOM XypHane, BK/IoYas ero aIeKTPoH-
Hyl0 Bepcuto (gata noanucanua 17.04.2021). Mo npocbbe
poauTenen obnactb ras Ha doTorpadumax 3akpbiTa.

INFORMED CONSENT

Patient’s parents have signed informed voluntary consent
on publication of clinical case description with patient’s
pictures in medical journal, electronic version included (signed
on 17.04.2021). Eyes on the photos are closed due to the
parents’ request.

Puc. 3. MNaumeHTKa A. ¢ ToKanM3oBaHHOM cKnepoaepMuent
(n1HerHaa dopma). 3D-moaenupoBaHue nuua Ao v nocne
(4epe3 9 mec) BBeAEHMSA ayTONOrMYHOro Kupa

Fig. 3. Patient A. with localized scleroderma (linear form).
3D-modeling of the face before and after (9 months)

the injection of autologous fat

MpumevaHune. KpacHas 1 xentas LUBeToBas MHAMKaLMS
CBWAETENLCTBYIOT O BblpaXeHHOCTU AedeKTa (YrnybneHus).
McTouHmK: MypawkuH H.H. 1 coasT., 2021.

Note. Red and yellow color indications show the severity

of the defect (excavation).

Source: Murashkin N.N. et al., 2021.

Puc. 4. MNauneHTKa A. ¢ ToKann3oBaHHOM CKIepoLepMHUen
(nvHeHasa dopma). 3D-mofenmMpoBaHue nuLa B cpese

[10 ¥ nocne (4epes3 9 Mec) BBEAEHUS ayTONOrMYHOIO K1pa
Fig. 4. Patient A. with localized scleroderma (linear form).

3D-modeling of the face in section before and after (9 months)

the injection of autologous fat

MpumedaHne. OTMeYeHO YMeHbLLIEHUE BblpaXKEHHOCTH fedeKTa

Mo TUMY «MUHYC-TKaHb» B TOGHON 06N1aCTH.

McTouHmK: MypatwkuH H.H. 1 coaBT., 2021.

Note. “Minus tissue” defect in the frontal region decreased.
Source: Murashkin N.N. et al., 2021.

Puc. 5. MNauneHTKa A. ¢ TOKanM30BaHHOW CKNepoaepMuen
(nuHeWHaa dopma). 3D-moaennpoBaHue nuua B cpese

[0 ¥ nocne (4epes3 9 Mec) BBEAEHUS ayTONOrMYHOro K1pa
Fig. 5. Patient A. with localized scleroderma (linear form).

3D-modeling of the face in section before and after (9 months)

the injection of autologous fat

lMpumevaHne. OTMEYEHO YMEHbLUEHWE BbipaXKeHHOCTH AedeKTa

M0 TUMY «MUHYC-TKaHb» B NOGHOM 061acTu.

McTouHMK: MypawkuH H.H. 1 coasT., 2021.

Note. “Minus tissue” defect in the frontal region decreased.
Source: Murashkin N.N. et al., 2021.
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KnuHunyeckKoe Ha6noaeHue

Puc. 6. MNaumneHTKa A. ¢ NoKanM3oBaHHOW cKkiepoaepMuent (nMHeHas dopma) Yepes 9 mec nocne onepaunu (MIMNodunmHra)
Fig. 6. Patient A. with localized scleroderma (linear form) 9 months after surgery (lipofilling)

McTouHnK: MypalwkuH H.H. v coasT., 2021.
Source: Murashkin N.N. et al., 2021.
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