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AtonunyecKkmi gepmatut (AT4) — o4HO u3 Hanbosiee pacrnpoCTpaHeHHbIX BOCMaanTe IbHbIX 3a601eBaHUI KOXHN. PaHHee nede-
Hue AT/l Heob6xoAMMO AN NPeAOoTBPAaLLEHUS Pa3BUTUSI 3a60eBaHUI aTOMMYECKOM NMPUPOAbI, TAKUX KaK acTMma, ajinepruye-
CKMI PUHUT n Ap. TonndyecKkme rmoKokopTuKonasl (TIK) ncnosib3ytoTes B Ka4ecTBe Tepanuu nepBOoM IMHUKU, HO UX A/INTE/IbHOe
pMMeHeHne NpeacTaBaseT PUCK A8 340PO0BbS nauneHTa. HecMoTps Ha 6GbICTPbINA KIMHUYECKMI OTBET Npu 060CTPEHUU
KOXXHOro npouecca, AnMTesbHoe npumeHeHne TIK B nepBo anHUM Tepannm cornpoBOXAAETCS PSLAOM HeXenaTesbHbIX fB/e-
HUWI, BKIKOYaIOLMX aTPOPUIO KOXKM, oAaBAEHNE rurnotasamMo-runopmu3apHo-Haarno4ye4HMKOBOM OCH, TeNI€aHTMIKTa3nmu u ap.
Bce 310 orpaHMYnBaET AOIrocpoYyHoOE rnpumeHeHne TIK, 0co6eHHO npu 1e4eHnn naLmMeHToB AETCKOro Bo3pacta M UCroJib-
30BaHMK npenapata B YyBCTBUTE/IbHbLIX 30HaX, TaKUX KaK JIMLI0O U UHTEPTPUIMHO3HbIE 06/1acTh. M3-3a 3TnX OrpaHU4eHui
TrK cneayet ucrnonb30BaTh TOJIbKO B TEYEHME KOPOTKOro MPOMEXYTKa BpeMeHH. OrpaHn4yeHUs: KaK Mo npoao/KUTENIbLHOCTH
JIe4eHUs], TaK M N0 KOJIMYECTBY MPUMEHSIEMbIX npenapaTtoB genarT TIK HeonTumaabHbIMKU A1 A/IMTENLHOrO edeHms ATA.
Mumexponumyc (1% Kpem) iBASETCA MECTHbIM MHIMOUTOPOM KaJslbLIMHEBPUHA, KOTOPbLIN NoKa3aH A1 AedeHus: AT/ nerkon
N YMEPEHHON CTeNeHU TIKECTU. [TMMEKDPOIMMYC He BbI3biIBAE€T BbIPaXKEHHbIX MOBOYHbIX 3PPEKTOB Mo cpaBHEHUO ¢ TIK
M XOPOLLIO NePeHOCUTCS NP AIMTESILHOM MPUMEHEHUH.

Knro4yeBble cnoBa: aTornn4yeckuii 1epmMaTnT, MMMEKPOJIMMYC, TOMMYECKNIA MHIMOUTOP KalbLIMHEBPHHA, TOMMYECKNE [TTHIOKO-
KOPTUKOMAbI
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Pimecrolimus Efficacy and Safety in Management of Children
with Atopic Dermatitis

Atopic dermatitis (AD) is one of the most common inflammatory skin diseases. Early management of AD is crucial for preventing the
development of atopic disease such as asthma, allergic rhinitis, etc. Topical glucocorticoids (TGCs) are used as first-line therapy,
however, their long-term use poses the risk for patient's health. Despite the rapid clinical response at skin process aggravation,
long-term use of TGCs in first-line therapy is associated with various adverse events, including: skin atrophy, hypothalamic-pituitary-
adrenal axis suppression, telangiectasis, etc. All together it limits the long-term TGCs use, especially in management of pediatric
patients and using such drugs in sensitive regions such as face and intertriginous areas. Due to these limitations TGCs should only be
used for a short period of time. Thus, limitations in both treatment duration and number of drugs make TGCs non-optimal for long-term
AD treatment. Pimecrolimus (1% cream) is a topical calcineurin inhibitor that is indicated for the treatment of mild to moderate AD.
Pimecrolimus does not cause any significant side effects compared to TGCs and it is well tolerated for long-term administration.
Keywords: atopic dermatitis, pimecrolimus, topical calcineurin inhibitor, topical glucocorticoids
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BBEAEHUE

Atonuyeckun gepmatut (Atl) — OAHO M3 cambix pac-
NPOCTPAHEHHbIX KOXHbIX 3aboneBaHWK, BCTpevatouieecs
y 15-25% peten n 7-10% B3pocnbix [1, 2]. Mo oueHKam
psiia aBTOPOB, BEPOSATHOCTb AMArHocTMpoBaHua AT/l B Teve-
HUWe }n3Hu coctaBngeT or 3,0 go 17,7% [3].

MNaTopusunonorna AT/l cBsizaHa C peanu3aLMeENn CIIOXK-
HbIX B3aUMOBAUSAHUI OUCOYHKLMK anuMaepManbHoOro 6apbe-
pa, UBMEHEHWH MMMYHHOIO OTBETA, MMMNEepPYyBCTBUTENIbHOCTU
KOXW 1 GaKTOpOB OKpyXatollen cpeapbl [4]. HapyweHne Kox-
HOro 6apbepa BbI3blBAET MOBLIWEHHYIO TpaHcanuaepMasb-
HYIO NOTEPI0 BOAbI U LWENyLIEeHNE KOXKU, YBENNYNBAET CKIIOH-
HOCTb K NMPUCOEANHEHMIO KOXHbIX MHOEKUMIM M cnocobCTBYET
6onee rny6oKomy NPOHWKHOBEHUIO pasfpaxuTenen u annep-
reHoB [5, 6]. Kpome TOro, reHetmyeckne GakTopbl TakKe
MOTYT UrpaTb posb B natoreHese AT/[: Hanpumep, OpraHu3m
C MyTaLMsMK B reHe dunarrpMHa noaBepraeTcs BO3AENCTBUIO
TPUITEPHbIX GAKTOPOB OKpyXatowen cpedbl, YTO MPUBOAUT
K pa3Bututo AT [7]. 310 06bACHAET, nodemy AT/l 4yacto pa3Bu-
BAETCS B CEMbSX, M YKa3blBaeT Ha BbICOKYD KOMOPOWAHOCTb
C APYrUMK «@TOMUYECKUMMU» COCTOSHUSAMMK. [eTn ¢ AT/l nmetot
BbICOKMWN PUCK Pas3BWUTUS «@TOMMYECKOro Maplua» — BO3-
HUKHOBEHMWS MULEBOW aniepruun, annepruiyeckoro puHuTa
N 6POHXMaNbHOM acTMbl, 4YTO CBA3aHO C OOWMMMK NaToreHe-
TUYECKMMU MEXaHU3MaMK, TaKUMWU KaK rMneppeakTMBHOCTb
MMMYHHOW cucTeMbl. HeKoTopble MccneaoBaHUs MoKa3anu,
410 apdEeKTUBHOE NeveHne AT/l MOXKET CHU3UTb PUCK Pa3Bu-
TUS ApYrux atonnmyeckux 3abonesaHui [8].

Tepanus AT [DOMKHA HayYMHATbCA KakK MOMHO paHblle,
YTOObI NPefoTBPaTUTb NAaTOreHeTM4EeCKME MexaHU3Mbl 3abone-
BaHWS, Takne Kak notepst BoAbl «<M3HYTPU HaPYKy» (4TO MPUBO-
OUT K MPOSIBIEHUSAM KCEpOo3a, TPELLMHAM, BblPaXKeHHOMY 3yay
1 60/11M) U NPOHUKHOBEHWE aNNepPreHoB «CHapPYXW BHYTPb» (4TO
NPVBOAMT K PasfparKEHUI0 KOXK U ceHcnbunusauuu) [9, 10].
JledyeHne TaKkKe OOMKHO OblTb HanpaBjEHO Ha YyCTpaHeHwe
OCHOBHOW MMMYHHOWM ANCOYHKLIMK, H4TO Nogpa3yMeBaeT npeaoT-
BpalleHne pa3Butus 3abonesanus [11]. CornacHo nutepaTtyp-
HbIM Aa@HHbIM, [Ja)ke 340p0oBast Koxa 6e3 ABHbIX KIMHUYECKUX
nposiBAeHnin ATl MOXET AEMOHCTPMPOBATb MPU3HAKKU CYOKIU-
HUYECKOro BocnaneHus. JleyeHme B Taknx ciyvasx JOMKHO ObiTb
HanpaBneHO Ha NoAAePKaHUe pemuccun 3aboneBanus [12].

CoBpeMeHHble cTaHaapTbl nedeHus AT BKAO4YaloT
YyX0A4 3@ KOXEeW C UCMO/b30BaHMEM CMSryatowmx cpeacts
N KpaTKOBPEMEHHOE PEaKTUBHOE NPUMEHEHME TOMUYECKNX
rnoKkoKkoptukongos (TIK) ang neyennsa ob6ocTpeHun 3abo-
neBanua [13, 14].

OfHa 13 nepBbiX Hay4HbIX CTaTen, B KOTOPOM ynomMuHa-
eTCcsl UCNOoNb30BaHMe TMAPOKOPTU30Ha B Tepanuu AT/, 6bina
ony6nunkoBaHa B 1952 1., u ¢ Tex nop TIK npogonxatoT octa-
BaTbCs OCHOBOM NleyeHuns [15].

HecmoTpsi Ha JOKa3aHHYI0 3a MHOTO JIET BbICOKY0 apdeK-
TUBHOCTb B fledyeHmnun At/], npumeHerne TIK conpoBoxaaeTcs
[/IMHHBIM CMUCKOM MNOTEHUMaNbHbIX NOGOYHbIX 3PGDEKTOB,
TaKUX KaK aTpodusi KOXMK, TeneaHrmakrasvu, noaaBieHue
runoTanamMmo-runodraapHoO-HaanoO4e4HMKOBOM OCU M 4acTo
HabngaeMbli CUHOAPOM «OTMEHbl» MPWU MPEKPaLLEHUN WX
npuemMa [16]. MNoaTomMy HeyauMBUTENbHO, Y4TO MHOrMe nauu-
€HTbl 06EeCMNOKOEHbl MCMONb30BAaHWEM [IIOKOKOPTUMKOMAOB
B CBOEM JleyeHnn. HezaBMCMMO OT TOro, KaK OLEeHUBatoTCA
PUCKKU, MHOTME MauMeHTbl oTBepratloT Ha3HavyeHve TIK anq
neyexusa At[l, aaxke Npu HannymMm 60bLIOIO KOIMYECTBA [aH-
HbIX, MOATBEPHKAAIOWMX X 9PDEKTUBHOCTL [17].

Tonuyeckne WHrMbuTOpbLl KanbuuHeBpuHa (TUK) nen-
CTBYIOT NyTeM ONOKMPOBAHWUS aKTUBHOCTM KalbLMHEBPU-
Ha — depMeHTa, KOTOPbIN UIPaeT KIOYEBYIO POJib B aKTUBa-
LMK TYYHbIX KINETOK U BbICBOOOXAEHUN NPOBOCMANNTENbHbIX
LIMTOKMHOB, TaKUX KaK MHTEpPNENKuH 2 (IL-2). K Takum npe-

napatam otHocsATca 0,03% Takponumyc, 0,1% Takponumyc
nm60o 1,0% numekponmnmyc [18].

Mumekponumyc 1% Kpem — ato TUK, KOTopbIn 6bia NPU-
3HaH 6e3onacHon W nydwen anstepHatuBon TIK y peten
B Bo3pacTe oT 3 mec B Tepanuu At/ [19]. XoTs rpynna npe-
napatoB TUK 6bina ogo6peHa B Havane 2000-x rr., B 2005 T.
Obl1I0 BBEAEHO MpeaynpexaeHne o noteHuuanbHOM pUCKe
pPa3BUTMSA 3/10KAYECTBEHHbIX HOBOOGPA30BaHUN KOXMK MpwU
MX NpuMeHeHun. OgHako npsmas NPUYUMHHO-CNEeACTBEHHAas
CBA3b He Oblna ycTaHOB/EHA, U MPEACTaBNEHbI CYLLECTBEH-
Hble JOKa3aTeNnbCTBa B N0fb3y 6€30nacHOCTU N 3pdEKTUB-
HOCTM 3TOrO Kflacca npenapaTtos Aaxe y mnageHues [20].

MumeKkponumyc obnagaet BbICOKOW M M3BUpaTenbHOM
NPOTUBOBOCMNAIMTENBHOM @KTUBHOCTbIO B KOXE M ropas-
4O MEeHbWWM MNOTEeHUManoM BO3AENCTBUA Ha MECTHble
N CUCTEMHbIE UMMYHHblEe peaKunn. OH obnagaeT KIETOYHO-
n3bupaTenbHbIM AEUCTBUEM, T-KNETKU U Ty4Hble KIETKH
ABNSAOTCA ero cneundruyecKknmMmn MuLLeHamu. Numexkponnmyc
HaNPAMYI0 MHIMBKUPYET AErpaHynsumMio TyYHbIX KIETOK, 4YTO
npegoTepallaeT BbICBOGOXKAEHME KaK npeaBapuTeNibHO
chOpPMUPOBAHHbBIX, TaK U CUHTE3NPOBAHHbLIX de novo meana-
TOPOB (FTMCTaMMH, LMTOKMHBI U Ap.) M NOAaBASET HAKoNaeHne
TYYHbIX KNETOK NyTeM MHAYKUMKW anonTo3a [21].

NMPEUMYLIECTBA UCNOJIb3OBAHUA

NMUMEKPOJIUMYCA 1%

B cpaBHEHUW C ApyrMMM BapuaHTamu AOCTYMHbIX Npe-
napatoB ans nedenus At numekponumyc 1% otnvyaetcs
Mo HECKOJIbKUM K/toYEBbIM acrnektam [22, 23].

Mpodunb 6esonacHocTH

Mumekponumyc 1% npoaeMOHCTpuMpoBan 6GnaronpusT-
Hbl NpoduUIb 6€30MacHOCTU NPU AJIUTENBHOM NMPUMEHEHNHN
6e3 MNpU3HaKoB HapylweHus paboTbl UMMYHHOW CUCTEMbI.
OnutenbHoe mncnonb3oBaHue TIK MoOXeT NpMBECTU K aTpo-
U1K KOXKHK, B OCHOBHOM M3-3a nogaBneHns GyHKLum Gudpo-
6/1aCTOB U CHUXKEHWUS BblpaboTKM KonnareHa [24]. B otnu-
ynme OT 3TUX NpenapaTtoB, NMUMEKPOUMYC AEeUCTBYeT 6onee
M36upaTenbHO U He Bbl3bIBAET aTPOPUM KOXKMK, TaK KaK He
BO3aencTBYeT Ha pnbpobaacTbl U HE BAMSET Ha BblpaboTKy
KonfareHa B K/IMHUYECKU 3HAYMMbIX KOHLEHTpauuax [25].
Hao6opoT, npoTnBOBOCNaNUTENbHbIM 3PDEKT, KOTOPbIA OKa-
3blBa€T MMMEKPOIMMYC, MOMKET COMPOBOXKAATLCS yBeEnuye-
HMEM CUHTE3a KoslareHa, 4o 6b110 OTMEYEHO B PaHAOMMU3HU-
POBaAHHOM KOHTpOAMpyemMoM 12-HeaenbHOM MCCnenoBaHuu,
npoBeAeHHOM 3apybexHbIMK Konneramu [26].

MccnepgoBaHWe nokasano MoTeHLManbHyl0 BO3MOXKHOCTb
BOCCTAHOBJ/IEHHUS, T.e. 06PATHOr0 Pa3BUTUS aTPODUN KOXKHK
BO Bpems Tepanun 6e3 npumeHeHns TTK y nauneHToB, nony-
YaBLWKWX MMMEKPOSIUMYC.

ddPeKTUBHOCTDL

PaHHee npuMeHeHne NMMeKponumyca npu nepBbIX Npu-
3HaKax uan cumntomMax AT MOXeT 3amMednuTb pa3BuTue
060CTpeHnr 3aboneBaHus U YBENWYUTb MHTEPBaAN MexXay
HMMM KaK y NauMeHTOB C aKTMBHOM GOPMOWN, TaK U y Tex,
y Koro 3aboneBaHue B cTagum pemuccuun [27, 28]. bbiio
NMoKasaHo, Y4TO noAaeprKMBalowWwas Tepanus NUMEKPOInMy-
com 6e3onacHo 1 addEKTUBHO NpeaoTBpallaeT 060CcTpeHms
AT[l [29]. 5-neTHee uccneposaHue (PETITE study) ¢ yyacTtu-
em 2418 mnageHueB ¢ AT/l noKasano, YTO0 NMMMEKPOIMMYC
obnagaet Takon e 3QPEKTUBHOCTbIO B nievyeHnn AT, 4to
1 TI'K HU3KON 1 cpeaHen akTMBHOCTH [22]. B nccnegoBaHmu
¢ yqyactvem 713 nauuneHToB ¢ AT/ MeHbLUEMY KOJIMYEeCTBY
nauneHToB, NPUMEHSBLLIMX MMMEKPOAMMYC, NOTPeboBanoch
ncnonb3oBaHue TIK B KayecTBe Tepanun 060CTPEHUSA KOXK-
HOro npouecca No cpaBHEHMIO ¢ KOHTponem (34,8% npotms
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63,7%). MMMMEKpPONMMYC MPOAEMOHCTPUPOBAN YCTOMYUBYHO
[OSITOCPOYHYI0 3DDEKTUBHOCTL (12 Mec) y MiafeHueB, npu
aToM 6onblias gons nauueHToB (53,9%) gocturna ycnexa
B neverHunn (IGA O nnum 1) [30].

CHMXXEeHMe 4YacToTbl KOXKHbIX UHPEKLUHA

M3BeCcTHO, 4TO nauneHTbl ¢ AT/l 60nee NnoaBepPKEHbI Npu-
COeIMHEHUIO BaKTepHanbHbIX, FPUOKOBbLIX U BUPYCHbIX MHDEK-
UMM Koxkm [31]. Becneacteue HapyweHust GyHKUMKM anunaep-
ManbHOro 6apbepa U CHUKEHUS IKCNPECCUN aHTUMUKPOOBHbIX
6enKoB Npu 060CTPeHMM 3ab0NeBaHUs ANUAEPMUC C BbICOKON
CKOPOCTbIO KOMIOHU3UPYETCH TaKUMKU MUKPOOPraHU3MaMm, KaK
Staphylococcus aureus, KOTOpbIV ABASETCA Haubonee pacnpo-
CTpaHeHHbIM 6aKTepHanbHbIM MATOrEHOM NpK 3TOM 3a60NeBa-
Hun [32]. JleyeHne, conpoBoXKaatoLeecs ynydlleHnemMm Te4eHus
3K3€eMbl, NPUBOAWT K BOCCTAHOB/IEHWNIO Pa3HOO6pa3ns MUKPO-
6rnoma Koxu [33]. PesynbtaTbl KIMHWUYECKOrO MCCNeaoBaHuUs
noKasanu, YTo Y MauMeHTOB, NMPUMEHSIOWMNX NMMMEKPOUMYC
B TeyeHne 12 Mec, KOxHble MHOEKLMN BCTpevanucb B ABa
pasa pexe, 4em y naumeHtos, nony4aBwmx TMK (15,4% npo-
TMB 29,7%) [34]. 310 noaTBEPKAAETCA AaHHBIMW HAGNIOAEHUSA
B peaNlbHOM KJIMHUYECKOW NPaKTUKeE, KOTOPOe NoKasasno 6onee
HU3KYIO YacToTy GaKTepuanbHbIX KOXHbIX MHOeKunn (2,2%)
y NauMeHTOoB, NoyYyaBlWMX MMMEKPOAUMYC B TedeHue 6 mec,
Mo CPaBHEHMIO C 3apPErMCTPUPOBAHHON YacTOTOM BaKTepuasb-
HbIX MHeKUnn npn AT, (okono 40%) [35].

Ctepoupacoeperaowum apdeKTt

KnuHuyecKkne ncenegoBaHns KpaTKOBPEMEHHOMO U Ann-
TENbHOrO MNPEepbIBUCTONO MNPUMEHEHUS MUMEKpPoaMMyca
y AeTeh M B3POCAbIX COO6LAalT O CHUMKEHWU MOTPEBHO-
CcTM B ucnonb3oBaHuuM TIK B nepuoabl o6ocTpeHus At/
[27, 35]. 3T10T cTepounacbeperatowmn 3GDEKT WUANOCTPU-
pyetca pesynbrataMu UCCNefoBaHWs, B KOTOPOM MPUHSAN
ydyactne 713 peten ¢ At[, nonyyYyaBLIMX MUMEKPOIUMYC
mnn TTK npu nepBbIX KIMHUYECKUX NMPU3HAKaxX WKW CUMI-
TOMax obocTpeHus. B TeyeHne 12 mec 57,4% naumeHTOB,
nosly4yaBLUMX MUMEKPONUMYC, HE Hy¥aanucb B Tepanuu TIK
0N KOHTpoNsi 060CTpeHus 3aboneBaHus MO CPaBHEHUIO
¢ 31,6% naumneHToB, HyXAaBLIMXCS B UX NpUMEHEHNN [36].

NMpumeHeHne B 4yBCTBUTEJIbHbIX 30HaX

Ha 4yBCTBWTENbHbLIX y4aCTKaX KOXM, TakKMX KaK MU0
(B TOM 4yncne BEKU U NepuopasnbHas 06nacTb), Wes, obnacTtb
reHuTanuin, NoAMbllleYHble BMaAMHbl M NaxoBble CKIAAKM,
ncrnonb3oBaHue TIK MoXeT 6bITb HelLlenecoobpasHbiM 13-3a
NMOBbIWEHHONO PUCKa pPa3BUTUS TeNeaHrnaKkTasun u 6onee
BbICOKOIO CUCTEMHOIO BO3[AENCTBUS, OOYC/IOBNEHHOrO TOH-
KUM anuaepMasnbHbiM 6apbepom B 3TUX 30Hax [37]. Kpome
Toro, npumeHeHune TIK B nepunopbutanbHOM 061acTU MOXKET
NMPUBECTU K CY)KEHMIO COCYAOB M PasBUTUIO rmayKombl [38].
9T onaceHus OCOBEHHO aKTyallbHbl B Cly4ae MauueHToB
MfajLwero Bo3pacTa, AN KOTOpbIX XapaKTepHO BOBMeYeHWe
B MaTONIOrMYECKMI NPOLLECC YYBCTBUTENbHbIX Y4aCTKOB KOXM,
YTO NMOBbLILLAET PUCK cucTeMHOro Bo3aenctama TIK. YuuTbiBas,
y1o TUK He BbI3bIBalOT aTpodUM KOXKMK, 3TW NpenapaTtbl PeKo-
MeHAyeTCs MCMoNb30BaTh B Ka4ecTBe Tepanuun NepBon TMHUK
ONS Nle4eHUs B yKa3aHHbIX 4YyBCTBUTENbHbIX o6nactax [4].
[ononHutenbHbiM Npenmylectsom TUK ang nevyexHusa gepma-
TUTa BEK, KOTOpbIM cTpagatoT okono 80% nauuneHToB ¢ AT/,
ABNAETCH OTCYTCTBME MOBbLILEHHOINO PUCKa Pa3BUTUSA KaTa-
paKTbl UK rNayKoMbl NPU UX NPUMeEHeHUHK [26].

YnyyweHue KayecTBa KU3HU

CTOMKWIN U MHTEHCUBHbIV 3y4 ABASETCA KIOYEBLIM KiK-
HUYECKUM cumnTomMoM AT M MOXET CUrHannM3upoBaTb
0 Hayane 060CTPEHUS KOXKHOro npouecca. OH cnoco6eH

Bbl3blBaTb 6ECCOHHMLY M CTPecC KaK y MNauueHToB, TaK
My yneHoB ux cemen [39]. LUntokunH IL-31, npoayuupyemMblin
Th2-numbountamn, MAEHTUOULUMPOBAH KaK BaXKHbIM Meaua-
Top 3yaa [40]. MHTEHCMBHbIN 3y, NPOAOKAOWMICS B TeYe-
HWE OHS, MOXKET YCUMBATLCS HOYbIO, Bbl3blBas 6E€CCOHHULY
6onee 4yem y 60% naumeHToB. ITO, B CBOIO 04epeab, MOXKET
NPMUBECTU K MOBbILLIEHHOW YTOMISEMOCTU U CHUXKEHUIO pabo-
Tocnoco6HocTH [41].

TUK, KoTopble M36upaTenbHO MNOAABAAIT aKTMBaLMIO
TYYHbIX U T-KNETOK WM BbIPabOTKY LMTOKMHOB, MOryT OblTb
6onee adPEKTUBHbIMU B OBMErYEeHUU 3yda MO CpaBHEHMIO
C APYrMMW MPOTMBO3YAHLIMW METOAAMMU NleYEeHUs, TaKUMKU
KaK aHTUIrMCTaMUHHbIEe npenapartbl [42].

AdpdeKTMBHOE nevyeHune AT/l y MnageHLueB NMMEKPOINUMY-
COM MOJIOKMUTENbHO BAUSIET KaK Ha Ka4yeCcTBO XW3HU CaMMX
NauMeHToB, TaK U Ha Ka4yeCcTBO XU3HU ux poautenen [43].

3AK/TIOYEHUE

TUK, gencreyolime ¢ MUHUMaANbHBIMU CUCTEMHbBIMU 3b-
deKkTamn, Moryt obecneynTb pe3ynbTaTUBHbIM KOHTPOSb
3aboneBaHns 6e3 onaceHnn pa3BUTUSA aTPOPUM KOXKM, Tene-
aHIMM3KTa3WMn, CTPUK, CBSA3AHHbLIX C Mcnonb3oBaHuem TIK.
Mcnonb3oBaHue KpemMa NMMEKPOINMyca NpeBOCXOAMUT CTaH-
OapTHylo cxeMy nedeHunsa At ¢ npumeHeHnem TIK B ymMeHb-
leHNUN 4ucna 060CTpeHUN 3abofieBaHUsA, YMEHbLIEHUHU
BO3HUKHOBEHUS HeXenaTe/bHblX SBAEHUA U YyMEHbLIEHUU
NPUMEHEHNS MaLMeHTaMK [IOKOKOPTUKOMAOB. Cpean Bcex
Mcnonb3yeMblx Tonuyeckunx cpeacts TMK MoxXHO paccmatpu-
BaTb HE KaK KaHAMAaTa Ha 3aMeHy BCeX APYruX NeKapCTBEH-
HbIX CPEACTB, a CKopee KaK BblCOKOIdDOEKTMBHOE 6Ge3onac-
HOoe CpeAcTBO Ans Hanbonee NPo6AEMHbIX YHaCTKOB KOXMH,
nopaeHHbIX aToNMYecKMm BocnaneHnem. NprmeHeHue aep-
MaTofloraMu B KIMHUYECKOW MPaKTUKE Kpema MUMEKPOonu-
MyCa N0o3BOJISeT ONTUMU3UPOBATH JiedeHUe 60MbHbIX ¢ AT/,
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KO-®apMaKoJIOrM4yecKmx rpyrnmn, ogHaKo GOJIbLIMHCTBO MMEKLUMXCS B apCeHase [1epMaTOBEHEPOIOroB TepaneBTUYECKUX
OrLMI MOTYT CIIPOBOLIMPOBATL CYXOCTb KOXM, @ TaK)KE BbI3bIBaIOT pa3fpaxKeH1e 4yBCTBUTE/IbHOM KOXKM 0APOCTKOB B CBSI3M
C A0MOHNTEIbHBIM HapyLIEHUEM 3M1AepMaabHOro 6apbepa 1 BMA0BOIro COCTaBa MUKPOOGMOMA, YTO 3HAYUMO CHUMKAET rpu-
BEPIKEHHOCTb NalLMeHTa JIEYEHNIO, & 3HAYUT, U YMEHbLLIAET BEPOSTHOCTb yCriexa TepaneBTMYECKON MHTEePBEHLMU. CTOMT OTMe-
TWUTb, YTO JleyeHne BA rnpoBoAMTCS B TEYEHUE A/IMTENILHOrO BPEMEHM C LI€/IbI0 MPEA0TBPALLEHNS peLmnanBa 3a601eBaHus,
HabgamLLerocss B 0OHOH TPETH Cy4aeB, YTO MOAYEPKUBAET BayKHOCTb COOTBETCTBYIOLIEN ONTUMU3ALIMU CXEM JIEHEHMUS],
MCMOb3YIOLMXCS] B LUIMPOKOK KIIMHMYECKOM NMPaKTUKe. B JaHHOM ciy4ae Befyllee 3Ha4YeHne NMET PEKOMEHAALIMM M0 yxoay
3a KOXKeu, KOTOPbIN ABASIETCS HEOBX0AUMOM YacTblo ie4eHUs1 BA 1 MOMXET He TOJIbKO Y/yYLLINTb MPUBEPIKEHHOCTb NaLmeHTa
Tepanuu, HO M MNOBbICUTb 3POEKTUBHOCTb Ha3HAYEHHbIX IEKAPCTBEHHbIX CPEACTB 3a CYET POPMMPOBaAHMNSI CUHEPTMYECKOIO
B3aumogencTus. Tem He MeHee, 4719 obecredyeHus: NofgobHOro agdexta TpebyeTcs MPOBECTU TUaTe bHbIN pa3bop MMmer-
mxcsa cpeacts A4na 6a30BOro yxoaa, npoaHaIM3npoBaB MX COCTaB U OMPEAENB BNSHNE COAEPIKALLMXCS MHIPEANEHTOB
Ha CTPYKTYPHO-@QYHKLIMOHA/bHYIO LIE/TOCTHOCTb KOXM.

Knro4eBbie cnoBa: By/ibrapHble akHe, MMKPOGMOM, Gna0THUI, JePMATOKOCMETHKA, aHan3 cocTaBa CPeACTB

Ansa yntupoBaHuns: Apasuinckasa E.P, MypawkuH H.H., MBaHoB PA. BynbrapHble akHe y NOApPOCTKOB: Hay4HOe O060CHO-
BaHWe OMNTUMM3aLMK CXEM JIeYEHWUS C MOMOLLbIO CPEeACTB AEPMaTOKOCMETWKU. Bonpockl COBPEMEHHOM neanaTpum.
2024,;23(5):285-294. doi: https://doi.org/10.15690/vsp.v23i5.2801

AKTYAJIbHOCTb NMPOBJIEMbI BYJ/IbrAPHbIX AKHE

Y NOAPOCTKOB

B HacToslee BpeMs C yBEPEHHOCTbIO MOXHO YTBEPK-
[aTb, 4TO By/lbrapHbole akHe (BA) ABNsOTCA O4HOW U3 Hau-
60nee 4acTo BCTpeYvatoWwmMxcs NaTtoorMi KOXK y 1L, Noa-
pocTkoBoro BospacTta [1, 2]. o gaHHbIM MHOFOYUCNEHHbIX
3ANUAEMMUONOTMYECKUX UCCNeoBaHWN, pPacnpocTpaHeH-
HocTb BA B Bo3pactHon rpynne ot 10 go 19 net Bapbupyet
ot 35 00 95%, Nnpu 3TOM MUK 3a60/1IEBAEMOCTM MPUXOANTCH,
KaK npaBwusio, Ha Bo3pacToT 15 10 17 net [3-5]. YKa3aHHbIN
BO3pPaCcTHOM Nepmno B OTEHECTBEHHOM MCUXONOTMK MPUHATO
OTHOCWTb K paHHEeN IOHOCTU, MMEHHO AaHHbIN KPUTUYECKUI
3Tan CTaHOBJIEHMS IMYHOCTH, B MEPBYO o4epeab, onpeae-

NAeTcs counanbHbIMU YCNOBUSMU, U UMEHHO OT Hero 6yayT
3aBUCETb Nocneaylollee MONoXKeHUe Yenoseka B obLie-
CTBE M ero XM3HEHHbIN NyTb, BKAOYas BbIGOp npodeccuo-
HanbHOM AeATenbHOCTH [6]. BmecTe ¢ aTUM KpariHe BaxKHO
noHumatb, 4To BA OKasblBaeT BblpaXXeHHOe HeraTuBHOe
B/IUSIHWE KaK Ha KayeCTBO }KWU3HW, TaK U Ha MCUXOCOLM-
anbHoe Gnarononyyve, NpPUBOAA K GOpMHUPOBaHUIO psaa
NMCUXUYECKUX PACCTPOMCTB U GU3UYECKOMY AUCKOMPOPTY
[7, 8]. Daxe nerkve dopmbl 3aboneBaHMA UMEOT 3Ha-
yuTenbHOE OTpULaTeNbHOE BO3AEWCTBME Ha CaMOOLLEHKY
M CaMOBOCMPUATUE YeNoBEKA, MOCKObKY MPUBOAAT K OLUK-
OO04YHbIM CY}KAEHUAM OKPYKaOLWMX, OLleHNBAIOLMX NaLUeH-
TOB C BA nerkom cTeneHun TAKeCTU KaK «<MeHee HadeXHbIX»,
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«HEKOMMETEHTHbIX», «HEOMPATHBIX» U «MEHEe MpUBEKATENb-
HbIx» [9]. Mogo6Hble HEOBOCHOBAHHbLIE OLIEHKW BHELLIHOCTH
W XapaKTepa MOryT NoB/ieYb 3a COO0MN HexXenaTebHble 3MO-
LlMOHaNbHble peaKLWnKn, TakMe Kak 6ecrnoKOWCTBO, CTpecc,
6€CNOMOLHOCTb M GPYCTPaLLMa, YTO HEMUHYEMO NPUBOAUT
K couManbHOM U30MSLUMK U pacCTPOMUCTBaM NMPUHATUS obpa-
3a CBOEro Tefla, a 3aTeM K pPasBWTUIO Jenpeccun u BO3-
HUKHOBEHMIO CYyMLMAANbHbIX MbICNIEN, KOTOPbIE B OTAENbHbIX
cnyvyasix MOryT 3aKaH4YMBaTbCs aKTOM camoybuincTtea [8, 10].
Moaoo6HOM cTUrMaTM3aLUMKM TaKKe MOABEpPXKEHbl M Nuua
NoAPOCTKOBOro BO3pacTa, MMEIOLWME CUMMMNTOMOKOMMIEKC
NoCTakHe B BWAE YCTOMYMBLIX PYOLIOBbIX M3MEHEHWUW WK
NOCTBOCNANUTENBHOW MMAEPNMIMEHTALMN KOXHM NnLa U Tyo-
BMwa [11-13]. [JaHHble HapylweHUs MOryT COXpaHATbCHA
B TeYeHUe MHOrux net u GopmupyloTcs B peaynbraTe au-
TENbHO CyLLECTBYIOLWMNX BA, 0COBEHHO TAXKENOro U cpeaHeTs-
YKENOro Te4YeHus, a TaKKe Npu HeaJeKBaTHOW WMAN HecBoe-
BPEMEHHON Tepanuu u NPoBOAMMbIX B MPOLLECCE JleYeHUS
HepaunoHanbHbIX MaHunynauunsax [14, 15].

[MpumeyaTenbHo, 4TO 6oNee Yem B NosioBUHe ciydyaeB BA
nauMeHTbl He ob6pallaloTcs K Ccrneuuanucty, a 3aHumatloTcs
camMoneyeHnemM, B TOM 4yucne npuberaioT K TpaBMaTUYHbIM
KOCMETMYECKMM MpoLesypaM MM UCMONb30BaHUIO pasgpa-
YKalOLWKMX KOXY CPeacTB TpagWMUMOHHOW MEAMUMHbI U KoMe-
[OreHHOW Hecneunann3npoBaHHOM (He noaxoAsuen ang
NIeYEHUS aKHe) MacKupytollen KocmeTuku [16, 17]. MHorune
nauMeHTbl axke Ha GoHe Ha3HaYeHHON cneunanucToM Tepa-
nMUKM MOTYT NPOLOMKATb CaMOCTOSATENbHO MCMOb30BaTh CNUp-
TOBble @aHTUCENTUKU U abpa3uBHblE CKpabbl, KOTOpble ByayT
He TOMbKO YCWUAMBAaTb BbIPaXEHHOCTb BOCMaseHUs, NpuBoas
K HeageKBaTHOM oLeHKe 3bPEKTUBHOCTM MPOBOAUMOrO feve-
HWS, HO W MOBbIWATb PUCK Pa3BUTUS PYOBLIOBLIX M3MEHEHUN
KOXM W runepnurmeHtauun [18]. Mpobnema ycyrybnsetcs
TeM, 4TO 60/bLIMHCTBO MMEIOLLMXCA B apceHane gepMatoBe-
HEPOSIOrOB CUCTEMHBIX M HAPYXKHbIX MpenapaToB Ans fieveHus
BA, BKOYass peTMHouAbl, aHTMOUMOTUKK, a3enanHOBYH KUC-
NnoTy M 6eH30u1a NePOKCKHa, MOryT CNPOBOLMPOBaTb CYXOCTb
KOXMW, a TaKKe ob6nafatoT pasgparkatolmm eNCTBUEM B CBS-

31 C HapylweHWeM anuaepManbHOro 6apbepa WM BWLOBOrO
cocTaBa HopMasnbHOro MUKpobuoma [19]. Kpome Toro, npwu-
MEHEHWE 3THX TepaneBTUYECKMX OMLIMI 3a4acTytO0 CONPOBOXK-
[aeTcs 3aKOHOMEPHbIM KPaTKOBPEMEHHbIM  yXyALIEHUEM
KTIMHUYECKON KapTWUHbl 3ab0neBaHusl, YTO YMEHbLUAET MNpu-
BEPXEHHOCTb NaLMEHTa IeYEHUIO U NMPUBOAMT K HEyaoBET-
BOPUTENbHbLIM pel3ynbrataM Tepanuu [20, 21]. B utore octpo
CTOAT BOMPOCHI ONTUMM3ALMN MMEIOLLMXCS CXEM fleYeHus,
HanpaBNEHHOW MpeXae BCEro Ha MOBbIWEHWE MPUBEPIKEH-
HOCTW NauMeHTa Tepanunu, Yero MOXKHO 4O6WUTLCS C MOMOLLbIO
HUBEMPOBAHUS pa3fpakalolero Koxy AeNCTBUSA NeKap-
CTBEHHbIX NpenapaToB, BOCCTAaHOBMEHUS GanaHca MUKPO-
Gnopbl U yAyYIEHUS COCTOSIHUS KOXHOro 6apbepa Hapsay
¢ obecneyeHMeM BO3MOMKHOCTU MCMOMb30BaHMS MaLMEHTOM
npyv Heo6XOAMMOCTU CPEACTB MEAMLMHCKOro Kamydnsixa,
[OOMONMIHUTENBHO OKa3sbiBalowWero nevyebHbin addekT [22].
TakMM 06pa3oMm, y4uTbiBasi BbICOKYH pPacnpoCTPaHEHHOCTb
N TAXKenoe ncuxonormyeckoe 6pems 6one3Hn, BA go cux
nop OCTalTCa BaXHOM MeAUKO-coLMnanbHoM Npobaemon, Tpe-
Oylollen aKTyanuM3aumm 3HaHWUM O fieXallMx B €e OCHoBe
naToreHeTUYECKUX MeXaHn3MaXx, MOHMMaHWe KOTOPbIX NO3BO-
NINT Ka4YeCTBEHHO MOBbLICUTb HE TONbKO 3PPEKTUBHOCTb, HO
M NEePEHOCUMOCTb MPOBOAMMOrO fIEYEHUS.

COBPEMEHHbLIH B3MA HA MATO®U3UOJIOTUIO

AKHE C NPAKTUYECKOM TOYKH 3PEHUA

BA 9BAS10TCA XPOHUMYECKUM PELIMANBHUPYIOLWMM BOCNaNu-
TeNlbHbIM 3aboneBaHneM, NoparkatoLmMmM canbHO-BONOCAHOM
annapart [23]. OnpeaeneHHoe 3Ha4YeHne B pPasBUTUN U Teve-
HUWM 6ONE3HM MMEIOT FreHeTUYECcKas NpeapacnonoKEeHHOCTb
W pAd BHEWHKX, WK 3KCMOCOM-PaKTOPOB, HaYMHaa OT Ku-
MaTUYECKUX YCNOBMIA OKpYKalollen cpelbl M 3aKaH4uMBas
OVMETUYECKUMU NPEANOYTEHUAMM UHAMBUAYYME M NPUEMOM
NleKapCcTBEHHbIX cpeacTts [24, 25]. MatoreHe3 BA gaBnsetcs
MHOro$aKTOPHbIM 1 COCTOUT U3 CNeayoWMX B3aMMOLOMNONHS-
IOLLMX M YCUAUBAIOLLMX APYT APYra KOMMAEKCHbIX NaTonornye-
CKMX MPOLIECCOB: 3NUreHeTn4ecKon MoamduKaumm MoneKkysn
[E30KCUPUOBOHYKIEMHOBOW KUCNOTbl KNETOK KOXW (METU-
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Acne Vulgaris in Adolescents: Scientific Evidence
for Optimizing Treatment Regimens via Dermatocosmetics

Acne vulgaris (AV) is a common skin pathology in adolescents, it is characterized by chronic recurrent inflammatory process affecting
the pilosebaceous units. This disease has significant negative effect on both quality of life and psychosocial well-being, resulting in
development of various mental disorders and physical discomfort, including not only typical clinical signs, but also post-acne symptom
complex. Nowadays, the paramount importance in disease pathophysiology are changes in the skin microbiome caused by interactions
between genetic and exposomal factors leading to increased cutaneous fatty secretion by sebocytes and concomitant dysfunction
of the epidermal barrier due to ongoing inflammatory process. Current AV treatment options include topical and systemic therapies
with various clinical and pharmacological groups. However, most available options (for dermatovenerologists) can provoke dry skin
and irritate sensitive adolescent skin due to additional disruption of epidermal barrier and microbiome composition. All together it
significantly reduces patient compliance, and, therefore, reduces the treatment success rate. We have to mention that AV management
should be carried out for a long time to prevent the recurrence observed in one third of all cases. It emphasizes the topicality of adequate
optimization of treatment regimens used in wide clinical practice. In this context, guidelines for skin care have the leading role. It is
crucial part of AV management, and it can not only improve compliance, but also increase the efficacy of prescribed drugs through
synergistic interactions. Though, the comprehensive analysis of the available core care products, their composition and the effect of
their ingredients on the structural and functional integrity of the skin, is required to ensure such effect.
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nupoBaHue [AHK), yBennyeHus BbipabOTKM KOXKHOMO cana,
rMnepKkepaTMHU3daumMm BONOCSAHbIX OMIMKYNOB CallbHbIX
wenes, runepnponudepaumnm Cutibacterium acnes ¢ Hapy-
LeHMeM TOHKOro 6anaHca Mexay pasnuyHbiMu dunoTMnamu
MUKpOOpraHMama Ha GoHe M3MEHEHWS BMAOBOro CocTaBa
1 pa3Hoo6pasunst HOpPManbHOr0 MUKPOBUOMA KOXM, a TaKKe
dopMrpoBaHMa BOCMaNMTENbHOrO npouecca C npusiede-
HMEM B KOXY WM aKTMBaLMEN MHOMKEeCTBa MMMYHHbIX Kie-
TOK B OTBET Ha BCE BbllleyKa3aHHble U3MEHEHUS [24—-26].
B COBOKYNHOCTM 3TV MpoOLIECCbl NPMBOAAT K 06pa3oBaHuIo
MUKPOKOMEAOHOB, KOTOPbIE SBASIOTCA NPeAWeCcTBEHHNKaMM
TUMUYHBIX KTMHUYECKUX NPOSBAEeHUIM 3aboneBaHus [27, 28].

Oco6bii UHTEpPEC NpuBReKaloT K cebe HOBble [AaHHble,
Kacatolmecs n3MeHeHnn MUKpobuoma KoM npu BA n ux
B/IMSIHUS Ha TedyeHue 60ne3Hun. Tak, 66110 onpeaeneHo, 4To
B HOpMe 6aKTepun C. acnhes UrpatoT KpanHe BaKHyl0 posib
B perynsuMnm romeoctasda Koxu, rae OHM, BbiCTynas B Kaye-
CTBE KOMMEHCabHbIX MUKPOOPraHNM3MOB, y4acTBYIOT B MOA-
aepaHuu 6apbepHon GYHKUMKU U PU3MONOrMYECKOrO YPOB-
HA pH NOBEPXHOCTH, a TaKKe npefoTBpaLlaloT N36bITOYHYO
KOMIOHU3aUMIO KOXKHOIo MOKpOBa MaTtoreHHbIMU GaKTepusamm
[29, 30]. OgHako noa BO3AEWCTBMEM He6AaronpUaTHbIX
GaKTOPOB N UBMEHEHUS YCNIOBUI MUKPOOKPYIKEHUS, CBA3AH-
HbIX B TOM YuKCNle C 36bITOYHOM BbIPaBOTKOM KOXKHOMO cana
cebountamu, C. aches npnobpeTatoT NaToreHHble CBOMCTBA,
npuBoswWme K passutunio 3abonesanusa [31—-33]. Mpu atom
B 3aBUCMMOCTM OT KJIETOYHOM MOPGdOSOrMM, BocnanuTeNb-
HbIX 1 UMMYHOMHAYLMPYIOLLMX CBOMCTB, a TaKKe MMEIOLLMXCS
GaKTOpOB BUPYIEHTHOCTU N BUOXMMUYECKUX XapaKTEPUCTUK
C. acnes 6bIn CrpynnupoBaHbl B TPM OCHOBHbIX dMUIOTUNAG,
0603HavatoLmxcs pUMcKkumMmn uudpamu I, 11, .

B nocnegyowem ¢ nomoubo Metoaa NOSHOrEHOMHOMO
CEKBEHWPOBAHMSA CTal0 BO3MOMXHbLIM BblAENUTb HECKOSIbKO
cy6tnnoB C. acnes ¢unotuna I: 1AL, IA2, IB1, IB2, IB3 un IC
[27, 34]. HTepecHO, 4To pa3BuThe BA B 60MblUEN CTENEHHU
CBSI3@aHO MMEHHO C noTeper pasHoobpasus GUIOTUMNOB
B peaynbrate AMcOMOTUYECKOro caBura BHyTpu GoMKyna
Ha GoHe N3MEHEHUN MUKpocpedbl 06utaHusa C. acnes, 4em
¢ GaKTOM KX ycuneHHon nponndepaunn. 3To HabnawaeHne
6blI0 HArNsA4HO NPOAEMOHCTPUPOBAHO B psiae Uccnenosa-
HWIM, OTMEeYaloLMX, YTO KOXa MaLUMEHTOB C aKHEe TSXKenoro
N CPEAHETSKENOro TeYEeHUS XapaKTepuayeTcs npeumylle-
CTBEHHbIM NpeobnagaHnem éunotuna IAL Hag ocTanbHbIMU.
[JaHHbln dunotun obnagaeT BblpPaxKEHHbIMW NaTOreHHbIMU
CBOWCTBaMM M HanpsimMylo CBS3aH CO CTUMYNSALMEN BPOXK-
AEHHOro M afjanTMBHOIO 3BEHbLEB WMMMyHUTETa C GOPMHU-
pOBaHMEM KapTWHbI CTOMKOrO BOCMaNMTENbHOMO mnpolecca
[35, 36]. bonee Toro, ¢unotunbl C. acnes IA npoaBnatoT
Bblpa)eHHble BGMonieHKoobpasylinme CBOMCTBa, co34alo-
LMe yCnoBusS AN CMHTe3a NpoBOCNaNUTEeNbHbIX KOHLEHTPa-
LM KOXKHOMO cana, a TakKe MoBbllalolme ToepaHTHOCTb
M YCTOMYMBOCTb MMUKPOOPraHMamMa K aHTMOaKTepuaibHbIM
npenapatam u paspywunTesnbHOMY AENCTBUIO MMMYHHbIX
Knetok xo3sinHa [37, 38]. lpoayunpyemble B npoLecce
XU3HepesaTenoHoctn C. aches depMeHTbl U BUONOrMYEeCcKHn
aKTUBHbIE MONEKYNbl, TaKMe KaKk nAunasbl, rmanypoHvaasa
N MaTpPUKCHble MEeTaNNoNpoTeEUHasbl, MPUBEKAOT HEWTPO-
dunbHbIE TPaHyNoLMTBl B O4ar BoOcnaseHus W paspylla-
10T CTEHKM GONNMKYNOB, MOBbIWAA PUCK GOPMUPOBAHUSA
B JanbHenweM pybLoBbIX U3MEHEHMN KoK [39]. BmecTe
¢ 3TuM C. acnes BbICBOOOXAAIOT BHEK/IETOYHbIE BE3UKYJIbI,
Cnoco6Hble MoaynupoBaTh Nponndepaunto n anbddepeHum-
POBKY KEpPaTMHOLMTOB MOCPEACTBOM aHOMajbHOM peryns-
unn aHTurera Ki-67, kepatmHos 1, 10 16 n 17, dunarrpmHa
M OECMOKO//IMHA 1, a TaKXe YCUNEHWS BbICBOOOMKAEHUS
npoBocnanuTenbHbIX LMTOKMHOB (MHTepnenkuHos (IL) 1, 6,
8, 12), npuBoas K pasBuUTUIO DOSSTMKYNSAPHOIO FUMepKe-

paTto3a W BOCManeHus, Nexalmx B OCHOBE BO3HWMKHOBE-
HUSE MUKpoKoMeaoHoB [40—-42]. Pa3BuTue U noaaepxaHue
BOCNaNWUTENbHOrO NpoLecca, ABASIOWErocs HeoTbeMIEMON
yacTbto BA ¥ BCcTpevalwerocs yKe Ha caMblX pPaHHMX
cTaamsax 3aboneBaHUs, TaKXe CBA3aHO C noTtepen OGak-
TepuanbHOro pasHoobpasusa éunotmnos C. acnes, KOTO-
pas conpoBoOXAaeTcs MoaynIMpoBaHWeEM peaKkumn T-KneTok
C aKTMBauuen BocnanutenbHoro nytv Thl7-nnmdouunTtoB
M yCuneHnem BbicBob6OXaeHus IL-17 [43, 44].

OAHMM W3 HedoOLEHEHHbIX cneuuannucTtaMn 3BEHb-
eB natodusnonornm BA aBnsetcsa HapylweHue @yHKUUK
W LLeIOCTHOCTHM anngepmanbHoro 6apbepa, KOTOPOE B TEOPUM
TaKXXe MOXeT OblTb CBA3aHO C U3MEHEHUAMU MWKPOOHO-
ro pasHoobpasus Koxu [45]. HecomHeHHO, npoucxoasuine
B Xof4e 3aboneBaHuns npouecchl, cBA3aHHble ¢ GONNUKYN[pP-
HOW anuTenuanbHOM runepnponudepaumnen, HapylweHuem
[leCKBaMaLuu KneTok ¢onnnkyna, opMnMpoBaHnemM KepaTtu-
HOBbIX «NPOBGOK» B BOPOHKE BONOCSHOrO GONINKyna 1 aerpa-
[lalMen CTEHKM BONOCAHOro GONKYNIa, HanpsiMyto COnpsixKe-
Hbl C UBMEHEHMEM LIeNIOCTHOCTH anuiepmanbHoro 6apbepa
[46, 47]. 31O NOATBEPKAAETCS TEM, YTO Y MNALMEHTOB C aKHe
Mo CpaBHEHWIO CO 340POBLIMM NMLL@MKU B 06/1aCTH BbiCbiNa-
HUW HaBNOAAETCH CHUXEHMEe YPOBHS ruapatauun u cogep-
aHUS LepamMUAOB KOXMK, KOTOPble MPMHMMAIOT yvacTue
B 06pa30BaHUM KOMEOHOB, TaKXe oTMe4vaeTcs 60siee BbICOo-
KWW ypoBEHb TpaHcanuaepmanbHou notepu Boabl (TAMB),
BblPa*KEHHOCTb KOTOPOW 3aBUCUT OT CTEMEHM TAXKECTU 3a60-
nesaHusa [45, 48]. [TOMUMMO 3TOro, Hann4mne CyoGKIMHUYECKOro
BOCMaNeHns U NOBbIWEHHAs NPOAYKLMSA KOXHOro cana npu
BA moryT ele 6oblie ycyrybnsitb UMeLMecs ynbTpacTpyK-
TYpHble U OGUOXMMMYECKME HapyLIEHUS KOXHOro 6Gapbepa,
npuMBoas K COBUTY MWKPOOBHOro coctaBa Koxu [49, 50].
Tak, Hanpumep, cebouuTbl XapaKTepU3YKTCS TOIOKPUHO-
BbIM TMMOM CEKPELMU, KOTOPbIM CBA3aH C paspyleHUeM
KNETKN B peaynbrate ee 3anporpamMmpoBaHHOW rnéenu,
onocpegoBaHHon [AHKaszon I, 4yTo HeraTMBHO BAMSET Ha
6apbepHyto GYHKLMIO KOXK [43, 51]. TakKe nony4yeHbl cBe-
[eHns o0 aerpagauuu 6enKka nnoTHbIX KOHTaKkToB ZO-1 anu-
AepMuca C HapyLLEHUEM LLeSIOCTHOCTHU MOCNEAHEro B pe3yib-
TaTe BO3AEWCTBUSA BUPYNEHTHbIX WTammoB C. acnes [52].
MopdupuHbl, KOTOpble BbipabaTbiBatoTcs C. acnes, He TONbKO
Cnoco6CTBYOT NEPUDONNNKYIAPHOW BOCNANUTENbHOW peakK-
M1 BO BpeMS pa3BuUTUS 3a60NEBaAHUS, HO M FTEHEPUPYIOT NOA
BO3AENCTBMEM YNbTPadUOETOBOr0 U3MYy4EHUS CUHITIETHbLIN
KWCNOPOA, YTO MOXKET MPUBECTU K CUHTE3Y LIUTOTOKCUYECKMX
BELWECTB (MEpPeKNCb CKBaneHa) NOCcpeacTBOM BO3HMKalo-
LWKX oKMcauTenbHbiX npoueccoB [53]. lNepekucb ckBane-
Ha, NO6GOYHbIM MPOAYKT NMEPEKUCHOrO OKUCIEHWUS MMNNAOOB,
UrpaeT pellatoLLyo pofib B YCUIEHUU KoMegoreHesa n GoTo-
WMHOYUMPOBAHHOM MOBPEXAEHUM KOXMK, a TaKKe CBA3aHa
C BO3HMKHOBEHWEM runepnurmeHtTaumnm [54, 55]. OtaenbHbIM
[OKa3aTeNbCTBOM Ba*KHOCTU PACCMOTPEHUS AWCHYHKLMM
anuaepManbHoro 6apbepa B natoreHese BA aBnseTcs Hanm-
Yyne UBMEHEHMUS IKCMPECCUMU MHOXKECTBA MEHOB, KaK CBA3aH-
HbIX C BOCMaNWUTENbHbIMK NYTIMK M NpoLieccaMu MeTabonns-
Ma IMMUAOB, TaK M y4aCTBYIOLMX B PETYAALMM MEKKIIETOHYHON
aaresun u dopmumpoBaHum porosoro cnos [50]. HecmoTps Ha
aKTyaNbHOCTb PaCCMOTPEHHOro BOMPOCa O POJSIM KOXHOro
6apbepa B natoreHese BA, B HacTosillee BpeMs UMeETcs
Mafio MccneaoBaTenbCKUX PaboT, MOCBALWEHHbIX 3TOMY nep-
CMEKTUBHOMY C TOYKM 3PEHUS OTKPbLITUS HOBbLIX Tepanes-
TUYECKUX WHTEPBEHLMM HanpaBfieHUIO, KOTopoe Tpebyer
JanbHenLWero getanbHoOro nayvyeHus [56].

B nio6om cnyyae Bce BbllIeNepevyncrieHHoe yKa3bliBaeT
Ha UEeHTpanbHOE 3HAYEeHUE U3MEHEHUS MUKPOBUMOMA KOXKM
npu BA Ha ¢oHe NOBbIWEHHON BbipabOTKM KOMHOMO cana
cebounTamm 1 conyTcTByOLLEN ANCOYHKLUMM anMaepMasibHoO-
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ro 6apbepa, 4To NoA4YEpPKMBaAET BarKHOCTb COOTBETCTBYIOLLEN
ONTUMM3ALMUKN CXEM NEYEHMS, UCMONb3YIOLLMXCH B WMPOKOM
KIIMHUYECKON npakTuke [57, 58].

BOMPOCHI ONTUMU3ALIUU TEPAINTUU

BYJIbI'APHbIX AKHE B NOPOCTKOBOM BO3PACTE

B HacTosiliee Bpemsa BapuaHTbl fevyeHns BA npeaycma-
TPUBAKOT MECTHYIO M CUCTEMHYIO Tepanuio, BKIOYAIOLLYIO
B cebs paa KIMHMKO-GapMaKOOrMYEeCKUX rpynn: PeTUHO-
nabl, aHTUOUOTUKKN, NPOTUBOMMUKPOOHbIE CpeacTBa, npena-
paTbl a3enanHOBOW KWCAOTbI, NpenapaTbl MOM0BbIX FOPMO-
HOB 1 gpyrue. Hanbonee adpdEKTUBHBIMU IEKAPCTBEHHbLIMM
CpeACcTBaMM AN HaPYXKHOro MPUMEHEHUS, NO3BONSIOWLMMHU
OKa3blBaTb KOMIMJIEKCHOE BO3AENCTBME Ha MNaTo/IOMMYECKUI
npoLecc, Npy aToM n3beras noannparMasuu 1 yaydiuas npu-
BEPKEHHOCTb NaLMeHTa CXeMe JleYeHu s, ABASIOTCA KOMOU-
HMPOBaHHbIE NpenapaTbl. TakMe CpeacTBa UMEIOT B cocTaBe
PUKCUPOBAHHYIO KOMOWHALMIO aKTUBHbIX BELLECTB, KOTO-
pas MOXXEeT npeacTaBnsfATb CO60OM coyeTaHuUe peTuHouaa
M aHTMOMOTUKa, NMBO peTMHoMaa M NPOTUBOMMKPOBGHOrO
cpeacTtBa (Hanpumep, 6eH3ouna nepokecnaa), 1Mbo peTuHo-
nmaa c aHTMOMOTUKOM M BeH3ouna nepokecunaom [59]. Beibop
ONTUManbHOM TepaneBTUYECKON TaKTMKKW OyaeT 3aBWCETb
KaK OT TXKECTW MMEIOLLLErocs y NaLmMeHTa KOXKHOro naTonoru-
4YeCKOro npouecca, Tak U OT CTENEHU BAUSAHMSA 3a60neBaHms
Ha Ka4yecTBO XM3HWU. Kak npaBwuio, Npu Nerkom u cpegHe-
TSXKENON CTEMNeHu TaxecTu 6e3 accouuaunu € 3HOOKPUH-
HbIMW HapyWeHUSMU LOCTAaTOYHO HA3HAYEHUS TOMMUYECKOWM
Tepanuu, Toraa Kak B 6onee TAKeNblX, 4acTo peunanBupy-
IOLLMX CAydasix, CONPOBOMKAAOLWMXCA 3HAYUTENbHbLIM CHUXKE-
HMEM KayecTBa XKM3HU, TpebyeTcs Ncnonb3oBaTb nNpenapaTbl
cucteMHoro genctasusa [60]. BaKHO OTMETUTb, YTO Tepanus
BA fomKHa NpoBOAMTLCS B TEYEHUE AINTENBHOIO BPEMEHM,
BK/lOYAs NEepuoj NOALEPIKMBAIOLLEro le4YeHns ans npenot-
BpalleHus peunanBa 3aboneBaHus, BCTpeYatoLerocs npu-
61M3UTENBbHO Y OAHOM TPETU NauuMeHToB [61].

OnpeaeneHHo, dyHaamMeHTanbHas posib B JIEHEHUU aKHe
OTBOAMTCA rpynne CUHTETUHECKUX PETUHOUAOB, MPUMEHEHNE
KOTOPbIX MMEET [JoKazaTeNbHylo 6a3y U NoATBEPKAEHHYIO
OECATUNETUAMMN KIIMHUYECKYIO 3ddEKTUBHOCTL [57]. OaHaKo
BMeCTe C 3TUM [aHHas rpynna JeKkapCcTBEHHbIX npenapa-
TOB MMEET CBOM HeJoCTaTKW. TaK, MCMnonb30BaHWE MecCT-
HblX PETMHOMAOB CONPOBOXAAETCSH YMEHbLIEHWEM TOMLLMHbI
W HapyleHneM 6apbepHOn PYHKLIMK POroBOro Cfos, a Tak-
K€ MOXET YCUNNUTb AeCKBamauuio BEPXHMUX CNOEB anuaep-
MUCa, YTO MPUBOAWT K PA3AParKEHUIO KOXK C €€ MOBbIWEH-
HOWM YyBCTBUTENbHOCTbIO, K 3puTEME M WenyweHuto [19, 62].
Mpuem nepopanbHOro M30TPETMHOMHA HEepeaKO acCoLMu-
poBaH C pa3BUTUEM HexenaTeNlbHblX SBAEHUIR, CBA3AHHbIX
C TepaToreHHblM AEVCTBMEM MNpenapaTa, a TaKKe KOXKHO-
CNU3NCTON TOKCMYHOCTbIO CUCTEMHbIX PETUHOMAOB — KapTu-
Ha Kceposa unu petmHongHoro aepmatuta [63]. OcTanbHble
MECTHble TepaneBTUYECKME OMUMM B 3aBMCUMOCTU OT
Hapy*KHON GOPMbl U KOHLIEHTPaLMK (a3enanHoBas KMcnoTa,
canuuunoBas Kucnota, 6eH3ouna NepoKcua) TOXKe MOryT
npoBoUMPOBaTb AOMOJHUTENbHOE HapylleHne GapbepHomn
GYHKUMN KOXM, BbI3blBaTb pa3aparKeHWe W HenpuaTHble
ollyLLIEHUS BO BpeMs U nocne HaHeceHus [19]. Tonnyeckue
M CUCTEMHblE aHTMGaKTepuasibHble CPeACcTBa, NpUMeHse-
Mbl€ TONbKO B KOMGUHaLUWK ¢ 6eH30MNa NEPOKCUAOM U PETU-
HoMAamu Ans npegoTBpalleHns 6aKkTepuanbHON Pe3UCTEHT-
HOCTU, TaKKe CBA3aHbl ¢ GU3NONOTMYECKUMU MBMEHEHUSMHU
anugepmMuca, NOCKONbKY Ha GOHE MX MCMONb30BaHUS MpPo-
UCXOAMT BbIpa)KEHHOE KayeCTBEHHOE M KONMYECTBEHHOE
M3MEHEHWE CMEeKTPa HacensoLWmMx KOy MUMKPOOPraHM3MoB,
4YTO K TOMY K€ MOBbIWAET PUCK KONOHU3ALMKU KOXKHOIo
NMOKpPOBa M CAU3WUCTbIX 060/104EK MOTEHLMaNbHO-NATOreH-

Hon ¢nopon [46]. Kak utor, HabngaeTcs BbiCOKas BOC-
Tpe60BaHHOCTb OMNTUMM3ALIUM MMEIOLMXCSH CXEM BeAEHUS
nauneHToB ¢ BA 3a cyeT UX AOMOSHEHUS cpeacTBaMM Mo
6a30BOMY yxo[y 3a KOXeM, C NOMOLLbI KOTOPbIX 6bl10 Gbl
BO3MOXHO HE TO/IbKO YMEHbLWMWTb HEMNpUATHbIE OLLyLle-
HUS M HexenaTeNbHble ABMEeHUS, BO3HMUKaloWMe Ha doHe
NIeKapCTBEHHOM Tepanuu, HO M OKa3aTb NaToreHeTu4yeckoe
BO3ENCTBME Ha NaTOIOMMYECKMIN NMPOoLECC, YMEHbLLWB BOC-
naneHue, gucbanaHc MUKpobnomMa u AUCPYHKUMIO anuaep-
ManbHoro 6apbepa. Kpome Toro, ormevarorcsi BblCOKas
NOTPEOHOCTb B YMEHbLUEHUU pUCKa GOPMMPOBAHUSA CUM-
NTOMOKOMMJIEKCa NOCTaKHE U HEOBXOAMMOCTb CKPbITb YKe
Umelowmecs BUAMMbIE MOPAXKEHUS, OJHAKO MPUMEHEHUe
06bIYHOIr0 KamypMPYOLLEro MaKnUsKa U3 cerMeHTa KocMme-
TUKW, NpeacTaBeHHOW MaccoBOMY NMOTpebUTeNto, Kak npa-
BWJI0, CBA3AHO C yXyAWEHWEM KapTUHbl BbICbINaHWI 3a cYeT
BO3MOXHOI0 KOMEAOreHHOro AEeWCTBUSA MAW UMEoLMXCS
B COCTaBe pasfpaatolwmx n 6e3 Toro HyBCTBUTENbHYIO KOXKY
naLneHToB C akHe KOMMOHEHTOB [64].

PeweHvem npeacTaBfieHHbIX BbllWE aCMeKToB, Kacato-
LMXCA BOMPOCOB BedeHus nauueHtoB ¢ BA nogpocTko-
BOro BO3pacTa, BbICTynaeT WHAUMBUAYaNU3UPOBaHHOE
Ha3HayeHWe CcpeacTB chneuuann3vpoBaHHOW, B TOM YMC-
e MacKupyloLllen, AePMaTOKOCMETUKN AN eXeLHEeBHOro
MCMN0/Ib30BaHM4, T.e. 6a30BOro yxoda, KOTOPbI MOXET ObITb
NPMMEHEH B KayecTBe MOHOTepanuu npu nerkux dopmax
3aboneBaHua [25]. Mpn aTOM BaXKHO NMpaBUIbHO MHOOPMHU-
poBaTb MaumMeHTa 0 Heo6XOAMMOCTU COGIOAEHUS pPeEXUMa
yXxo/a 3a KOXen, KOTOPbI AOIKEH OblTb KaK BK/IOYEH crieuu-
annCTOM B NiaH OCHOBHOIO fle4YeHUs akHe, B TOM 4Yucne Ha
BECb MEPUOA NOAAEPHKMBAIOLWEN Tepanun, Ans AOCTUKEHUS
CUHEPrnuyeckoro adpdexkTa ¢ aKTUBHbIMU NEKAPCTBEHHbI-
MU npenapaTamu, Tak U NPOoAoKaTbCs Nocne MX MOaHOM
OTMEHbI C Lenblo nocnegyouwen npodunakTMkn pasButms
peunanMBoB 3ab0/ieBaHNS 3a CYET COXPaAHEHMUS CTPYKTYPHO-
QYHKUMOHaNbHOM LLENOCTHOCTM KOXHOMO nokposa [19, 65].
B ocHoBe npaBuibHOro 6a30BOro yxoda 3a Koxen ¢ BA
NEXNUT MPUMEHEHNE MATKUX OYMLLAIOWMX CPEACTB ANS YMbl-
BaHWS, KOTOPbIE JOMKHbI XOPOLIO NEPEHOCUTLCA BHE 3aBU-
CUMOCTM OT TUMNa KOXM (}KUPHas, cyxas, KOMOUHMpPOBaHHas),
He coaeprKaTb pasdparkalolmx CPeacTB M aniepreHHbiX
KOMMOHeHTOB [18]. lNocne 04YNLLEHNST KOXK MOMXKHO HAHOCUTb
KOppeKTMpytoLWwne 1 ceboperynvpytowmne cpeacraa, No3Bo-
NFolne 3amMackMpoBaTb HECOBEpPLIEHCTBA KOXMU. Takowm
€XeHEBHbIN 6EPEXHbIN YXO4 3a KOXKEW C aKHEe C NOMOLLbIO
cneumann3npoBaHHbIX CPEACTB AEPMATOKOCMETUKHM, coaep-
JKallMX B COCTaBe aKTUBHbIE HENEKapCTBEHHbIE UHIPEANEH-
Tbl, HE TONbKO MO3BOMUT YCMOKOWUTb KOXKY M CHU3WUTb pa3apa-
KEHWe, KOTOPOE MOXKET BO3HUKHYTb B pe3y/ibTaTe MECTHOMO
WM CUCTEMHOTO NleveHns BA, Ho TaKKe o6ecrneynT yaaneHue
M36bITKa cebymMa, YMEHbLUUT 3aKyrnopKy GOTMKYNOB U AaxKe
MOXET CNoCco6CTBOBAThb LiesieHanpaBieHHOMY COKpPaLLEHUIo
nonynauum 6aktepun C. acnes ¢unotuna IA1 6e3 BANGHUSA
Ha OCTanbHbIX NpeacTaBUTENENn HOPMalbHOr0 MUKpo6Guoma
KOXXW [66]. A B COBOKYMHOCTU C YMEHbLUEHUEM BblpaxeH-
HOCTM BOCMaNieHUs M BOCCTAHOB/IEHWEM 3NMAepMasnbHO-
ro 6apbepa cpeacTtBa AEPMATOKOCMETUKM, OCOBEHHO MNpw
HanM4yMK B UX COCTaBe LiepamunaoB v NPOTUBOBOCMANUTENb-
HbIX MHIPEAMEHTOB, MOTYT NPeAoTBPaTUTL MOSBEHWE MUT-
MEHTaLUuKn 1 pybuos noctakHe [19, 67]. Mogo6HbIM 06Wwup-
HbIM CNEKTp AEeNCTBMS OnocpenoBaH COCTaBOM, KOTOpPbIH
BapbMpyeT B 3aBMCUMOCTM OT MPOAYKTa U MOXET BKIOYaTb
KaK pacnpoCTpaHeHHble B KOCMETMYECKOW MNPOMbILIEH-
HOCTM XMMMWYECKME BeLLeCTBa, TaK U OPWUIMHaNbHble KOM-
NMOHEHTbl C YHWKaNbHbIMW cBoOWCTBaMu [68]. PasymeeTcs,
y4YuUTbIBasi 6OMbLIOE KOMMYECTBO MMEIOLLMXCS B HacTosliee
BpemMs MNPOAYKTOB anTeYHOM AepMaTOKOCMETWMKM, cylle-



CTBYET npobnemMa «CBOOGOAHOrO BblGOpa», Koraa nauneHTy
TPYAHO camMOCTOSTeNbHO nogob6paTh Hanbonee noaxoasuiee
ANS Hero yxoaoBoe CPeACTBO MO MPUYMHE HEeAOoCTaTOYHOro
o6bemMa 3HaHUN U 4e30pUEHTUpPYIOLWEro MHGOPMAaLMOHHOMO
wyma. lNoatomy B uaeane crneuynannuctom, GopmMUpyroWwmnm
nnaH nevyeHnss v Habnwgawwmnm nauueHTa, AOMKHbI 6blTb
JaHbl YETKME pPEeKOMEeHaLMK Mo MCNoIb30BaHMUI0 KOHKpPET-

HOro cpeacrea Ans 6a30BOro yxoda WM gaH BbIGOp M3
HECKO/IbKNX BO3MOXHbIX BapuaHToB. [M0CKONbKY TpebyeTcs
WHANBUAYANU3UPOBAHHbBIA NOAXOA K Ha3Ha4YeHWio CpeacTs
[1ePMaTOKOCMETUKU, UCXOAS M3 COCTOSIHUS KOXMW M NOTpeo6-
HOCTEW MauueHTa, TO ONTUMalbHbIM pPeLleHUeEM SBNSETCH
noa6op NpoaykTa, OCHOBAHHbLIN Ha AENCTBUKU U BAUSHWUKU Ha
KOXY MHIPEeaNEHTOB, HaxoasLWmMxes B ero coctaBe (Tabn. 1).

Ta6auua 1. OnucaHne GyHKLUMKU U BAUSHUS HA KOXKY OCHOBHbIX MHIPEAUEHTOB, HAXOAALMXCS B COCTaBe CPEACTB anTe4yHow 1epMaTOKOCMETUKM
NS NeYeHUs ByNIbrapHblX akHe*
Table 1. Description of major ingredients (their function and effect on the skin) contained in pharmaceutical dermatocosmetics
for the treatment of acne vulgaris*

WUHrpeauneHT

OnucaHue

BnusHue Ha KOXy

AKTHBHbIE MHIPEANEHTbI YXOA0BbIX CPE/ACTB

Phylobioma MHHOBaALMOHHbIV aKTUBHbIA MHIPEANEHT, LleneHanpaBneHHO MHrMGUpyeT nponudepaumio
MMEIOLLMI B CBOEM COCTaBE CIIOXKHYIO M CUHTE3 GUOMNEHKM OCHOBHOIO NoaTnna 6aKkrepum
KOMOBUHaLMIO NONNMDEHON0B U 3KCTparnpyembli npwv BynbrapHbix akHe — C. acnes ¢unotuna IAL,
M3 KOXYpbl (OKOOMI04HWKA) HE3pesbIx NI0A0B yMeHblUasi BbipaxeHHOCTb AncbanaHca MUKpobruoma
rpaHaTta Punica granatum Linné KOXW, HOPMannayeT Ka4yecTBO UMUAHOIO Npoduns
cebyma, CHWXKaeT npeBpaLleHne TecTocTepoHa
B ANIMAPOTECTOCTEPOH B KOXE, YMEHbLIAET NPOSiBNEHUS
GONNMKYNAPHON rMNepKepaTMHU3aLLMK 1 BblparKEHHOCTb
BOCManeHns 3a CYeT NOAAB/IEHUS CEKPELMM
NpPOBOCNaNMUTENbHbIX LLUTOKUHOB, XEMOKUHOB Y CHUXKEHWS
AKTMBHOCTM MaTPUKCHbIX METaNN0ONPOTENHAS
HunauuHamug BogopacTtBopuMbIi BUTaMUH, 061ajatoL i MHrnbupyeT BbICBOGOXKAEHME MPOBOCMANUTENbHbIX
(BMTamuH By) LUMPOKMUM CNEKTPOM AENUCTBUS HA KOXKY LLIMTOKMHOB, MPENATCTBYET NOSABAEHUIO U YMEHbLIAET

BbIPaYKEHHOCTb MOCTBOCMANUTENbHbIX NATEH
rMneprnurMmeHTaLmmn, yMeHblaeT U36bITOUHYIO CEKPeLInio
cebyma, yKpennset 6apbepHyto GYHKLMIO KOXKM, NOBbIWwast
CUHTE3 LiIepaMm1/i0B 1 CBOGOHbIX UPHBIX KUCIOT

Aqua Posae Filiformis

Bronornyeckn akTMBHbIN KOMMNOHEHT — nn3at
6aKTtepun Vitreoscilla filiformis, KynsTUBUpPyeMoW
B TepmanbHoi Boae La Roche-Posay, 6oratow
CENIEHOM U CTPOHLMEM, KOTOPbIE YyCUNMBAIOT
aKTMBHOCTb MUKpoopraHnamos V. filiformis

Ha NOBEPXHOCTU KOXKMK

YMeHblUaeT HeMpOreHHoe BocnaneHue, BbiI3BaHHOE
cy6cTaHumen P, nogaBnseTt BbIcBOGOXAeHWE
NpoBOCNanUTENbHbIX LUTOKUMHOB, @ TaKXKe NoBbIWaeT
CUHTE3 @HTUMMKPOGHbIX NENTUAOB B KOXKE

CanuumnoBas

Kucnota

M INNOrMAPOKCUKMCNOTa
(LHA)

CanuuunoBas KMCN0Ta — HU3KOMOJEKYNSipHas
MpPOpaCTBOPMMan MoseKyna u3 rpynmbl
npou3BoAHbIX peHona. JInnornapoKcMKucnoTa
ABNAETCA NPOU3BOAHBLIM CaNMLUIOBON KMCNOTbI

¢ 60s1ee BbICOKOW MONEKYNSpHOM Maccon 1 6onee
BbIPaXXEHHbIMW TMMNODUSIbHBIMW CBOMCTBAMMU,
NO3BONSOLWMMU YAYHLWKNTL NEPEHOCUMOCTD
KOMMOHEHTa KOXeWn

O6nagaloT KepaTo/IMTUYECKUM AENCTBUEM, OCHOBAHHbLIM
Ha pa3pbiBe BHYTPUMONEKYNSPHbBIX ANCYNbOUAHBIX
CBSA3eM KOPHEOAECMOCOM, BblpaBHWBAIOT MUKpopenbed
1 LUBET KOXM, YMEHbLLAIOT NPOSBNEHNS GONNUKYNSIPHOTO
runepKepartosa 1 NpoayKkumo cebyma, a Takke
OKa3blBalOT aHTUGaKTepManbHoe AencTBme 6narogaps
paspyLueHnto 6eIKoBbIX 060/104eK MUKPOOPraHn3MoB

LimHk PCA

(LMHKOBas conb
NUPPOSIUAOH-
Kap6OoHOBOW KUCNOTbI)

CuHepruyeckas accoumauns ByX akTUBHbIX
KOMMOHEHTOB: LiMHKa 1 L-PCA (npponunaoH-
Kap6OHOBOW KMUCOThI), BbICTYNatoLen B posin
HaTypanbHOro yBnaxHsLlero dakropa.

LinHkoBas conb NMPPONUAOH-Kap6OHOBOW KUCIOTbI
noBbIWaeT 6MOAO0CTYNHOCTb LIMHKa

OKkasblBaeT ceboperynupylollee AencTBue,

nposiBNseT 6aKTepuocTaTMieckne n dyHructTaTuieckune
CBOWCTBA, CNOCOGCTBYET 3aXKUBNEHMIO MOBPEKAEHHON
KOYW, YMEHbLLIAET CUHTE3 NPOBOCMNANUTENBHOMO
UMTOKMHa TNF-a

MaHHo3a

MoHocaxapua

MpengartcTeyeT aare3anu U NogaBnfeT POCT NaTOreHHbIX
BGaKTepuit Ha MOBEPXHOCTU KOXM, ABNAACH NUTATENbHBIM
cy6CcTpaToM /19 NONE3HbIX KOMMEHCanbHbIX 6aKTepuit
MUKPOGUOMa KOXMK

TepmanbHas Boga

BbICTynaeT B KayecTBe pacTBoOpUTENS,
COAEPHKNUT MUHEpPaSIbHbIE COMU U ONIUTO3NIEMEHTbI
B YHMKa/IbHOM COYEeTaHUM (B 3aBUCUMOCTH

OT GMPMbI-NPOU3BOAUTENS)

YcroKkanBaeT KOXy, yMEHbLLAET pasapaxeHue

1 MOKpacHeHKe, NoaaepXunsaeT GrUsnoornyecKui
6anaHc YyBCTBUTENbHOM KOXM, YBIAXHSAET, MOCKOJbKY,
Haxo/ACb B COCTaBe yX0O[0BOro CpeacTsa, nonaaaet
BHYTPb aNuaepMmuca, Toraa Kak Boga Ha noBepxHOCTH
KOXW, OCTalOLLAsACs, HanpumMep, Nnocsne KynaHus uin
MbITbS PYK, UCMAPAETCS U MPUBOANUT K CyXOCTH

TepmanbHas Boaa La Roche-Posay — runotoHuyeckas
TepmasnbHasi BoAa NpPUpPOAHOro MPOUCXOXKAEHUS,
COLEPKMT BbICOKME KOHLIEHTPALMK cenexa,
KanbLus U CUIMKaTOB

[ononHUTEeNbHO OKadbiBaeT NPOTMBOBOCNANUTENbHOE
1 3aXuBNgIOLLEe fecTBKE, O6najaeT
QHTMOKCUMAAHTHBIMW (HENTpPanM3yeT cBo6GOAHbIE
paavKanbl) M NpebnoTUHECKUMU CBOMCTBAMM
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Ta6nuua 1. MNpogonkeHne

Table 1. Continuation

WUHrpeaueHt

OnucaHue

BnusiHue Ha KoXy

MuHepanbHble
NMUIrMeHTbI

HaTypanbHble HeopraHu4yeckne MuHepansbl,
MCMONb3YIOTCA A9 CO34aHUs TOHaIbHbIX OCHOB,
runoanfnepreHHbl U XOpoLo NepeHocaTcs
YyBCTBUTENIbHOM KOXXEN

O6ecneynBaloT NErKUn TOHUPYOLWKIA 3bdEKT,
NO3BONSIOLMIA UCNONBb30BaTb CPEACTBO B Ka4ecTBe
MacCKHMpYtoLLeN HECOBEPLIEHCTBA KON KOCMETUKHN

YBnaxHsioumue MHrPegUueHTbl yX0A40BbIX CPEACTB

MCNoNIb3YyeTCA B KOCMETUKE ANd yny4lleHna
TEKCTYPbI U YCUNIEHNA AENCTBUSA KOHCEPBAHTOB,
TaKXXe BbICTynaeT B POJZIN PaCTBOPUTENA,
cMAr4atowero KOMNoHeHTa 1 yBiaxXHUTENA

MuuepuH HaTypanbHbIi yBNaXKHUTENb C JOKa3aHHbIM BoccrtaHaBnvMBaeT anuaepmalnbHbli 6apbep
npodunem 6e3onacHoOCTH 1 noaaepvBaeT ero GyHKLMIO, yMEHbLLAET pa3apaxeHune
KOXM, YyBNAXKHSAET, yMEHbLUAET LWeNyLleHne
[OnMeTUKOoH CUIMKOH CUHTETUYECKOIO NMPOUCXOXKAEHMS, YnyywaeT COCTOSIHME KOXU, CMSATYaeT, yBNaKHSET,
cnoco6CTBYET paBHOMEPHOMY pacnpeaeneHuto o6pasyeT AONONHUTENbHbIN 3alUTHbIV 6apbep
CPEeACTBa, ynyylaeT ero TEKCTYPY Y BHELHUIA BUA
MeHTUNEHINIMKONb MHorodyHKLMOHaNbHbIA UHIPEANEHT, BbICTyNaeT YBNaxHSAET KOXY, AeNnaeT NPoAyKT NPUATHbIM
B posiM cTabunusaTtopa aMynbCUn, PacTBOPUTENS NS HAHeceHus, o6nagaeT NPOTUBOMUKPOGHbLIMM
M KOHCepBaHTa CcBOMCTBaAMM
N3orekcagekaH 3aryctuTenb, cMsaryatoulee cpeacTso, Jlerkoe v NpUATHOE HaHECEeHWE Ha YyBCTBUTENbHYIO KOXY,
co3aaeT KPEMOBYIO TEKCTYPY NPOAYKTa OTCYTCTBME OLLYLEHNS KMPHOCTU NOCNE HAHECEHMS,
YBNAXKHSAET, yNyylWaeT BHEWHWI BUI KOXK, 06pa3yeT
[OMNOSIHUTENbHbIN 3aLIUTHBIN 6apbep
MpoKTOHONAMUH Mcnonb3yeTcs B Ka4eCcTBE KOHCEPBaHTa O6napaet 6aKTepPUOCTaTUHECKUMU U GYHTULMAHBIMU
CBOMCTBaMM, CMOCOBCTBYET CHUKEHWUIO aKTUBHOCTHU
CaNlbHbIX }enes, TOpPMO3UT U3BLITOYHOE AeNleHNE KNETOK,
yCNOKanBaeT KOXY, YMeHbLUIas NpU3HaKK BocnaneHus
W WenyweHuns
MponaxHgnon MHrpeaneHT NnpMpoaHOro NPOUCXOXAEHUS, YBenninBaeT CKOPOCTb BCACbiBaHUS aKTUBHbIX

KOMMOHEHTOB M MoBbIWaeT Ux 3GGEKTUBHOCTb
3a CYeT YNPOLLEHWUS JOCTaBKM B yGOKME CIIOU KOXMU,
o6ecne4ymBaeT yBNarKHEHNE KOXM

KcaHTaHoBas Kameab

Monucaxapua, ucnonb3yeTcs B cocTaBe
KOCMETUKM KaK 3arycturtenb, reneo6pasoBaTesib
1 cTabunusartop

YBnaHsEeT ¥ CMOCOGCTBYET COXPAHEHUIO BOAHOIO
6anaHca 3a cyeT GOPMMPOBAHNS 3ALLUTHON NIEHKU
Ha MOBEPXHOCTU KOXM

KpemMHui

MpuMeHsieTcs B Ka4ecTse BCroMOoraTesisHoro
MHIpeaueHTa N1 3arylleHns NMpPoayKToB

WK CyCNeHANPOBaHNSA HEPACTBOPHUMbIX YacTULL,
npuaaeT CPEACTBY HENPO3PaUHYIO TEKCTYPY

O6nagaeT KMponornowawLiMmMmM CBONCTBaAMMU, COXpaHaeT
KOy MaTOBOM, y4acTBYET B CUHTE3€ BOJ/IOKOH KoJinareHa
1 3N1aCTUHA, a TaKXKe yNnydllaeT BOCCTAHOBUTENbHbIE
CMOCOBHOCTM KOXM, yMEHbLIAET BOCNaneHme

UHrpegmMeHTbl O4ULLAIOLWNX CPEACTB

Komnnekc MAB:
naypetcynbdat HaTpus,
KOKamuaonponun
6etanH (Coco-Betaine)

[oBEPXHOCTHO-aKTUBHbIE BELLECTBA,
neHoo6pasyloline areHTbl, UCNoNb3yeTcs

B Ka4eCTBE IMYNbIMpPYyOLLMX KOMMOHEHTOB,
3O PEKTUBHBI B LULMPOKOM AnanasoHe pH,

a TaKXe B XeCTKoM BoJe

[Mo3BonsieT ob6ecneyntb aGHEKTUBHOE U B TO e Bpems
MSAKOE OYMLLEHNE KOXM C MUHUMASIbHBIM PUCKOM
nononHuTenbHoro pasaparkeHus. Komnnekc NMAB
LlEMOHCTPUPYET CUHEPTU3M U yNyyLlEeHUe cTabuabHOCTH
cocTaBa

MNar-8, xnopua Hatpus,
MNar-120 auoneat

Mcnonb3yloTes B Ka4ecTBe 3arycTuTtenen
N PerynaTopoB BA3KOCTU B OYULLAOLLMNX

MpuaatoT roToBOMY CPeacTBy renesyto hbopmy.
BbiCTynatoT B ponu cMsryatoLmnx MHrpeaneHTosB,

W KanpuinnrnnmKonb

MCMO/b3YIOTCS B KOCMETUKE B KAa4ecTse
yBIaXXHUTENEN U KOHCEPBAHTOB, 06ecneYnBaloT
CTabWNbHOCTb M OIHOPOAHOCTb MPO/AYKTA,
CMOCOGCTBYIOT YYHLEHMIO TEKCTYPbI

METWUATIIOKO3bI dopmynax, B TOM YMcne co3aaHHbIX OKa3blBaloT yBNarKHsOLWEee AENCTBUE, XOPOLLO
C MCNONb30BaHMEM MOHHbIX O4MLLAIOLLIMX CBSI3bIBAIOT U YAEPKMBAIOT BOAY, HE pasaparkalot
areHToB (NaypeTcynbdaT HaTpUs) rnasa v Koxy. B Komnnekce ymeHblUaloT BO3MOXKHOE
pasgparkatoliee fencTBre umelolmxcs B coctaBe MAB.
MoryT nposBnsTb NPOTUBOBOCNANUTENIbHbIE
1 paHO3aXKMBASIOLLME CBONCTBA
[EeKCUNEHTNIMKONb MHorodyHKLMOHaNbHbIE UHTPEAWNEHTI, MpuaatoT roToBOMY NPOAYKTY MPUSTHBIE OLLYLLEHUS

Npu HaHeCeHUN Ha YyBCTBUTENbHYIO KOXY, o6nagatoT
NPOTUBOMUKPOBGHOW aKTUBHOCTbIO, YBNAXKHSIOT KOXY,
cMArdatroT ee

lNpumevaHme. <*> — faHHble co6paHbl U3 oduULIMaNbHbIX UCTOYHUKOB KoMMNaHuu L'Oreal u caiToB no Aeknapauum MHrpeaMeHTOB KocMeTuye-
CKWUX CPefCTB M CPeacTB NMYyHOM rurnensl (Personal Care Products Council, PCPC, goctyn no ccbinke https://www.personalcarecouncil.org/).
MAB — NoBepXHOCTHO-aKTMBHOE BellecTBO; M3 — NONUSTUNEHTIUKOIb.

Note. <*> — data was collected from official L’Oreal sources and websites on declaration of cosmetic and personal hygiene products' ingredients
(Personal Care Products Council, PCPC, accessed at https://www.personalcarecouncil.org/). SAM (MAB) — surface-active material; PEG (M3I') —
polyethyleneglycol.



[aHHble MHrpeaneHTbl B NpaBuibHOM, c6anaHCMpPOBaH-
HOM COOTHOLUEHWW MpeacTaBfeHbl B CPeAcTBax creuuanu-
3MPOBaHHOM AEPMAaTOKOCMETUKU Ans fedeHns BA rammbl
EFFACLAR oT KomnaHun La Roche-Posay — ouuuwatouwem
NeHsaLWwemMecs rene 1 TPOMHOM KOPPEKTUPYIOLLEM Kpem-rene
EFFACLAR DUO+M. TpOMHOW KOPPEKTUPYIOLWNN KpeM-renb
MOXeT 6bITb PEKOMEeHAOBaH nauMeHTam HaduHas ¢ 10 net
ONS exeHEeBHOro yxofa 3a KoxeWn. B KayectBe macKupyto-
Lien ne4ebHOn KOCMETUKHK y nuL, ¢ 14 neT MOXHO UCNOoNb30-
BaTb KOPPEKTUPYOLMIK TOHUPYOWKNK Kpem-renb EFFACLAR
DUO+M, coaepalimm mmHepanbHble NMrMeHTbl. bharogaps
HaNM4yu1IO B COCTaBe CpeacTBa MHOMOGMYHKLMOHANbHbIX KOM-
NMOHEHTOB YKa3aHHble MPOAYKTbl MMEIOT MHOMECTBO TOYEK
NMPUIOKEHHWS, YTO NO3BONAET I0OUTLCSH CUHEPTUM C aKTUBHbI-
MW NIEKapPCTBEHHbIMW NpenapaTtaMu U ynyylnuTb COCTOSIHUE
KOXW, MOBbICMB KOMMJI@EHC NaLMeHTa, 4To, B CBOIO o4Yepe/b,
3HAYUTENbHO YBENMYUT BEPOSTHOCTb ycrnexa MpoBOAMMOro
NIeYEHUS U CHU3UT YacToTy peLmanBoB 3aboneBaHus.

HanpotuB, 0co6eHHO npu noabope YBAAXKHSAOWMNX
CPEeACTB U CTUKOB ANs ry6, UCMONb3YOWKUXCH ANS YMEeHbLUe-
HUS NOBOYHbIX 3dPEKTOB, BO3HMKAOWMX Ha GoHe npuema
nepopanbHOro M30TPeTUHOWHA, cneayeT usberaTb MPOAyK-
TOB [€PMaTOKOCMETUKM, COAEeprKallMX KOMMOHEHTbI, Npea-
CTaBJfIEHHblE B Tab. 2.

MNoao6Hble HepaLMoHalbHble COCTaBbl C M3BLITOYHbLIM
KONIMYECTBOM Pa3iMYHbIX WHIPEAMEeHTOB, HaxoaslMxcs
B HeMnpaBW/IbHbIX COOTHOLIEHUAX B ob6len Gopmyne npo-
[lyKTa, YCWUNMBAIOT HapylleHWe LEeNoCTHOCTU U bYHKLUK
y}Ke MoBpeXAeHHOoro anuaepManbHoro 6apbepa U nNpoBo-

LMPYIOT YXyALlEHWME MMEIWMXCHS MPOSBNEHUN aKHe, Kce-
po3a KOXW WAM PEeTUHOMAHOro AepmaTuTta. Yauwe Bcero
JaHHble cpeacTBa NMpeacTaBfieHbl B CErMEHTE pblHKa Ans
MaccoBOro noTpebuTens U MMeT NpUBAEKaTENbHYO ANS
noKynaTtensa LeHy 1 pKYlo YNakoBKy npoaykTa. Nx ncnonb-
30BaHuWe, Kak npaBuaI0, CONPOBOXAAETCH KPaTKOBPEMEH-
HbiM o6neryeHnem Ha ¢oHe BO3HMKaWLWMX HENpPodon-
UTENbHbIX MO BPEMEHW HEMPUATHbLIX OLWLYLWEHUA B BUAE
HIKEHUA U 3yAa, a TaKKe YCUIEHWUS MOKPACHEHWS KOXMH,
KOTOpble NaLMeEHT MOXKET NPUHATb 3a ie4ebHoe aencTBume.
B pesynbraTe 4ero y naumeHTa co3gaercs olWnbo4HOe MHe-
HMe 0 HeoBX0AMMOCTH 6oee 4acToro NOBTOPHOrO Npume-
HEeHWS He MNOAXOAALLEro 415 ero KOXM yxo4oBoro cpeactea
ANS JOCTUXKEHUS MOMIOXKUTENbHOIO addeKTa M ynyylweHUs
COCTOSIHMS KOXW, OHAKO B AOJrOCPOYHOM MepcrnekTuBe
Takoe oTpuuaTe/ibHoe BO3AEeNCTBUE UHULMKMPYET GOPMU-
poBaHMe MOPOYHOro Kpyra, Beaywero fuWb K AanbHewn-
WeMy YXYALWEHUID KAMHWMYECKOM KapTUHbl U HapylleHWo
CTPYKTYPHO-DYHKLIMOHANBHOW LENOCTHOCTU KOMW C MNpu-
COEeAMHEHUEM APYrUX HexenaTeNbHbIX ABMEHWI, KOTOpble
6yayT noaaepK1MBaTbCs 3a CHET AasibHenLWwero ncnob3oBa-
HUWS YXOA0BbIX CPEACTB HU3KOro KavyecTea. [loatomy cneay-
€T MOMHMWTb O TOM, 4TO NPU BbIBOPE YXOA0BbIX CPEACTB, NoA-
X04SLWMX NaLUneHTy ¢ BA n 4yBCTBUTENBHON, pa3apaxeHHoM
KOXeW, CTOWUT OTAaBaTb NPeanoyYTeHMEe NPOAyKTaM U3 che-
LManM3npoBaHHOM anTe4HON KOCMETUKK U NPUAEPKUBATb-
Ccs NpUHUMMIA «MMHUMaNU3Ma peLenTypbl»: YEM MeHbLUe
KOMMOHEHTOB COAEPKWT YXOLOBOE CPEACTBO, TEM fy4ylle
OHO 6yeT NeEPEHOCUTHLCS KOXKEN.

Ta6nuua 2. IHrpeaneHTbl yX0A0BbIX CPEACTB, 06najatoLime oTpuuaTe/ibHbiM BAUSHUEM Ha COCTOSIHUE YyBCTBUTENbHOWM KOXM C BY/brapHbIMKU akHe*

Table 2. Care products’ ingredients with negative effect on condition of sensitive skin with acne vulgaris*

0Cco6GeHHOCTH cocTaBa

OTpuuaTenbHOE BJIUSIHUE HA KOXKY

ButamuH A (retinyl palmitate, vitamin a palmitate)
npv UICNONb30BaHWUN PETUHOMAOB B CXEME NIeYEHUS aKHe

YcuneHue BblpaXeHHOCTU CYXOCTU, 3PUTEMbI, Pa3AparkeHus,
wenyuweHusa, yxyalueHne coctoaHna umetoulerocqd peTMHOMAHOro
aepMatuTa, yxyalweHue KapTUHbI XennuTa npyu MCnoib30BaHUKU
MHrpeaveHTa B cocTaBe CTUKOB A1 ry6

JTaHONWH, NAaHONMHOBbLIN CMUPT, METUIU30TUA30JIUHOH,
deHoKcKaTaHon, MATa, LUTPYCOBble, YanHoe AepeBo, 3BKaNUMT,
60/blUIOE KONMYECTBO apoMaTU3aToOPOB 1 KOHCEPBAHTOB
MCKYCCTBEHHOIO MPONUCXOXKAEHNA

MoryT Bbl3BaTb KOHTAKTHYIO afiepruto, pasapaxeHne Koxu,
YCUNUTb HYBCTBUTENIbHOCTb, 3PUTEMY, CMTPOBOLIMPOBATL 3Y4
N yXyAlleHWe KNMHUYECKOM KapTUHbI

CMmecb XuaKoro napaduHa, 6enoro Markoro napaduHa v Bogbl;
CMeCb M30MnponuaIMMpKUcTaTa, CUHTETUHECKOro Macna, *1aKoro
napaduHa, MMHepanbHbIX Maces, MuueprUHa 1 NoBUaoHa

BbICOKME OKK/O3UBHbIE CBOMCTBa 06/1€r4atoT NePeEHOC annepreHHbix
6GENKOB B KOXY, YBENMYMBAIOT PUCK PA3BUTUS KOXKHbIX MHDEKLIMHA,
KOCMETUYECKUX aKHE U APYrMX NaTo0rMYeCKMX COCTOSTHUI, CBA3AHHbIX
C pasapaxKeHUEM 1 aniepruyeckon CEHCMOUNMU3aLIMEN KOXHN

Bonbluas jons pacTUTeNbHbIX Macen UM CNonb30BaHWe YUCTbIX
Mac/sHbIX NPOAYKTOB (KOKOCOBOE, apaxncoBoe, OJIMBKOBOE,
aBOKa[o, X0Xo06a, NoACONHEYHOE U Apyr1e, 0CO6eHHO
NONy4YEeHHblE U3 IK30TUHECKUX PaCTEHWI)

O6najatoT OKKNO3MOHHBIMU CBOMCTBaMMU, @ TaKyKe MoryT
NPenaTCTBOBaTb Pa3BUTUIO NNACTUHYATBIX JIMMUAHBIX CTPYKTYP.
CocTaB BbICyLIMBaET KOXyY U yBenuyuaaeT TIMNB. MOXeT BO3HUKHYTb
annepruyeckas ceHcubununsaumna

PacTutenbHble MHTPeaneHTbl, He OUYULLEHHbIE OT GEKOBbIX
annepreHoB Uv ranTeHoB

BbICOKMI pUCK pa3BUTUS aniepruiyecKon CeHCMbUIn3aLumm,
yCUNEeHWe pasaparKeHns KOXH, 3ya, CyxoCTb

HeouuleHHble pacTUTENbHbIE IKCTPAKTLI, LMTPYCOBbIE,
TMAPOKCHIbHBIE KUCOTbI, KAMbOPHOE Macso v adupHoe
Macno Kopuupbl

doToceHcnbunmn3aLms, NoBpexaeHue anuaepmanbHoro 6apbepa,
pasgparkeHue KpacHom KanMmbl ry6 v CI3nMcTom 060/104KHU pTa
MpUW UCMOSIb30BaHUK CTUKOB At Ny6 C JaHHbIM COCTaBOM

[o6asneHve B dbopmyny YUCTALLEro cpeacTBa naypuncynbdata
HaTpus 1 6onbLloro Konnydectsa apyrux MNAB, 3a UCKItOYEHEM
cny4yaeB Hanu4us B cocTaBe NoaMMepoB (NONUITUNEHOKECHAA

M NONNITUNEHTNIMKONSA) U/ amboTepHbIx MAB B coveTaHun
C MMULEPUHOM, CMArYalowmx HeratTueHble 3 eKTbI

YXyaLeHe COCTOAHUS annaepmanbHoro 6apbepa, PUCK KOHTAKTHOro
MPPUTAHTHOIO AepMaTtuTta 1 pasgparKeHnsa, CyXoCTU KOXXK

lMpumeyvaHme. <*> — naHHble cobpaHbl 3 JOKYMEHTOB U CanTOB MO AeKnapauun UHIpeaneHTOB KOCMETUYECKUX CPEACTB U CPEeACTB IMYHON
rurnensl (Personal Care Products Council, PCPC, gocTtyn no cceinke https://www.personalcarecouncil.org/). MAB — noBepXHOCTHO-aKTUBHblE

BeullecTBa; TAMNB — TpaHcanuaepManbHaa noteps BOAbI.

Note. <*> — data was collected from documents and websites on declaration of cosmetic and personal hygiene products' ingredients (Personal
Care Products Council, PCPC, accessed at https://www.personalcarecouncil.org/). SAM (MAB) — surface-active material; TEWL (T3MNB) —

transepidermal water loss.
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3AKJ/IIOMEHUE

[ToHUWMaHne OCOBEHHOCTEN KIAMHUYECKOW KapTUHbI
1 natodusnonornn 3aboneBaHns Hapsgy co 3HaHWEM CO-
BPEMEHHbIX U «TPaAULMOHHbIX» CPEACTB Sle4eHns ABNSETCS
HEeobXxoAMMbIM yHOAMEHTOM AN AOCTUXKEHWS BbICOKMX
pesynbratoB Tepanun BA. OgHaKo ycnex fie4eHns 3aBUCUT
OT M TpebyeT TWaTeNbHOro CO60AEHNS PEXUMA ANUTENb-
HOW Tepanun, KOTopas YacTo COMPOBOXAAETCH Pa3BUTHMEM
HexenaTeNlbHbIX ABJIEHUA CO CTOPOHblI KOXHOrO MOKPOBa,
BK/OYAOWMX B cebs MPOSIBIEHMS KCepo3a, LienylweHus,
3pPUTEMDbI, @ TaKKe BO3HUKHOBEHWE HEMPUATHbIX CyObEeK-
TUBHbIX OLYLIEHUA B BUAE HOKEHWSA W 3yda, B TOM 4yucne
B OTBET Ha pas/iMiHble BHelWHWe GaKTopbl, YTO cornacyeTcs
C onpegeneHnemM YyBCTBUTENbHOW KOXMU. [JaHHble 06CTOs-
TeNbCTBa, OCOGEHHO B YCNOBMUSAX Manon WMHOOPMUPOBAH-
HOCTM nauneHTa 06 OCHOBHbIX acneKrax 3aboneBaHus,
NPUBOOAT K CHWMXEHMWIO KOMMIaeHca WM HeyooBIeTBOPHU-
TeNbHbIM pe3ynbTataM NpPoBOAMMOW Tepanuu. Beuay yero
nosiBnseTcs Heob6x0AMMOCTb ONTUMMU3ALMW MMEIOLLMXCH
CXEM Jle4eHns C NOMOLLbIO CPEeACTB crneunann3vpoBaHHON
[epPMaTOKOCMETUKM, HanpaB/eHHON Ha GeperkHoe ouulle-
HWe, yBNaXHEHWEe M BOCCTaHOBIEHWE KoxM. Kpome Toro,
B 3aBMCMMOCTM OT BXOASILLIMX B COCTaB yxOA0OBOro cpeacTBa
WMHIPeAMEHTOB MOXHO A06UTbCS 6osee WUPOKOro CnexkTpa
[EeNCTBMS, NO3BOJIAIOLLENO HE TONIbKO CHU3UTb NPOSBNEHUS
HexenatenbHblX SIBNEHUMA Ha ¢dOoHe NPOBOAMMOM NeKap-
CTBEHHOW Tepanuu, HO W MOBbICUTb €€ 3IDDEKTUBHOCTD,
yMeHblUas PUCK pa3BUTUS HEONaronpusaTHbIX NOCNEACTBUI
3ab60neBaH1sa (CMMNTOMOKOMIIEKC MOCTAaKHE) B AO/ITOCPOY-
HOW NepcrneKkTUBe y L, NOAPOCTKOBOro Bo3pacTa.
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lporpecc B MOHUMaHWN MEXaHW3MOB, JIeXKallimx B OCHOBE XPOHUYECKMX BOCMaINTE/IbHbIX 3a60/1€BaHMI KOXM, TaKNX KaK
BYyJIbrapHbI# rcopmas, npuBe K NosIBJEHUIO HOBbIX BapPUaHTOB JIe4€HNS, OCHOBHOM LIEJIbI0 KOTOPbIX SBASETCS 06/eryeHme
cumMnTomoB. Kpome Toro, 3T 3HaHUsi MOryT CTaTb OCHOBOW [/151 HOBbIX CTpaTermi JOCTUIKEHMS [IYOOKON PEeMWUCCUM WU
pemuccuun 6e3 1e4eHusi, To eCcTb MoagnduKaLmm 3a6oaeBaHusl ¢ MOTeHUNaIbHbIM BAUSIHUEM Ha COMyTCTBYIOLME COCTOSIHUS.
OaHaKo AOCTMXKEHUE 3ToK Leaun TpebyeT Aa/lbHEMLIEero M3y4eHns Taknx Ba)XKHbIX acreKToB, KaK ornpeAeneHne MoanpuKa-
umn 3ab0s1eBaHusl M rokasatesieii akTUBHOCTM G0JIe3HU, AaJsibHeNllee MoOHUMaHMe MeXaHM3MOB faToreHesa, 3TMo0rmm
M CUCTEMHbIX NOGOYHbIX 3(PPEKTOB, OKOH MOTEHUMAIbHBIX BO3MOXHOCTEMN, BMOMapPKEepPOB A/151 YCHELHON cTpaTupuKaLmm
nayMeHToB M BMeLIaTebCTBa, a TaKKe COOTBETCTBYIOLIEro Au3akHa uccaefoBaHms. PaHHee BMeLlaTesbCTBO C MCO/b-
30BaHMEM FE€HHO-UHKEHEPHbIX BMOIOrMYECKMX NpenapaToB, TakMX Kak CeKYKMHymab, npeactaB/sieT cO60iM HOBbINA CABUI
napaaurmbl 415 yayqlieHnsi pe3yibTaToB npu MMMYHOOMNOCPEAOBaHHbIX 3a60/1eBaHUsIX, HEOOX0AMMbI JOoKa3aTebCTBa A1
onpeaeneHns: ero rnoae3HoCTH npu rncopuase. BbICOKMI ypOBEHb YCTOMYUBOIO OYMLLEHUST KOXM, HabIogaemMbli Ha poHe
MPUMEHEHUST CEKYKMHYMaba no CPaBHEHUIO CO CTaHAapPTHbLIM J€4EHUEM U MPUMEHEHUEM doToTEepanuu, CBUAETE/IbCTBYET
0 MNOTEHLMa bHOM 0/1b3€ PaHHero se4eHnss 6MoorMYecKkuMn npenapataMmu A5 JOCTMKEHUST MOJIHOIO OYMLLEHUST KOXKM
M HOpMan3aLmm Ka4ecTBa K13HN, 00y4EeHUST 1 MOBCEAHEBHOM aKTUBHOCTU. TaKKe 3TO MOMET Cy)KUTb 060CHOBaHUEM AJ151
U3MEHEHUsI CTpaTernuu 1e4eHus NayneHToB C BepPBbIe BbiSBIEHHbIM YMEPEHHO TKe/bIM 6/1SLLEYHbIM NCOpUa3oM.
KnroyeBble cnoBa: ricopnas, 4eTH, CEKYKNMHYMab, 6071€3Hb-MoANULMPYIoLLas Tepanums
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Disease-Modifying Treatment of Psoriasis in Children

Advances in understanding the mechanisms underlying chronic inflammatory skin diseases, such as psoriasis vulgaris, have led to
implementation of new treatment options aimed at symptoms relieving. Moreover, this data may become the basis for new strategies
to achieve sustained or treatment-free remission, that is disease modification with potential impact on comorbid conditions. However,
achieving this goal requires further study of such crucial aspects as the terms of disease modification and disease activity indicators,
deeper understanding of pathogenesis mechanisms, etiology, and systemic side effects, possible opportunities, biomarkers for
successful patient stratification and intervention, as well as the adequate study design. Early intervention with genetically engineered
biologic drugs such as secukinumab represents new paradigm shift in improvement of inmune-mediated diseases outcomes. However,
new evidence is needed to determine its efficacy in psoriasis. High level of sustained skin clearance observed on secukinumab therapy
compared to standard treatment and phototherapy indicates the potential benefit of early biologic drugs treatment to achieve complete
skin clearance and improvement in quality of life, education, and daily activities. It can also become a background for changing
treatment strategies for patients with newly diagnosed moderate-to-severe plaque psoriasis.
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OBOCHOBAHMUE

B 2014 r. ctatba «nobanbHoe 6pemsi KOXHbIX 601e3HeN
B 2010: aHanu3, pacnpoCcTpaHEeHHOCTb MU WX BO3AencTBHE»
npvBneKna BHUMaHWE OOGLLECTBEHHOCTM K Mcopuasy Kak
K BaKHOMY HEMHDEKLMOHHOMY 3ab0/1EBaHMUIO, 3aCNyKUBalo-
wemy ocoboro BHMMaHus cneumanuctos [1].

XpoHnyecKkre BocnanuTeNbHble 3ab0ieBaHns KOXK npea-
CTaBNSAOT COOGOM CMNEeKTP WMMMYHOOMNOCPeAOoBaHHbIX BOC-
nanuTeNbHblX 3a60feBaHUM C OTYETIMBLIMU KIUHUYECKU-
MW M NaTOrMCTONOTMYECKUMKU XapaKTepucTukamu [2]. OHu
paccMaTpuBaloTCs KaK CNOXHble FeHETUYECKME HapyLleHus
C B3aMMOJENCTBUAMMU MEXKAY FrEHAMU U OKPYKatoLen cpeaon.
XOoTs natomexaHuM3Mmbl, fexaliMe B OCHOBE TaKMX HO30/10-
TMW, KaK KpacHbIM MNOCKWUW NIMILaKn, HYMMYyNSapHas 3aKk3ema,
FHOMHbIN TMAPALEHWUT UK rpaHynemMaTo3Hble 3aboneBaHus,
He M3y4yeHbl MW M3Yy4YeHbl Wb YacTuyHo [3-6]. Mporpecc
B MOHMUMaHWUU TEHETUKU U MMMYHOMNATONOMMMK BYNbrapHOro
ncopuasa Gbln 3HAYUTENBHBLIM U NPUBEN K PsSay HOBbIX Tepa-
neBTUYECKMUX padpaboToK [7]. MNcopuas npeacrtaBnser cobomn
OAHO M3 Haubonee PacnpoCTPaHEHHbIX XPOHUYECKMX BOCNa-
NUTENbHbIX 3a60NEBaHUM KOXKW M OKa3blBaeT CyLLECTBEHHOE
B/IMSIHWE Ha KaYeCTBO XM3HW, co3aBas 3HaYUTENbHOE COLM-
anbHO-3KOHOMMUYeECKoe 6pems [8].

[leTn ¢ ncopras3oM 4acTo CTaNKMBAlOTCH CO CTUrMaTu3a-
LUMeNn, KoTopasi PE3KO CHUXKaEeT KayecTBO MX XW3HW, Bbl3biBast
couManbHyl0 U30ASLMIO U TPYAHOCTU B 06Y4YEHUWU. ITO MOMKET
NOBMUATb He TONMbKO Ha Nepuoa AEeTCTBa, HO M Ha MX Aalb-
HEWLLYIO ¥XM3Hb, B TOM 4MCiie Ha BblGop npodeccmn 1 co3aa-
Hue cembu [9]. CoobllaeTcs, YTO cpeau AeTen ¢ ncopuasom
B Bo3pacTe OT 5 A0 16 neT KayecTBO XWM3HMU, CBSI3aHHOE CO
3[10poBbeM, cHMaeTcs Ha 30,5% [10]. UHTepecHO, 4To yxya-
LUEHWE KayecTBa XMU3HW Yy AETEN C NCOpMa3om, No-BUAMMOMY,
6osblle, Yem ¢ aTonuyecknum aepmatutom (AT[), anoneumen
1 akHe [10]. MNcrxonornyeckoe BO3AENCTBUE HENPEACKA3yeEMO-
CTW TEYEHUSA KOXKHbIX 3a60seBaHUi NPUBOANT K NOAABIEHHO-
CTW ¥ OTCYTCTBMIO YAOBAETBOPEHUS OT neverus [10]. Pogutenu
[leTer ¢ NCOpMa3oM YacTo TaKXe CTpafatoT OT TPEBOIM, BUHbI
M [Oenpeccuu, 4TO CHUXKAeT KayeCTBO WX XWU3HU U BIMSET
Ha cemMelHble B3auMooTHoweHus [11]. PaHHAS AnarHocTUKa
n abdEKTMBHOE NEeYeHne, Nno-BMAMMOMY, UMEIOT pellatolliee
3HaYeHWe y neauaTpuyeckuMx NauMeHToB C McopuasoMm, Ans
TOrO YTOObI M36EXaTb BYAYLLMX OCNIOXHEHUIN U CTUTMATU3aLMUN.

KaK 1 601bLIMHCTBO XPOHUYECKMX BOCNANUTENbHbIX 3a60-
NIeBaHUM KOXM, NCOPUa3 AEMOHCTPUPYET HEKOTOPYIO CTEMEHb
M3MEHYMBOCTU PeHOTUNa WU TAKECTU, BapbUpys OT OYeHb
Nerkmx GopMm ¢ eAMHUYHBbIMK BRSWKaMK JO TSXKENbIX pacnpo-
CcTpaHeHHbIX dopMm [2]. [lopaxKeHne HOrTen BCTpeYaeTcs YacTo
W, NO-BMAMMOMY, CBSiI3aHO C 6osiee NO3AHEN 3HTe3onaTuewn
n ncopuatnyeckum aptputom (McA) [12]. Xopolwo U3BeCTHO,
4yTO, MOMMMO MOPAXKEHUS CYCTaBOB, CEPAEYHO-COCYAMCTblE
3aboneBaHusa BASIOTCA OAHWMU U3 Hanbonee XOpPowo M3y-
YeHHbIX COMYTCTBYOLWMX 3a60NeBaHN B KOHTEKCTE TaK Ha3bl-
BaeMOro «ncopuatmyeckoro Mmapuwar [13], KoTopbli oTInYaeT-
CSl OT «aTOMMYECKOro MapLua», MOCKOMbKY MMMYHOOMMYECKME
peakuMnm UMeloT MPOTUBOMOMOXKHYIO MPUPOoAY, 06YCNOBMEH-
Hylo peakuuen Th2, a He Thl7.

Bnarogaps nydwemy NOHUMaHWUIO NaTOIOMMYECKMX Mexa-
HW3MOB, NeXallMX B OCHOBE Ncoprasa, B HacToslee Bpems
pacTeT BO3MOXHOCTb UCCNe0BaHMsA CTpaTerMm Bo3aencTBus,
HanpaBNEHHbIX HA €ro eCTECTBEHHOE TEYEHME U COMYTCTBYIO-
Wne 3aboneBaHus [14].

B TeyeHue OnuTENbHOrO BPEMEHW WCCNeaoBaHWs BOC-
naneHuns 6blM CoCPesoToHEeHbl Ha MOHUMaHUM MEXaHM3MOB,
NPUBOAALWMX K BOCMANWUTENbHbIM pPeakuMsM B PasnnyHbIX
TMNax TKaHen. [JOCTUrHyTbliM nporpecc Obil1 npeobpa3oBaH
B pa3paboTKy MHOrOYMUCNEHHbIX, B OCHOBHOM G€30MacHbIX
n adPEKTUBHbLIX, NpenapaToB Ans 60pbObl CO MHOTMMK BOC-
nanuTenbHbIMU COCTOSIHUSIMK, Bonee UM MeHee cneuuduy-

HbIMW Ana 3ab6oneBaHua. OgHaKO MeXaHU3Mbl, 06bACHAOWME
XPOHWYECKUN acCneKT BOCManUTe/bHbIX MPOLLECCOB, TaKWX
KaK Te, KOTopble y4aCTBYIOT Npu Ncopuase, MeHee NMOHSATHbI.
B cBA3M € 9TMM KOHLEMUMS «TKAHEBOW NaMaTU» NpeacTaBnseT
OO0NbLLUON MHTEPEC, U MEXAHU3MbI, NieXalllue B OCHOBE 3TOM
KOHLLEMNLMK, MOTYT NPeLoXUTb BO3MOXHOCTU AJI1 MHHOBA-
LIMOHHbIX TepaneBTUYECKUX BapWaHTOB. TKaHeBasf NnamsTb
OTHOCMUTCH K AONrOCPOYHBbIM 3ddEKTaM XPOHMYECKOrO BOC-
nannMTenbHOro BO34ENCTBUSA Ha KIETKU U TKaHW, Jaxe nocne
yCTpPaHeHWs MepBOHa4YasbHOro BOCMANUTENbHONO CTUMYyNa.
KoHuenuusa nogpasymMeBaeT, YTO BOCMaseHWe MOXET OCTaB-
NIATb «MaMaTb» B KIETKax U TKaHAX, MPUBOAS K NOCTOAHHbLIM
M3MEHEHUsIM, HarnpuMmep, B 3KCMPEecCUU reHOB BCNeLCTBUE
ANUTEHETUYECKON PEryNALMU U/UIIU KNETOYHOIO NOBELEHMS,
TAKOro KaK reHepauus pe3naeHTHbIX T-KIEeTOK namsTi B TKa-
Hax (tissue-resident memory T cells; TRM) [15].

MHOro4YncneHHble UccneaoBaHKs nokasanu, YTo MOJIEKY-
NIApPHbIE «OTMeYaTKW» rncopuasa He MOSHOCTLIO pa3peluatoTcs
B K/JIMHMYECKM YMUCTOM KOXKEe Aaxe nocne camoro adpodek-
TUBHOrO fle4eHusl, AOCTYNHOro B HacTosiliee Bpems, BKIIO-
Yyas BBe[eHMEe MHIMMOUTOPOB WMHTepnerkuHa (IL) 17 un IL-23.
PaspelunBlunecs noparkeHns UMeT MOSIEKYNAPHbIN «pybeLy,
COCTOSILLMM U3 MHOMXECTBa FeHHbIX MPOAYKTOB, KOTOpble He
MOMHOCTbIO HOPMANU3YIOTCS NOCNE NeYeHnst. ITU TPAHCKPUNTbI
MOXHO CrpynnupoBaTb B reHbl, CBA3aHHblIE C BOCMalEeHUEM,
Takue Kak IL-17 , IL-22 n gpyrue, 1 reHbl, CBSI3aHHbIEe CO CTPYK-
TypOK Koxku [16]. bonee Toro, natoreHHole TRM, no-suanmomy,
COXPaHSIOTCA B MeCTax KIMHUYECKM paspellmBLUMXCS MCO-
puaTUYeCcKMX nopaxkeHun. Jaxe nocne AnuTenbHOM Tepanuu
3TU KNETKU He TepstoT CBOeW CMoCOGHOCTM MpoayLupoBaThb
IL-17A [17], KOTOpbI# MOET CUrHanIM3upoBaTb KepaTUHO-
uMTam v CTumynuMpoBatb Mx nponaudepaumio [18]. XoTa posib
BPOMAEHHbIX KNETOK He Oblia Moapo6GHO M3y4eHa, KIEeTKu
JlaHrepraHca, n301MpoBaHHbIE U3 pa3peLlvBLIMXCSA NCOpUaTK-
YeCKMX NMopaxeHnn, MoryT npoayumpoBaTts IL-23 nocne ctumy-
NAUNUK, YTO JenaeT ux elle OAHUM NoTeHLManbHbIM GaKTopom
B rnepesanycke aktmBauuun «cngimx» TRM [19] 1 BOBMOXKHOM
NOBTOPHOM MOSIB/IEHWM MCOPUATUYECKUX BbiCbiNnaHui [20].

B cBfI3n CO CNOXHOCTbIO TEYEHWsI ncopuasda M npeano-
naraemMblM HEO6X0AMMbIM MHOFOMEPHbLIM MOAXOAOM Hay4HOe
Cco00LLeCTBO Havyano pellatb BONpoc onpeaeneHusa moamdu-
Kauwmu 3aboneBaHusa npu ncopuasze [21].

[lBa OCHOBHbIX acrneKTa JO/MKHbl 6blTb YETKO pa3aefieHbl
ans onpeaeneHns moanduraumm 3aboneBaHus nNpu Bocnanu-
Te/IbHbIX 3a00/IeBaHUSAX KOXM:
® BO3OENCTBME Ha caMoO 3abofieBaHWe, TO eCTb XPOHMYe-

CKO€ BOCMasieHNE B KOXKE;
® BO3[EUCTBME Ha COMyTCTBYOWME 3aboneBaHus, TO ecTb

«ICOPUaTUHECKUI MapLL» COOTBETCTBEHHO.

YunTbiBasg MNepBbiM acneKT, onpeaeneHMe MOXKET ObiTb
noxoxe Ha TO, 4TOo npegnaraetcs Ana annepreH-cneuu-
dunYecKon nMmyHoTepanuun [22] U NpUMEHUMO K to6omy
BMAY XPOHUYECKOro BOCMANMUTENbHOro 3a60NeBaHUA KOXM:
«J1lo60e BMelwaTenbCTBO, KOTOPOE YCTOMYMBO BJIUSET Ha
naToreHeTM4ecKne MexaHu3Mbl U ecTeCTBEHHOe TeyeHue
3a60neBaHNns, NPUBOASLLEE K YCTOMYMBOW PEMUCCUKN MOChe
npeKpaleHns neveHuns» [23].

JlekapCcTBEHHbIe CpeAcTBa, COOTBETCTBYIOLME STUM KPU-
TepMaM, MOryT 6biTb KBaNMOULMPOBAHbI Kak npenapartbl Ans
Jle4eHus ncopurasa, U3MeHsLWne TeyeHne 3abosieBaHus.

MEXAHU3MbI U MULLEHH

NMPHU BYJIbrAPHOM NCOPUA3E

Mono6Ho AT/], reHeTU4ecKne acneKTbl Ncopuasa CrOoXHbI,
W Ha AaHHbIM MOMEHT BbISIBNEH PAf NOKYCOB U MOAUMOPOHbIX
reHoB, MpPU 3TOM pPOSib IMNUFEHETUYECKON PEerynsiumm Tofb-
KO HayuMHaeT may4vatbes [24]. NloMMUMO CBSA3M C JIOKycamu
HLA-Cw6 [25], aHan13bl accouumalmi no Bcemy reHoMy noka-



3a/ln HEKOTOpPbIE CBA3M C K/IOYEBLIMW MOSIEKYIAaMU B UMMY-
HOMOrMYECKOM NyTW Mcopuasa, TaKMMK KaK peuenTtop Ans
IL-23 [26]. OgHako naTodu3uoNiorMsa rncopuasa cyuTaeTcs
6onee «0gHOPOAHOM», Yem npu AT, ¥ ee MOXHO cxemaTu-
YeCKu onucaTb KaK KacKagHbli nyTb [27], nocnefoBaTenbHO
BoBfieKaowm daKktop Hekposa onyxonu anbda (TNF-«),
IL-23, IL-17A n IL-17F.

Takum o6pazom, IL-23 un IL-17 6blIv NPU3HaHbI LIEH-
TpanbHOW OCbO NaTtoreHesa ncopvasa, a Takxe [1cA u aHTe-
3uta [28]. OHM npeacTaBnsAoT cobon Hanbonee BaXKHble
MULUEHW AN HeaaBHO pas3paboTaHHbIX METOAOB CUCTEMHOM
Tepanuu [29] (CM. PUCYHOK), Ha KOTOpble YCMELIHO pearvpyeT
60/bLUON NPOLEHT NALMUEHTOB.

YTO KacaeTca COMyTCTBYKOLWMX MCOpUaTUHECKUX 3abo-
nesaHun, IL-17F, no-BuaMmomy, npeactaBnsieT ocobbiv
MHTEPEC, MOCKOMbKY 3TOT LIUTOKWMH TaKXe 3KCnpeccupyeTcs
B CuUHOBManbHoM TKaHu [30]. OgHako B TKaHAx CD103/
CD49a+/CD8 IL-17A-npoayunpytoume TRM urpatoT BarkHyto
pPO/b B XPOHU3ALMK MNOParKEHUIN, MOCKOSIbKY MX MOXHO O6Ha-
PYXWUTb B KIIMHUYECKM pa3pelumBlInXCs 6nswKax [31] gaxe
nocne ycnewHow tepanuun nHrnéutopom TNF-a aTaHepuen-
ToMm [16]. OcTaTo4Hble NposABNEHUs 3aboneBaHUs XapaKTte-
pU3ytoTCH NPOBOCNANUTENbHBIMU LUTOKMHAMK, TaKMMKU KaK
IL-17 wn IL-22. 3T1 KNeTKK, KoTopble NpUBEKAlOTCS Meava-
Topamu, Takumn Kak CCL20, BbipabaTtbiBaeMblii IOKaNbHO
BOCMaNUTENbHbLIMU KIETKaM#, ABASIOLMMUCS YacTblo NOPOY-
HOro Kpyra, B KOTOPOM IL-23, BEpOSTHO, UrpaeT LeHTpasbHYO
ponb [32]. bnokaga CD49a npefoTBpallaeT pa3BUTUE NCOPHU-
asa B XXMBOTHbIX Mogensx [33]. 3T0T MexaHn3M Cnoco6CTBY-
€T XPOHMYECKUM MOPAXKEHUSAM U WX «BO3POXKAEHMIO» Mocne
Tepanuun. K coxaneHuto, XoTs U MMeloTC HEKOTOpble AOKa-
3aTebCTBa POM 3MUrEHETUHECKON pErynsiumMm npu ncopua-
3e [34], oTcyTCcTBYET NOHMMaHME BO3MOXHbIX HEAOCTATOUHbIX
€CTECTBEHHbIX MeXaHW3MOB, MPOTUBOAEWCTBYIOLLMX BOCMa-
NIUTENBbHOM peaKLmm Npu aTOM 3ab60oneBaHMU, KOTOPbIE MOMK
6bl 6bITb MCMOSIb30BaHbl AN GyaAyLIMX CTpaTernn, Hanpas-
JIEHHbIX Ha MoAMdUKaLMio 3aboneBaHns. TakuMm 06pa3om,
TEKYyLLME YCUNUS OOMKHbI GbiTb COCPEAOTOYEHBI IMGO Ha BOC-
XOASALWMX BOCNANUTENbHBIX LIUTOKMHAX, TaKMX KaK rMNaBHbIM
perynatop IL-23, nn6o Ha 6onee HUCXOAALWMX — Ha YPOBHE
IL-17A » IL-17F v nopo4HOM Kpyre, Brnovatowem TRM 1 mx
MOSIEKYNbl aAre3unu.

AOKA3ATE/IbCTBA MOAU®UKALUU 3ABOJIEBAHUA

C NoMoLiblO

CYLIECTBYIOLUMUX METOAOB JIEYEHUA

C cepeaunHbl 2000-X rT. 66110 pa3paboTaHoO YETbIpe MNOKO-
NIeHnss GUONOTrMYECKUX MpenapaToB AN CUCTEMHON Tepanuu
ncopuasa B 3aBMCMMOCTM OT TOYKM Bo3aencTBus [35]:
® epBOe MOKONEHME MPEACTaBAAT GUONOrMYyecKkne npe-

napartbl, 6nokupyoume TNF-a (MHPIMKeUmab, aganmmy-

Mab, aTaHepLenT U LepTonnsymab);

e BTOpPOEe [OKONEeHWe TMpeacTaBieHo O6UONOrMYECKUM
npenapatoMm aHTU-p40 (obwmum ansa IL-12 wn IL-23)
YCTEKMHYMaAb;

e TpeTbe MNOKoNeHue OMONOrMYyecKMx npenapatoB OblIO
HaueneHo Ha 6uonoruto IL-17, ero npeactaBuTeN — CEKY-
KnHymab v nKkceknaymab (06a aHTu-IL-17A), 6umeKkn3ymab
(@aHTH-IL-17A n IL-17F) n 6poganymab (aHTU-IL-17R);

® YyeTBEPTOE MOKONEHME Hanpas/ieHo Ha IL-23 u BKova-
eT B cebs rycenbKymab, pucaHkudymab, Tunapaknsymad
N MUPUKM3YMab.

HeyanBHUTENBLHO, YTO Y)Ke eCTb HEKOTOPbIE JoKa3aTe/IbCTBa
[IO/ITOCPOYHOW PEMUCCUM Y MpenapaToB YeTBEPTOro noKose-
HUS, NOyYEHHbIE N3 JaHHbIX B uccnenoBaHusax dasebl lll, koraa
KOHEYHOM TOYKOM 6blNo BpeMs A0 NoTepu OTBETa, U3Mepsie-
MOe€ MHAEKCOM TskecTu ncopuasa (PASI) [36]. MHTepecHOo, 4To
npu Tepanuun nHrnéutopamu IL-17 paHHee JOCTUXKEHWe No-
HOIO OYULLEHMS KOXM OT BbICbINaHWK, MO-BUAMMOMY, CBA3AHO
C AONTOCPOYHOM pemuccuen 6e3 Tepanuu [37].

OKHA BO3MOXHOCTEM

Ha ocHoBe p[aHHbIX, MONMYYEHHbIX M3 WCCNeA0BaHUM
dasbl lll, MOXKET 6bITb BbISBIEHO OKHO BO3MOMHOCTEN ANS
CBOEBPEMEHHOr0 BMellaTeNbCTBa, MOTEHLUMANbHO Beaylle-
ro K moavduKaummn 3aboneBaHus. Bo-nepBbiX, NauMeHTb
C NnerkMm u cpegHetskenoiM PASI MoryT oTmedvaTtb Bblpa-
KEHHYIO MONOXKMUTENbHYIO AMHAMUKY OT CMCTEMHOM Tepanuu,
NMOCKOJbKY ee BO3AENCTBME ABASETCH 3HAYUTENbHLIM B 3TOM
nonynsumu [38]. Takoe HabnogeHne npeanonaraet, 4YTo Apy-
rne GEeHOTUMNYECKME XapPaKTEPUCTUKM MOTYT GbiTb onpeaens-
IOLWLMMK NS PACCMOTPEHUS MHULMALIMM CUCTEMHON Tepanuu.
Bo-BTOpbIX, NALMUEHTbI C PAHHUM OTBETOM MOTYT ObITb Jly4-
WMMKU OTBETYMKAMU U UCMbITbIBATb YCTOMYUBYIO 3DDEKTUB-
HoCTb [39]. B-TpeTbux, nNo3gHee Havyano CUCTEMHOM Tepa-

PUCyHOK. BO3MOXHOCTH TepaneBTUHECKOro BO3AENCTBUSA Npu ByNIbrapHOM ncopuaae (agantuposaHo u3 Bieber T., 2023) [23]
Figure. Therapeutic options in psoriasis vulgaris (adapted from Bieber T., 2023) [23]
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C Th17-KneTku

B03MOXXHOCTH TepaneBTU4E€CKOro BO31eCTBUSA

MpumevaHue. NcA — ncopuatnyeckuit aptpuT; TRM — tissue-resident memory T cells (pe3naeHTHble T-KNeTKU NamMaTh B TKaHSX).

Note. PA (McA) — psoriatic arthritis; TRM — tissue-resident memory T cells.
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nMnK, NO-BUAUMOMY, MPUBOAUT K XPOHUHECKOMY BOCMNaNIEHUIO,
a paHHee BMeLLaTeNbCTBO MOXET MOMOYb AOCTUXKEHUIO [0/-
rocpo4Hon pemuccum [40]. Takas cTpaterns, Kak Obl10 NoKa-
3aHo, aQPEKTUBHA NPU APYrMX XPOHUYECKMX BOCMANUTENbHbIX
COCTOSIHUSIX, TAKMUX KaK peBMaToniHbln apTpuT [41], 60ne3Hb
KpoHa [42], paccesiHHbI cknepo3s [43].

TakMM 06pas3oMm, paHHee BMeLLaTeNbCTBO B COOTBETCTBUM
C AEBU30M «GUTb PaHO U CUbHO» MOXET UMETb CMbICN AN1A
CUCTEMHOM Tepanuu, HanpaBeHHOM Ha MoaMdUKaLmio 3a60-
NleBaHus Npu ncopuase.

[na TIcA, XoTS NOKa HeT YETKMX HayyHbIX [OKa3aTenbCTB
3TOro NPeanonoXKeHUs, B HacTosILLEE BPeEMS npearnonaraeTcs,
YTO MPOAOIKUTENBHOCTE MeHee 2 NIeT MOXKeT ObITb AOMYCTH-
MOV TOYKOWM oTcyeTa ANns OnpeaeneHns OKHa BO3MOXKHOCTEMN
ansg moanduKaumm 3aboneBaHus.

TEKYLUWME KIUHUYECKHUE UCCNIEfOBAHUA

B HacTosiee Bpems uccneaoarme STEPIN (NCT03020199)
C MCNONb30BaHWEM GMONOrMYECKOro npenapaTta CeKyKWHY-
Mab (MHrméutopa IL-17A) BKIOYaEeT NauMEHTOB C BNepBble
BbISIBJIEHHbIM GASLIEYHBIM NCOPUA30OM CPEAHEN U TAKENOon
CTEMNEHW TEeYEHUS C MaKCUMaNbHOM MPOAOIKMTENbHOCTLIO
12 MecC 1 NaLMEHTOB C XPOHUYECKMUM BNSiLLIEYHbIM NCOPUA30M
C NpoaoMKMUTENBHOCTLIO 5 neT n 6onee. Mocne 52 Hepn Tepa-
MMM U B 3aBUCMMOCTM OT KJIMHMYECKOro OTBETa Ha OCHOBE
oueHKn PASI naumeHTbl 6yayT Habnoaatbes o 104 Hea, vnu
208 Hepn, unv o peuunavBa (onpegensemoro kak 50% noteps
MaKkcumasnbHoro PASI Ha ncxogHoMm ypoBHe) [21].

PaHee reHHO-MHXeHepHble BUOIOrMYECKNe METObI fleye-
HMA BASILWEYHOro Ncopuasa M3yvyanucb B OCHOBHOM Y nauu-
€HTOB C A/ITENbHbIM Te4eHMEM 3aboneBaHns U NpeablayLLMM
MCMNONb30BaHWEM HECKONIbKMX CUCTEMHbIX METOAOB fieye-
Hua [44]. B ABYX OCHOBHbIX UccnegoBaHusax dasbl Il cekyku-
Hymaba y NauUMEHTOB C YMEPEHHbIM M TAXeENbIM 6AWeEYHbIM
ncopuas3om cpeaHsAs MPOAOCIKUTENbHOCTL 3ab0fieBaHUS Ha
MCXOAHOM YpOBHe cocTaBnsana ~17 net [45]. MccnepoBaHune
STEPIn saBnsercs nepsbiM, B KOTOPOM M3y4yaeTcs BAWSHUE
paHHero nevyeHnss GUONOrMYECKUM MpenapaTtom Ha yCTON4u-
BOE OYMLIEHUE KOXM Y MaLMEHTOB C BMNEPBbIE BbIABNEHHBLIM
ncopuasom (< 12 Mec ¢ MOMeHTa NOCTaHOBKM AMarHo3a) [46].

[epBHUYHbIE 1 BTOPUYHbIE KOHEYHbIE TOYKWU MCCNEL0BAHUS
OblIN AOCTUTHYTLI: 601ee BbICOKas CTEMEHb OYULLEHWS KOMKMK
Oblna [OOCTUrHYTa MpPW MUCMNONb30BaHUU CEKYKMHyMaba no
CcpaBHeHWIo ¢ y3KononocHon UVB 311 HM, 4To 6bIfo namepe-
HO ¢ nomolwbto otBeToB PASI 90 1 IGA O/1 Ha 52-# Hep [46].

Pesynbtathl NpeablayWwmnx KIMHUYECKUX UCTbITAHUI U Hab-
NIOAEHNS B peasibHbIX YCIOBUSX MOKa3bIBAIOT, YTO A0S C OTBE-
Tom PASI 90 Ha 52- Hen nNpu NEeYeHUW CeKyKMHymabom
y NauMeHTOB, He MonyYaBlMX GMONOrMYyecKMe npenaparsl,
C TeyeHuem rcopuasa 6onee 1 rofa cocTaBNsieT OKOMNO
70-80% [47, 48]. B atom uccnegosaHumn 6onee 90% nauneH-
ToB pocturniu oteeta PASI 90 Ha 52-1 Hef B rpynne CEKYKUHY-
mMaba. [MoCKOMbKy y NauMeHTOB, BK/IIOYEHHbIX B UCCiel0BaHNE
STEPIn, 6bin BNepBble BbISIBNEH Ncopuas (Bce OHW Oblin 61O-
NIOTMYECKM HAaUBHbBIMM), B TO BPEMS KaK Y GMONOrMYEeCcKK Hau-
BHbIX NMaLMEHTOB B MpeAblaylmx uccnefoBaHusax 6bii ycTa-
HOBJIEHHbIM MCOpMas ¢ NPOAOSIKMUTENBHOCTbIO 3a6oneBaHus
0Kono 15-17 neT ¢ MOMeHTa NOCTaHOBKM anarHo3za [47, 48],
3TO yKa3blBAET Ha TO, YTO GMONOrMYEecKoe neyeHne ncopuasa
MOMKET ObITb 6011ee 3GPEKTUBHBIM, ECIM OHO MPUMEHSAETCS Ha
PaHHUX CTaausx 3aboneBaHus.

Bbicokun un yctonumsbin otBeT PASI 90, Habnogaembln
B uccnegosanum STEPIN npu nevyeHnn cekykmHymabom, Tak-
e Obll CBA3aH CO 3HAYUTENbHbIMKM MPEeUMyLLEeCTBaMn ans
nauueHTOB C TOYKM 3PEHUS Pe3yNbTaToB, CO0OLLIaEMbIX NaLy-
eHTamu, npu atom 80% NauUMeHTOB B rpynne CekyknHymaba
He UCMbITbIBAAN WK UCMbITbIBANM HE3HAYUTENbHOE BAWSHUE
ncopvasa Ha KayecTBO XM3HW Ha 52-1 Hepd. CpegHue 6an-

fibl WKanbl OLEHKU nauueHtom 601u, 3yga W LenyleHUs
(Subject’'s Assessment of Pain, Itching and Scaling; SAPIS)
B Ipynne CekyknHymaba 6blin CHUXKeHbI 0 MeHee 1 (no wKa-
ne ot 0 go 10, raoe 6onee BbiCOKME Ganibl COOTBETCTBOBANMN
XyAWeMy COCTOSIHMIO), YTO YKa3blBaeT Ha MUHUManbHOE BK-
AHWe 60NK, 3yAa U LWeNyLeHUs, Mo COOBLLEHUAM MaLUeHTOB,
Ha 52-1 Hed. MNpPOLEHT HapyLIEeHMUS aKTMBHOCTH, HapyLlleHKUs
BO BpeMsa paboTbl WX MPOMyLLEHHOrO paboyero BpemMeHu
M3-3a ncopuasa Obll CHUXEH 10 MeHee 5% Ha 52-1 Hep
B rpynne CekykMHymaba, 4TO yKa3blBaeT Ha MWHUMaNbHOE
B/IMSIHWE McopMasa Ha CNOoCOBHOCTb paboTaTb M BbINOMHATL
noBceHEeBHble JeNCTBUS.

Bonee BbipakeHHOe CHWXKeHWe YPOBHA [-AedeH3nHa 2,
6MoMapKepa OYMILEHWUS KOXW OT Mncopuasa, Habnwoganocb
npv NPUMEHEHUMN CEKYKMHYMaba Mo CPpaBHEHMIO C Y3KOMOOC-
Hor UVB 311 HM Ha 16-1 1 52-11 Hea. MI3ameHeHue nokasaTtens
PASI npy npuMeHeHUU ceKkykuHymaba, HO He Y3KOMOJ0CHOM
UVB 311 HM 3HauyuTeNbHO KOPPENMpoBano C M3MEHEHWEM
YPOBHA (B-AedeH3nHa 2. 3TU AaHHble MOATBEPHKAAIOT KINHW-
YyeCKue BblBOAbI, AeMOHCTpUpYtoWwue 60nee BbICOKYIO addheK-
TUBHOCTb CEKYKMHYMaba Nno cpaBHEHMIO ¢ y3KkononocHon UVB
311 HM Yy NauUMEHTOB C BMNEpPBbIE BbISIBAEHHbIM MCOPUA30M
B TeyeHune 52 Hepa.

[aHHble No 6e30nacHOCTU B 3TOM UCCIefoBaHWM COOTBET-
CTBOBaNMN Npoduo 6e30nacHOCTU CEKyKMHYMaba y B3POCbIX
nauMeHToB ¢ ncopunasom, NcA 1 akcnanbHbIM CMOHAMN0APT-
puToM [49] 1 ycTaHOBNEHHOMY MpPOodUI0 6e30MnacHOCTU 4Jis
y3kononocHov UVB 311 Hm [50]. He 6bi10 BbIABNEHO HUKAKKX
HOBbIX WM HEOXMAAHHBIX CUrHANOB 6e3onacHocTU. YacTtoTta
MHOEKLMIA M MHBA3WI Oblila aHanorMyHa Ton, Kotopas Habnio-
Janacb B UCMbITaHUAX C YHaCTUEM MaLMEHTOB C XPOHUYECKUM
6nslWeYHbIM NCOPUA30M cpedHen u Taxenon ctenenu [50].

CKOpOCTb MPOrpeccMpoBaHns TSAXECTU Mncopuasa Cufib-
HO BapbMpyeT, MHOTMe MaLMEeHTbl UBYT C Jlerkon dopmon
3a60/1eBaHUs B TeYEHME HECKONbKMUX NET, NPEXKAE YEM Y HUX
pas30BbETCS CPedHas unu Tsaenas creneHb [51]. BaHow
0COBGEHHOCTbLIO 3TOro UccnefoBaHUs Obio TO, HTO Y BCEX BKIIIO-
YEHHbIX NauMEHTOB 6blT YMEPEHHbIW N TAXKENbIN BSLLEYHbIN
ricopvas v B cpeHeM 6 MeC C MOMEHTa NoCTaHOBKM iMarHo3a.
[oTeHuManbHble TPUITEPbl AN KIMHUYECKMEe GaKTopbl pUCKa
paHHero M GbICTPOro NMPOrpeccupoBaHns A0 YMEPEHHOW WK
TAXENOW cTerneHn 3aboneBaHus B MONYNALUKU MNaLUEHTOB,
BK/IIOYEHHbIX B 3TO UCCieOBaHWe, He MO ObITb BbISIB/IEHBI.

Oco6eHHOCTU An3arHa UccnegoBaHUs U XxapaKTepa nede-
HUSI, CONPSXKEHHOr0 C OTCYTCTBMEM OC/EN/IEHNS, aBTOPbI CYU-
TaloT OrpaHUYeHnem wuccnefoBaHus. [pyruM BO3MOMXHbIM
orpaHuyeHrem sBnsieTcs 6osee BbiCOKas A0AS MalMeHTOB
B rpynne y3kononocHor UVB 311 HM C¢ UCXOAHbIM 6aniiom
IGA 4 no cpaBHEHMIO C FPYMNMNoV CEeKYKMHyMaba. 3To yKa3blBaeT
Ha TOo, 4TO Y NauMeHToB B rpynne yakonosocHon UVB 311 HM
Mor 6bITb 60NIEE TAXKENbIN NCOPUA3, XOTS UCXOAHbIN 6ann PASI
N nHAaeKc BSA 6binun cXoXnMMu B 06enx rpynnax.

B atom uccnegoBaHun yakononocHas UVB 311 HM 6bina
Bbl6paHa B Ka4yeCTBe Tepanuu CpaBHEHUS AN CEKYKMHYMaba,
NMOCKOJIbKY OH MpeacTaBnseT cobon cTaHOapT Ne4YeHns nauu-
€HTOB C BMepBble BbIABAEHHbIM 6SWEYHbIM NCOPUa3omM BO
MHOTMX pernoHax. OgHaKO CEKyKMHyMab ABASETCS HEMpepbIB-
HbIM CUCTEMHbIM Ne4YeHUEM, B TO BPEMS KaK y3KOMONOCHas
UVB 311 HM npuMeHsanucb Kypcamu fo 12 Hea. Euie ogHuUM
orpaHuMyeHrem 1ccnefoBaHus ABASETCH TO, YTO HE BCe nauu-
€eHTbl B rpynne y3kononocHon UVB 311 HM Mornv nony4vatb
aKTUMBHOE NleYeHne B Te4eHWe uccnelyemoro nepuoaa.

PaHHee BMelwaTenbCTBO C MCMNONb30BaHMeM Guonoruye-
CKMX npenapaTtoB npeactaBaseT cob0M HOBbIM cABUI napa-
OWTMbl ANS yNydlWeHUs pes3ynbTaToB Mnpu MMMyHooMnocpe-
[0BaHHbIX 3aboneBaHusax, U HeobXo4MMbl [OKa3aTesbCTBa
Ons onpefeneHnsa ero noab3bl Npu ncopuase [46]. Boicokui
YPOBEHb YCTOMYMBOI O OYULLEHMS KOXKM, Habl0AaeMbli B 3TOM



ncenefoBaHnm ¢ CEKYKMHYMaboM No CpaBHEHUIO CO CTaHapT-
HbIM NevyeHneM yakononocHon UVB 311 HM, CBUAETENLCTBYET
0 NOTEHLMaNbHON MNOMb3€e PAHHErO TIeYEHNST BUONOTMYECKUMM
npenapartamv s OOCTMKEHWS MOSHOMO OYULLEHWUS KOXM
N HOpPMann3alun KavyecTBa WU3HW, TPYAOBOW AEATEIbHOCTU
W NOBCEAHEBHOW aKTUBHOCTM, @ TaKXe MOXET CNyKUTb 060-
CHOBaHWEM 151 UBMEHEHUS CTpaTernu NevYeHus nauueHToB
[ETCKOro Bo3pacTa C BNepBble BbISBIEHHbIM YMEPEHHO TSXKe-
NbIM 6/15LLIEYHBIM NCOPUA30M.
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0O6ocHoBaHue. O4aroBasi CKIepoAepPMUsa — peaKoe npuobpeTeHHoe 3aboseBaHUe, XapaKTepm3ytoLleecs BOCNaleHNEM,
CK/1EPO30M, aTPOPUEN KOXKM M MOANEKaLMX TKaHen 6e3 BOBEYEHUS B NaTOI0MMYECKUI NPOLIECC BHYTPEHHMX OpraHoB.
OaHaKo npu orpaHn4eHHON CKaepoAepmMnn KpaHunogauunaabHon nokanansdauymn (OCKJ1) BO3MOMHbI HEBPOIOrM4yecKue,
0 TaIbMOIOrMYECKUE U YETIOCTHO-INLIEBLIE UBMEHEHMS. HECMOTPS Ha BbICOKYIO BCTPEYAEMOCTb, BHEKOKHbIE M3MEHEHUS
1Py OrpaHUYEHHOM CKIePOAepMUM OCTarTCs Masion3y4eHHbiMK. Ljenb nccnegoBaHnss — oxapaKTepu3oBaTb aHOMaaun
r0/10BHOr0 MO3ra, BbISIBJEHHbIE NPU HEHPOBU3Yan3aLumm, 1 NpoaHaan3upoBaTh MX 4acToTy y NaLMeHTOB JETCKOro Bo3pac-
Ta, CTpajalolmx 04aroBOH CKAEPOAEPMUEN, a TaKKe onncaTb COMyTCTBYIOLMNE HEBPOIOMMYECKUE M 0PTalbMOTOrM4eCcKMe
HapylweHus. Metoabl. B onncatesibHOE PETPOCNEKTUBHOE OHOMOMEHTHOE UCC/ieoBaHUe 6blin BKIOYEHbl 33 nauyueHTa
[IETCKOro Bo3pacTta, HaxoAUBLUMECS] Ha CTAaLMOHaPHOM JIEYEHUU B OTAEIEHUM AepmMaToaorum v anneproaormm ®rAY «HMHUL
370poBbs1 geTen» MuH3apaBa Poccun ¢ AMarHO30M «o4aroBasi ckaepogepmusi» B nepmog ¢ 2016 no 2024 r. Becem naum-
eHTaM B Xoje rocrnuraansaunu npoBoANSICS OCMOTP HEBPOJIOroM M 0QTasibMOOroM, a TaKXKe BbINOJIHS/1acb MarHUTHO-
pe3oHaHcHasi Tomorpagus (MPT). B pamKax aHanm3a JaHHbIX OCYLECTB/IS/INCh OLIEHKa YacTOT Ha/lnynsi HEBPOIOrMYECKUX,
0(pTaNIbMOIOrMYECKMX U PEHTIEHOIOMMYECKMX MPU3HAKOB y UCCAEAYEMbIX MaLMEHTOB U aHan3 nx BO3MOXXHON B3auMOCBSI-
3n. Pe3ynbTatbl. B pamkax uccnegoBaHus 6bian ndydeHbl 33 naumeHTa geTckoro Bo3pacta oT 3 4o 17 net. KoanyectBo
MaJIbYMKOB M EBOYEK 3Ha4YMMO He otim4vanoch (p = 0,46). U3meHeHns npu HenpoBuyannsaumm no gaHHeiM MPT 6biimn
3apukenpoBaHbl y 17 3 33 naumneHtoB (51,5%). Npn aHannze MP-tomorpamm y 12 naymneHToB (36,4%) 6bi/iv 06Hapy»KeHbI
n30/iMpoBaHHble HapylueHns; y 5 (15,1%) — MHOKeCcTBeHHbIe (4Ba U 60/iee Bua M3MEeHeHUH). HeBpoiornieckue Hapylue-
Hus oTMeYannck y 8 n3 33 naumeHToB (24%). OpTanbmonornyeckme HapyweHuss — y 10 ua 33 (30,3%). B nccnegoBaHmmn
BbIsIB/IEHa B3aUMOCBSI3b, CBUAETENILCTBYIOLAS O TOM, YTO Haamume anunencumn npu OCKJT accoymmpoBaHo ¢ N3MEHEHUSIMHN
B CTPYKTyp€e roJIoBHOro mMo3ra ro gaHHbiMm MPT (B Buge runepuHTEHCMBHOIO curHana rnpu T2-B3BELEHHOM M306paKeHnn
(BH) n FLAIR) (p = 0,022). Takxe U3MeHeHns B BUAE TMMOMHTEHCMBHOIo curHana npu T2-BU coyeTatoTes y naumeHToB
C ro/ioBHow 60/bt0 HanpsixeHus (p = 0,03). B3aumocBa3n MexXgy oQTa/ibMOAOrMYECKUMM UBMEHEHUAMMU U N3MEHEHUSIMH,
BbISIBIEHHbIMM PW HENPOBU3YaIn3aLMu, OGHapyIKEHO He 6bi10. 3aK/IoYeHHne. Y 3Ha4UTeIbHOro Y1caa naLmueHToB eTCKO-
ro Bo3pacra, ctpagatowmx OCKJI, HabaogaeTcs 06LLIMPHBIM CIIEKTP 0pTalbMOIOMTMYECKNX M HEBPOJIOMMYECKUX MPOSIBAEHNH,
BKJIt04asi aHoOMaJlnun, BbiSIB/IIEMbIE MPU HeNpoBu3yannsaumu. lNpeLmn3noHHoe u CBOEBPEMEHHOE BbISIBIEHWE 3TUX CUMITO-
MOB UMEET KDUTUYECKOE 3HAYEHUE /17151 ONPEeAEeIeHMs CTpaTernu TepaneBTMYECKOro BMeLlaTe/ibCTBa.

KnroueBbie cnoBa: o4yaroBas CKIePOAEpPMUS, IMHENHAsH CKIEePOAEPMMS, BHEKOXKHbIE U3MEHEHUS, MarHUTHO-PE30HaHCHas
TOMOrpagus, HenpoBu3yanan3aLms

Ana ymtnpoBanuns: MypawkuH H.H., MatepukmH A.MN., EnnweB PB., JleoHoBa M.A., OnpstnH J1.A., ®enopos [.B.,
MBaHoB PA., CaBenosa A.A,, lNaBnoBa E.C., Youmuesa A.HO. BHEKOXHblE UBMEHEHMS Y NALMEHTOB, CTPaAatoWMX 04aroBowm
CKepoepMuen KpaHmodaLnanbHON OKanmM3alumm: peTpoCcneKTMBHOE OAHOMOMEHTHOE 1cceaoBaHue. Bonpockl coBpe-
MeHHon negmatpmmn. 2024;23(5):301-308. doi: https://doi.org/10.15690/vsp.v23i5.2809
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OBOCHOBAHME

OrpaHuyeHHas CKIepoaepmua — peakoe npuobpeTeH-
Hoe 3aboneBaHWe, XapaKTepu3ylolleecs BOCNaneHuewm,
CKJIEPO30M, aTPODMEN KOXKM U NoASIEHKALLMX TKaHeN. B otnun-
4yne OT CUCTEMHOMN CKNepPOAEPMUN, NPU OrpaHUYeHHOM dop-
Me BOBJIEYEHUE BHYTPEHHUX OpPraHOB B MNaTONOMMYECKUM
npouecc otcyrcteyeT [1]. B 6onbWKWHCTBE cnyyYaeB orpa-
HUYEHHaa CKNepoaepmMusa cyuTaeTcss A0O6POKa4YeCTBEHHOW.
OfHaKo npu KpaHuvodaunanbHOM NOKanM3auMm BO3MOMHbI
6onee cepbesHble ry6oKMe NOBPEXAEHNUS C BOBIEYEHNEM
KOCTEN 0CEBOr0 CKeneta v rojloBHOro Mosra [2].

JlnHenHas cKknepogepmua no Tuny «yaapa cabnen»
(“en coup de sabre”) n cuHapom MNappun — Pombepra ABNatoT-
csl Hanbonee 4acTbIMKM BapnaHTaMu OrpaHUYEeHHON CKIepo-
aepMun KpaHmodaumanbHom nokanusaunn (OCKJT), ogHako
onsdweyHass U aKcTpareHuTanbHas GOpMbl CKIepoaTpodu-
YECKOro IXeHa TaKXe MOryT 6biTb nposisneHnsamu OCKJI
B AaHHOW obnacTw [3].

Hanbonee pacnpocTpaHeHHbIM BWAOM OrpaHWYeHHOMU
CKIepoaepMmUn y MaLMEHTOB AETCKOro Bo3pacTa sfBAseTcs
JINHEWHasa CKAepoaepMus No TUny «yaapa cabnen». JaHHoMy
BMAY MPUCYLLE MOPaXKEeHMEe KOXWM W MOANEHKAaLIMX TKaHewn
B BMAE OAMHOYHO PaCMONOXEHHOW IMHEMHON NONOCHI YMNO0T-
HEHUs C NoKanu3auunen B NOGHO-TEMEHHOW 06nacTn Wau,
pexe, Ha Hocy, NoA6oPOKe, WeKax U Lee, HanoMUHaloLWwewn
rny6oKylo paHy OT mMeya. B peakux cnydasix AaHHbIM Bapu-
aHT MOXeET OblTb NPeAcTaBNeH HECKONbKMMKU nonocamu [4].
BrnocnenctBumn noparkeHus NporpeccupytoT A0 rTMNonUrMeH-
TUPOBAHHOM UK AENUTMEHTMPOBAHHOM rMy6OKOoM aTpoduye-
CKoM 60po3abl [5].

CuHapom lMappu — Pombepra (CUH.: nporpeccupytoLlas
remuatpodus nuua) — peaxkoe 3aboneBaHue, ABASAOLLIEECH
OAHMM M3 TUMOB NOKaNN30BaHHOM CKIEPOAEPMMK, KOTOPOE
XapaKTepusyeTcs O4HOCTOPOHHEN MeANeHHO Nporpeccupy-
louen aTpodmnen NULEBLIX CTPYKTYp [6], OAHAKO B peaKunx
clyydasix MOXKET oTMedaTbCsl ABYCTOPOHHEE nopaxkeHue [7].

BaxHbiM ocTaetca TOT ¢akT, 4yto OCKJ1 moxeTt
OblTb accouMMpoBaHa C pPa3NUYHbIMKU MPOSBAEHUSMMU,
B OCHOBHOM HEBPOSOrMYECKUMU, 0DTabMONOrMYECKUMHM
M YeNoCTHO-TNUEBBLIMU [4, 6]. OPTanbMOIOrMYECKUE CUM-
nToMbl Npu cuHagpome [lMappu — Pombepra BCTpevatoTca
no 35% cnyyaeB, a HeBposornyeckne — B 15-20% [8].
HeBponornyeckne nposiBAEHUS NPU OrpPaHUYEHHOM CKie-
poAepMMUKM MOTYT BK/IKOYATb IMMUNENCUI0, MUrpeHenogo6Hble
ro/IoBHble 607K, HEBPANTUID TPOMHUYHOTO HEpPBA, KOTHMU-
TUBHbIE HapyLIEHUS U ABUraTeNbHble paccTponcTea [4, 8.
CornacHo uccnegoBaHuto, nposegeHHoMy B KnnHuke Mano
(OxekcoHBunn, ®nopuaa, CLUA), okono 20% nauueHToB
Cc nporpeccupylowen remmatpodunen lMappn — Pombepra
UMENN 3NUNEncuUd KaKk CcOonyTCcTBYWOLWMKN AuarHos [9].
ConyTcTBylOWME 0DTaNbMONOrMYECKME HapPyLWEHNS BKIO-
YyaloT B cebs KepaTuT, YBEWT, KaTapaKTy, uncunarepanb-
HbI 3HOGTaNbM, HEBPUT 3PUTENILHOIMO HEpBa, BaCKynuT
ceTyaTku 1 nNTo3 BeK [10].

Y 60/blUMHCTBA M3 ONUCAHHbIX B IMTepaType NaLMeHToB
NIOKaIM30BaHHasa CKNepoaepmus nosiBunacb Ha HECKONbKO
NeT paHblle HEBPONOIrMYECKUX HapYLLUEHWI, KOTopble Y 3Ha-
YUTENbHOM YacTU NaLMEHTOB NpeacTaBieHbl 1M60 B popme
W3MEHEHWUI, BbISBASEMbIX NPU HEMPOBU3yanmM3aLunun, nmbo
B BMe OTAE/bHbIX HEBPOIOTrMYECKMX cumnTomoB [11].
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Extracutaneous Lesions in Patients with Focal
Scleroderma of Craniofacial Localization:
a Retrospective Cross-Sectional Study

Background. Focal scleroderma is rare, acquired disease characterized by inflammation, sclerosis, skin and underlying tissues
atrophy, with no lesions to internal organs. However, craniofacial localized scleroderma (CLS) can lead to neurological, ophthalmic, and
maxillofacial changes. Extracutaneous lesions at limited scleroderma remain poorly studied despite its high prevalence. Objective.
The aim of the study is to characterize brain anomalies revealed at neuroimaging and to analyze their incidence in pediatric patients
with focal scleroderma, as well as to describe comorbid neurological and ophthalmic disorders. Methods. Descriptive retrospective
cross-sectional study included 33 pediatric patients who underwent hospital treatment at dermatology and allergology department
of National Medical Research Center of Children’s Health with diagnosis of focal scleroderma from 2016 to 2024. All patients were
examined by neurologist and ophthalmologist during hospitalization, as well as magnetic resonance imaging (MRI) was performed. The
incidence of neurological, ophthalmic, and radiological signs was evaluated in the studied patients as well as their correlations within
the data analysis. Results. 33 pediatric patients from 3 to 17 years old were studied. The number of boys and girls was not significantly
different (p=0.46). MRI neuroimaging changes were revealed in 17 of 33 patients (51.5%). 12 patients (36.4%) had isolated disorders,
5 (15.1%) — multiple (two or more types) according to MRI data. Neurological disorders were reported in 8 out of 33 patients (24%).
Ophthalmic disorders — in 10 out of 33 (30.3%). The study has revealed correlation indicating that the presence of epilepsy in CLS is
associated with changes in the brain structure according to MRI (hyperintensive signal at T2-weighted image and FLAIR) (p=0,022).
Also, such changes as hypointense signal during T2-VI are correlated with tension headache (p=0.03). No correlation between
ophthalmic changes and neuroimaging changes was revealed. Conclusion. Significant number of pediatric patients with CLS have wide
range of ophthalmic and neurological manifestations, including neuroimaging abnormalities. Precise and timely diagnosis of these
symptoms is crucial for determining treatment intervention.
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B nocnegHee pecATMneTMe YCUIMBAETCH HayYHbIN
WHTEPEC K M3YYEHUIO CKIepoaepMnn, BEAETCH aKTUBHbIN
MOWUCK accouunaumnm Mexay orpaHUYeHHOW CKIepoaepMUEN
U 0dTanbMONOTMYECKUMU HaPYLWEHUAMU U U3MEHEHUSN-
MW HEpPBHOM CUCTEMbl BBMAY WX LIMPOKOW pacnpocTpa-
HEHHOCTW, 3HA4YWUTEeNbHOro BO3AEWCTBMA Ha MNaLMEHTOB
W OrpaHUYeHHbIX BO3MOXKHOCTEN nedyeHnsd. HecmoTpsa Ha
BbICOKYIO BCTPEYAEMOCTb, BHEKOXHble WU3MEHEeHWUs Mpwu
OrpaHM4YeHHON CKIepoaepMmUKn OCTalTCcs HeaoCTaTOYHO
M3y4yeHHbIMWU. MccnegoBaHma 1 HabngeHnsa B aton obna-
CTM HEOoB6XOAWUMbI ANA YNy4leHUs NMOHMMaHUSA U BeaeHus
3TUX OCNOXKHEHWN.

B npeactaBneHHOW cTaTbe OMNUCLIBAKOTCA HEBPOJIOrU-
yeckne n odpTanbMoSIOrM4ecKkue CUMNTOMbI, @ TaKKe name-
HEeHWs NPU HEMPOBU3yanu3aLun, Habngaemble y nalmeH-
TOB [ETCKOro Bo3pacTa, cTtpagatowmx OCKJI, npoxoasiwimnx
NleyeHne B OTAENEeHUM aepMaTtonornun u annepronornn Gray
«HMWL, 3gopoBbst aeten» MuHagpaBa Poccum (r. MocKBa),
NS TOro 4To6bl MPOMNIOCTPUPOBATL BHEKOMKHbIE Mopae-
HUS, HabnaaeMble NPU AaHHOM COCTOSIHMM, @ TaKXKe MoKa-
3aTb Ba)XHOCTb MEXAUCLMUMNIMHAPHOINO B3aWMOAENCTBUS
MENXIy AepmaTonoramu, HeBpOsoramu, PEHTreHoNoramu,
odTanbMosioramu M Apyrumu cneumannuctamu 3apaBooxpa-
HEeHWsl, BOB/IEYEHHbIMW B fle4eHne AeTen ¢ orpaHuyYeHHOM
CKNepoaepmMm1en.

Llenb uccnepoBaHmna

Llenb uccneaoBaHUsl — oOxapaKTepu3oBaTb aHOMauu
rONOBHOIN0 MO3ra, BbIIBMIEHHbIE NMPU HENPOBU3yanu3aLuu,
W NpoaHanuM3npoBaTb WX YacTOTy Yy MaLMEHTOB [AETCKOro
BO3pacTa, CTpaJalolmnx 04aroBow CKIepoaepMUEN, a TaKKe
onucaTtb COMyTCTBYIOLINE HEBPONOrMYECKNE N OPTanbMONO-
rMYecKne HapyllueHus.

METOAbI

Aun3aiH uccnegoBaHus

OnucaTenbHoe pPeTpocneKTMBHOE OAHOMOMEHTHOE
nccnenoBaHue.

YcnoBusa npoBegeHUs uccnegoBaHus

B onucatenbHoe peTpocneKkTMBHOE OAHOMOMEHTHOE
nccnegoBaHue OblM BKOYEHbI MaLMEHTbl AETCKOro BO3-
pacTa, HaxoAMBLUMECS Ha CTaLMOHAPHOM Jie4eHun B oTaene-
HWUKW aepmaTtonoruu u annepronorun Gray «HMHWL, 3nopoBbs
neten» MuHsgpasa Poccun ¢ gMarHo3om «o4aroBasi CKepo-
aepmus» B nepuog ¢ 2016 no 2024 r. Bcero 6b1/10 U3y4eEHO
33 uctopum 60ne3Hn. Bcem nauneHTam B Xxode rocnutanu-
3aluMK NPOBOAMACH OCMOTP HEBPOIOrOM U 0dpTanbMOSIOrom,
a TaKXXe BbINoHANAch MarHUTHO-pe3oHaHcHas Tomorpadus
(MPT), BKAtoyvalowas akcuanbHble T2-B3BELWIEHHble W30-
6parkeHusa (BW), nocnegoBaTtenbHOCTb WMHBEPCUMU-BOCCTA-
HOBJIEHUS C MNodaBfeHueM curHana ot xuakoctn (FLAIR),
carnttanbHble T1-BU n andPpy3MOHHO-B3BELIEHHbIE W30-
6paxeHus (ABN).

Kputepuu cooTBeTcTBUSA

Kputepumn BKaoYyeHus

B nccnegoBaHue BOWAM BCe NaLMeHTbl, HAaXoAMBLIMECS
Ha CTaUMOHApPHOM JfleYeHUU B OTAENEHUU LepPMaTONornK
n annepronorum ®ray «HMUL, 3gopoBba neten» MuHaapasa
Poccuun ¢ gMarHo3om «o4yaroBasi CKIepoaepmusi» B Nepuoa
¢ 2016 no 2024 r., KoTopbiM 6bina BbinonHeHa MPT, npoBe-
[AEH OCMOTP HEBPOSIOrOM M OPTaIbMOSIOrOM.

Kputepumn HeBKOYEHUS
B nccnegoBaHue He BOLWM NaLMEHTbI, KOTOPbIE HE COOT-
BETCTBOBAN KPUTEPUAM BHIIOYEHMS.

OnucaHue KputepueB COOTBETCTBUSA

(AMarHocTnyecKue KpuTepmm)

[na BKAOYEHUS B MccnefoBaHMe MPOBOAMICHA aHanu3
UcTopun 60onesHn naumMeHToB AeTCKOro Bo3pacrta (0T 2 Ao
17 neT), KoTopble NPOXOAMNN NleYeHne B OTAeNEeHUN aepma-
Tonormn u annepronorun Pray «HMUL, 3goposbs aeten»
MuH3gpaBa Poccun ¢ agnarHo3dom OCKJ1 B nepuog ¢ sHBaps
2016 no utoHb 2024 1. B nccnegoBaHue 6bIIM BKIKOYEHbI
TONbKO T€ NaLMEHTbl, KOTOPbIM 6bITM NpoBeaeHbl MPT ronos-
HOro MO3ra, 0CMOTP HEBPOIOrOM M 0dTaIbMONOrOM.

LleneBble noKka3atenu uccnegoBaHusa

OCHOBHOM MoKa3aTeJ/lb UCCIeJOBaHUS

B nccnepoBaHuMM onucaHbl M MpoaHann3MpoBaHbl BCe
W3MEHEHUS TO/IOBHOIO MO3ra, KaK M30/IMpOBaHHble, TaK
N MHOXECTBEHHbIE (FMNEPUHTEHCMBHOCTbL 6€enoro Bele-
CTBAa, KUCTO3HblE UBMEHEHUS, COCYANCTbIE UBMEHEHUS (aHT K-
oMa), 9KTOMUSA MUHAANMH MO3XeYKa, FMMNOUHTEHCUBHbIN
curHan npu T2-BU, nctoHyeHne mo3onucTtoro Tena, pac-
LWIMPEHME XKeNyAOoYKOBOW CUCTEMBbI), MONYYEHHbIE MPU HEK-
poBuayanuzdaumun (MPT). A TakxKe y4TeHbI BCE HEBPOSIOrnye-
CKMe 1 odpTabMONOrMYECKNE USMEHEHUS, 3aTEM NMPOBeAeHa
KO/IMYECTBEHHAs OLIEHKA KaM/Aoro U3MeHeHUs (y CKOMbKMUX
nauMeHToB 6bl10 BbIABIEHO M3MEHEHWE/CUMMTOM) U OTO6-
paxkeHa nonyvyeHHas MHdopmauusa B npoueHTax. Kpome
TOro, NpoBefeH aHann3 B3aMMOCBA3U UBMEHEHNUIN NPU HEN-
pPOBM3yann3aunmn U HalMyns HEBPOIOrMYECKMX U ODTanbmMoO-
JNIOFMYECKUX UBMEHEHWI Y NALIMEHTOB.

MeToabl U3MepeHUs LesieBbiX NoKa3arejen

Bcst nHdopmauus 6biia nonyvyeHa u3 MeanLMHCKOM AOKY-
MeHTauuu. bbinm npoaHannanpoBaHbl AaHHble MPT Kaxkgoro
nauueHTa, BKIOYallMe akcuanbHble T2-BW, nocnepoBa-
TenbHocTb FLAIR, carutTanbHblie T1-BU n ABN.

CraTtuctuyeckue npoueaypbl

CraTucTtnyecKkue MeToabl

CTaTUCTMYECKUN aHanuM3 [daHHbiX MNPOBOAMACHA TMpH
nomouM nporpaMmMmHoro oéecnevyeHuns PAST, Bepcua 4.03.
HopmanbHOCTb pacnpeneneHms oueHnBanacb Npu NOMoLLm
Kputepmsa Lanupo — Yunka. B cnyyae HopmanbHOro pac-
npeaeneHns KonMyecTBEHHble MepeMeHHble MNpeacTaBs-
nucb B BUAe cpeaHero (M) n 95% noBepUTENbHOIO UHTEP-
Bana (95% [W). PasnnymMa Ka4vyeCTBEHHbIX MepPeMEHHbIX
OLLEHUBANMCh NpPU NOMOLLM KpUTEpms Xn-kBaapart MNupcoHxa,
a Npy HanMyuMM B YeTbIPexnosbHOM Tabnuue 3Ha4yeHun
MeHee 10 — npu nomolLm To4HOro Tecta duwwepa. B pam-
Kax aHanM3a JaHHbIX NPOBOAMNACk OLEHKa YaCTOT Hanmuuus
HEBPONOTMYECKUX, ODTaNbMOSIOTUYECKUX U PEHTrEeHOs0-
TMYECKUX MPU3HAKOB y UCCneayeMbIX NaLMEHTOB, a TaKxKe
OLLeHMBanacb UX B3aMMOCBA3b C UBMEHEHUAMU MPU HEW-
poBM3yanusaumu.

9THyecKan aKkcnepTusa

Opo6peHo atnyecknm Komutetom DPray «HMUL 3po-
poBbs Aaeten» MwuH3gpaBa Poccuun. lNpotokon N2 4 ot
24.05.2024.

PE3YJIbTATbI

dopmupoBaHue BbIGOPKKU UccnefoBaHUs

MprHUMN GOPMUPOBaAHKS BbIBOPKKU MCCNEA0BAHMSA MOKa-
3aH Ha puc. 1.

XapaKTepucTuKu BbiIGOPKHU (Fpynmn) uccnegoBaHus
B pamKax uccnegoBaHusa 6bliM M3ydeHbl 33 nauueHTta
[leTCKoro Bo3pacTa (Tabn. 1). BodpactHas nepuoan3aums
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Puc. 1. MNocnenoBatenbHOCTb GOPMUPOBaHUS BbIGOPKK UCCef0BaHUs
Fig. 1. Study sampling

OnpepeneHve COOTBETCTBUS KpUTEPUAM
BKJIIOYEHUS /HEBKITIOYEHWS B UCCnefoBaHne

[pK cooTBETCTBUM — BKIIOYEHUE B UCCiefoBaHue

McKnoYeHbl U3 UccnegoBaHms
B CBA3KN C COOTBETCTBMEM
KpUTepuam HeBKIOHEHNA

| AHann3 AaHHbIX, NONYYEHHbIX U3 UCTOPUI BONE3HM |

| CraTucTuyeckast 06pa6oTKa NosydeHHbIX pe3ynsTaTos |

| BbiBOAbI |

nayueHToB (no H.M. lyHao6uHy) coctaBuna: 1-3 roga —
1 yenoBek, 3—6 net — 9 yenosek, 7—11 net — 8 4yenoBex,
12-18 net —15 Yyenosek.

OCHOBHbI€e pe3ynbTaTbhl UCCNIEeJ0BaHUSA

HevipoBu3syanm3saums

M3meHeHnsa npyu HeMpPoBHU3yanu3aLumm no gaHHbim MP-To-
mMorpadum 6binnM 3adUKCUpoBaHbl y 17 u3 33 nauneHTosB,
yTo coctaBuno 51,5% (tabn. 2).

Mpu aHannze MP-ToMOrpaMm W30NMPOBAHHbLIE Hapy-
WEeHUs (TONbKO OAMH BWA OTKIOHEHWW) OblIM OBHApPYXEHbI
y 12 naumeHToB (36,4%); y 5 (15,1%) 6binu1 BbiSBNEHbI MHO-
YXEeCTBEHHble (ABa W 6onee Buaa M3mMeHeHWK). Hanbonee
4yacTo HabNJanncb U3MEHEeHUs B BMAE TMNEPUHTEHCUBHO-
cTn 6enoro Bellectea npu T2-BM n FLAIR — 11 nauuneHToB
(33,1%). Hanbonee HarnsgHble nameHenms Ha MPT B Buae
YCUNIEHHOTO CcuUrHana 6enoro BeulectBa Ha T2-BU npope-
MOHCTPUPOBaHbI Ha puc. 2—4.

Y 10 nauueHtoB (30,3%) M3MeHeHUs pacrnonarajamncb
uncunatepanbHo Mo OTHOLWEHMIO K KOXHbIM MPOSIBEHUAM
namwb y 1 (3,0%) — KoHTpanaTepanbHo.

MCTOHYEHME MO30/IMCTOro Tesla COBMECTHO C BhIlIEYKa-
3aHHbIMWU U3MEHEHUSAMKU Habntoaanochb y OAHOrO NauuneHTa
[aHHOW rpynnbl.

Ta6nuua 1. XapaKTepucTUKa nccnegyemMomn BbiI6OPKU NaumeHToB
Table 1. Study sample characteristics

MapameTtp KonunyectBo
Bcero nauveHToB 33 (100%)
10,15+ 4,19

Bospact cpeanuit (95% [IV: 8,67-11,64)

Mon:

®  ManbyuMKKu 15 (45,4%)
® [1eBOYKM 18 (54,6%)
M3meHeHns Ha MP-Tomorpammax: 17 (51,5%)
® N30/MPOBaHHbIE HapyLWeHUs 12 (36,4%)
® MHOXECTBEHHble HapyLlleHus 5(15,1%)
Yactota HEBPOMOrMYECKUX PacCTPONCTB 8 (24,2%)
YactoTta opTanbMonorMyecKmx 10 (30,3%)

nposiBAeHuUm

Ta6nuuya 2. CTpyKTypa 1 XapaKTepUCTUKa UBMEHEHUI FOIOBHOIO
Mo3ra no gaHHoiMm MP-Tomorpadum

Table 2. Structure and characteristics of brain lesions according
to MRI data

MapameTtp KonunuectBo (%)

M3meHeHunss Ha MP-Tomorpammax (Bcero) 17 (51,5)
M30n1MpoBaHHble HapyLeHns 12 (36,4)
MHOeCTBEHHbIE HapyLeHUs 5(15,1)
[MNepuHTEHCUMBHOCTb 6€/10r0 BellecTBa 11(33,1)
Tonorpadusa MBMEHEHUN:

® uncunatepanbHo 10 (30,3)

® KOHTpanaTtepanbHO 1(3,0)
KWCTO3HbIE N3MEHeHHS 5(15,1)
PaclwmnpeHue xenyaqo4koBon CUCTEMbI 3(9,1)

KWCTO3HblE M3MEHEHUS BblIM OTMEYEHbI Y 5 NauneHToB
(15,2%); npn aTOM Yy 2 NaUMEHTOB OHWU HOCUIN U30IMPOBAH-
HbIM XapaKkTtep, Y 1 Habnoganmcb B COMETAHUN C TMNEPUHTEH-
CUBHbIM curHanom Ha T2-BW n FLAIR, ay 1 — ¢ cocyamcton
aHoManven B BUAe aHrmMombl.

YMepeHHoe pacluMpeHune KenyLo4KOBOM CUCTEMbI FOM10B-
HOro mo3ra Hab6nwopanocb y 3 nauueHtoB (9,1%), y 1 —
B COYETAHUM C TMNEPUHTEHCUBHBIM curHanom T2-BU n FLAIR.
Y ogHOM NaUMEeHTKU Habntoaancsa rMnONHTEHCUBHbINA CUTHanN
npu T2-BW, pacnofioKeHHbIN uncunatepasnbHo.

Puc. 2. MauuneHT, Bo3pacT 5 neT: 1oKann3oBaHHas CKIepoaepMus rno tmny «yaapa caénemn». MPT ronoBHOro Mo3ara. Y4acToK rmnepuHTEHCUBHOMO
curHana Ha T2-BW u FLAIR, y4acTOK rMnOMHTEHCMBHOIO curHana Ha T1-BW. CTpenkamu ykasaHa atpodus MArKMX TKaHe! Ha ypoBHE N0GHOIo

oTaena

Fig. 2. Patient, 5 years old: localized scleroderma, “en coup de sabre” type. Brain MRI. Hyperintensive signal on T2-VI and FLAIR,
hypointensive signal on T1-VI. Arrows indicate soft tissue atrophy in frontal region

T2 FLAIR:




Puc. 3. MNMauueHT, Bo3pacT 4 roaa: NoKanMsoBaHHas cKiepoaepmus rno tmny «yaapa cabnei». MPT ronoBHOro moara. Y4acToK runepuHTEHCMBHOIO
curHana Ha T2-BW v FLAIR, y4acToK runoMHTEHCUBHOIO curHana Ha T1-BW. Ctpenkamu ykasaHa atpodus MArKMX TKaHel Ha ypoBHe N0GHO-
TEMEHHbIX OTAEN0B
Fig. 3. Patient, 4 years old: localized scleroderma, “en coup de sabre” type. Brain MRI. Hyperintensive signal on T2-VI and FLAIR,
hypointensive signal on T1-VI. Arrows indicate soft tissue atrophy in fronto-parietal area

Puc. 4. [MaumneHT, Bo3pacT 7 feT: IoKanM30BaHHasa CKIepoaepMus no Tuny «yaapa cabnen». MPT ronoBHOro mMoara. Y4actoK runepuHTEHCUBHOIO

curHana Ha T2-BW. Y4acTok HakonneHus NenToMeHnHreanbHOoro KOHTPacTHOro npenapaTa
Fig. 4. Patient, 7 years old: localized scleroderma, “en coup de sabre” type. Brain MRI. Hyperintensity on T2-VI. Leptomeningeal control

medication accumulation area

AHOManuu pasBuTUS B BUAE HErpyboM IKTOMUU MUHAa-
JIMH MO3XeYKa Habnoganucb y 1 nauumeHTa (pacnonoxeHue
HUXKe NMHMKM MaKpesi Ha 3 MM).

MpocneKkTMBHas OLEeHKa NpoBoAMnach TObKO 4 AeTam
(12,1%): y 2 nauneHToB Cnycts rog U3MeHeHWn He 6blno
o6HapyXeHo, y 2 Ha GOHe CUCTEMHON MMMYHOCYNPECCUBHOM
Tepanuu onpegensnacb NoNoXuTeNlbHas AMHaMUKa B BUAae
paspeleHns U3MeHeHU NO AaHHbIM HENWpPOBM3yanusa-
UMM (rMnepuHTEHCUBHOCTL 6enoro BellectBa npu T2-BU
n FLAIR). OgHako BBMAY ManOYUCNEHHOCTHU YKa3aHHOM rpyn-
Mbl OLEHKa KIMHUYECKON 3HAYUMOCTHU BbISIBIEHHOW 3aKOHO-
MEPHOCTU He NPeACTaBASETCS BO3MOXHOM.

HeBponornyeckne HapyLieHUs

HeBponormyeckme HapyweHuss oTMevanucb y 8 u3
33 nauneHToB (24%) (tabn. 3).

3 nauuyeHTa cTpaganu anunencuen, y 3 naumeHToB oTMme-
Yyanacb ronoBHasi 601b HanpsxeHus, y 1 nauneHtTa — HepB.-
Has aHopeKcus. anobbl Ha roIOBOKPYKEHWE NpeabsaBasa
1 naumeHT.

N3 aHaMHe3a M3BECTHO, YTO HEBPOJIOrMYECKME CUMMTOMBI
npeaLwecTBOBaIn KOXHbIM UBMEHEHUSAM Y 2 U3 8 NauueHToB.

MN3meHeHns B BUAE rTMNEPUHTEHCMBHOIO curHana T2-BU
n FLAIR Ha MP-Tomorpammax Ha6noganuch y 4 n3 8 nauu-
eHTOoB. lpK 3TOM BO BCEX CNy4asx anuiencus conpoBoxaa-
Nnacb U3MEHEHUSIMU NPU HEMPOBM3yanu3aLmu, y 2 nauueH-

ol o

_—

KOHTP&C THaA (pa3a {

TOB 04aru OblM PACMONOXKEHbI UMCcHUNaTePabHO KOXHbIM
M3MEHEHMAM, Yy OAHOr0 — KOHTpanatepanbHo.

B xofe aHanu3a yCcTaHOBMIEHO, YTO HalWyne anunencum
npv OCKJ1 cTaTUCTUHYECKM 3HAYMMO accoLMUPOBaso ¢ 3Me-
HEHUAMUW B CTPYKType rO/I0BHOro Mo3ra no gaHHbim MPT
(rMunepuHTEHCKBHBbIM curHan T2-BU n FLAIR) (p = 0,022)
(tabn. 4). \ameHeHns B BMAE TMMNOMHTEHCUBHOIO CUrHana
npu T2-BW covetanucb y nauueHTa ¢ rosoBHOM 60Sblo
HanpsixkeHus (p = 0,03).

Ta6nuua 3. CTpyKTypa 1 XapaKTepuCcTMKa HEBPOIOrMYECKNUX
HapyLleHuH

Table 3. Structure and characteristics of neurological disorders

Mapametp KonuuyectBo (%)

LlaCTOTajieBpOHOFMHeCKMX 8(24.2)
paccTpomcTB (BCero)
Anunencusa 3(9,1)
[onoBHas 60/1b HANPSKEHUS 3(9,1)
HepBHas aHopeKcus 1(3,0)
[0N0BOKpYKEHME 1(3,0)
CoyetaHue ¢ MP-u3MeHeHUsAMU 4(12,2)
rofIOBHOro Mo3ra
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Ta6nuua 4. 3HadeHus p (TOYHbIN TecT DuULIepa) Kak NoKasaTelb B3aMMOCBA3M HEBPOIOTMYECKUX CUMMTOMOB U U3MEHEHUI

npu HEMPOBU3yannU3aLmm

Table 4. P-values (Fisher exact test) as an indicator of the correlations between neurological symptoms and changes in neuroimaging

WU3meHeHuUs Npu HeMpoBU3yanusaLum
HeBponoruueckue T —— MMnepunten- | Cocyauctbie | JKTonus Funommiu- UcToHYEHME aCnee
CUMMTOMBI CUBHOCTb W3MEHEHUs | MUHJaNUH CUBHbIN .
U3MeHeHus MO30JINCTOrO | }KENyAO4KOBOMN
™ 6enoro (aHruoma) MO3)Ke4yKa CUrHan rena M cncrembl IM
Bewectea l'M ™ ™ npu T2-BU
Anunencusa (3) p=0,4 p=0,022 p= p=1 p=1 p=1 p=1
[onosHas 60sb
Hanpsixerus (3) p=1 p=1 p= p=1 p=00 p=1 p=1
[onoBoOKpyKeHUs (1) p=1 p=1 p= p=1 p=1 p=1 p=1
HepBHas aHopeKkcusa (1) p=1 p=1 p=1 = = = =
lNpumevaHue. 'M — rosioBHOM MO3T.
Note. B (TM) — brain.
O¢TanbMosoOrn4yecKne HapyLeHms OBCYXAEHME

OdTanbmonormyeckme HapyweHus otmevanucb y 10 13
33 nauuertoB (30,3%) (Tabn. 5).

HapyweHne aKkkomopauuMM B BWAe acTurmatuama,
runepMeTponuu U Muonuu (Hanbonee vactas naTonorus
B JaHHOM BbIOGOPKE) BbIABMEHO Yy 5 nauneHToB. Y 2 nauueH-
TOB BCTPeYaeTca KatapaKTa, aHrmonaTus cetyaTky Habnto-
faetca y 2 pgeten. Y OAHOro nauueHTa yHunaTepalbHO
KOXXHOMY npolieccy Habnoaanca NoaoCTpbi yBEUT B coYe-
TaHWW CO BTOPUYHOW AUCTPODUEN POroBULLblI, OCIOMKHEH-
HOW KaTapaKToW NeBOro rnasa M rMnepmeTpornmnuyecknm
acturmatuamom. [To3 BeKka W Kocornasue BCTpevanuchb
OJJHOKpaTHO.

Hamn He o6HapyeHO B3aMMOCBA3M Mexay odTanbMo-
JIOTUY4ECKUMWU UBMEHEHUAMU U UBMEHEHUAMU, BbISB/IEHHbI-
MU MpU HEMpPOBM3yanu3alLmun. BeposiTHee BCero, Ha Hannyune
odTaNbMONOrMY4eCKnXx M3MeHeHun npu OCKJ1 BaugoT He
M3MEHEHUsI TOJIOBHOrO MO3ra, a HernocpeACcTBEHHO naTo-
JIOTUYECKUI NMPOLIECC, NEPEXOASLNIA C KOXM Ha CTPYKTYPbI
opraHa 3peHus.

[lononHuTeNbHble pe3ynbTaTbl UCCIeAOBaHUS
He npeaycmoTpeHo.

Ta6auua 5. CTpyKTypa 1 XxapaKTepuctnka odbTanbMoNorMyecKkux
HapyLleHnH

Table 5. Structure and characteristics of ophthalmic disorders

Mapametp KonuuectBo (%)
YacToTa obTanbMonormyecKkmx 10 (30,3)
HapyLleHui (Bcero)
e /30nnpoBaHHble 9(27,2)
e MHOXKeCTBEHHbIE 1(3,0)
HapyweHune akkomoaaumm 5(15,1)
AHrMonaTus ceTyaTku 2 (6,0)
KaTapakTa 2(6,0)
YBeut 1(3,0)
103 BeKka 1(3,0)
Anctpodus porosuLbl 1(3,0)
Kocornasue 1(3,0)
CoyeTtaHune ¢ MP-u3MeHeHUsMH 1(3,0)
rofIoBHOro Mo3ra

Pe3iome OCHOBHOI0 pe3ynbTaTa UCC/Ie0BaHuUA

[JaHHOoe wccnegoBaHWe [OEMOHCTPUPYET, 4TO 3Hayu-
TenbHas Yactb naumveHtoB ¢ OCKJ1 nmetoT conyTcTBylolme
HeBponoruyeckue (B popme 1Mbo n3MeHeHUM No peaynbTra-
TaM HenpoBu3yanunsaunu, 1M60 HEBPOIOrMYECKUX CUMMTO-
MOB) U odpTanbMoNIOrM4yecKkme HapyleHus. B ncecnegosatmm
BbIiB/leHa B3auMMOCBS3b, CBMAETENbCTBYOWAA O TOM, YTO
Hanuyune asnunencum npu OCKJT accoummpoBaHO C M3Me-
HEHUSIMW B CTPYKType rO/I0BHOMO Mo3ra no AaHHbim MPT
(rMnepuHTEeHCcUBHBbIM curHana T2-BU u FLAIR). Takke nsme-
HEHWs B BMAE M'MMNOMHTEHCUBHOIO CcUrHana Ha T2-BU moryt
coyeTaTbCs y NauMeHTOB C FOSIOBHOW OO0Mbl0 HaMpPsKeHWUs.
B3avmocBasn mexay odTanbMONOrMYyeCKUMM U3MEHEHUS-
MW Y UBMEHEHUSIMU, BbISIBIEHHbIMUW MPU HENPOBM3yanu3a-
LMK, OGHaPYKEHO He 6bIo.

OrpaHM4yeHUs uccnefgoBaHus

Y 0aHHOro nccnefoBaHus eCTb HECKOJIbKO OrPaHUyYeHNN.
OaHUM K3 HWX 9BNseTcd HebOoNblOoW pa3mMep BbIGOPKM.
Kpome Toro, peTpoCneKTMBHbLIA XapaKTep uccnenoBaHus
MOXEeT NPUBECTU K NpeaB3siToMy 0T60py, HEOAHOPOAHOCTHU
1 npo6enam B KIMHWMYECKOM AOKYMEHTALMU, OCHOBAHHbIM
Ha 0630pe UCTOPUIK BONE3HU, U HEBO3MOXHOCTW MpoBee-
HUS JONONHUTENbHbIX METOAOB 06C/e0BaHUS.

UHTepnpeTauua pe3ynbTaTtoB UCC/IEA0BaHUA

[JaHHoe wccnegoBaHWe [OEMOHCTPUPYET, 4TO 3Hayu-
TenbHas Yactb naumveHtoB ¢ OCKJ1 nmetoT conyTcTBylOlme
HeBponoruyeckue (B popme 1Mbo n3MeHeHUM No peaynbTa-
TaM HenpoBu3yanusaunu, 1M60 HEBPOIOrMYECKUX CUMMTO-
MOB) 1 0pTaNbMOJIOrMYECKUE HapYLIEHHS.

B uccnepoBaHusix apyrux aBTOPOB MMNEPUHTEHCUBHbIE
MP-curHansl Ha T2-BW ynoMmuHaloTcs Kak Hanbornee YyacTble
npu OCKJ1, 4TO TaKXe noATBepaaeTcs B peayfbratax AaH-
HOM pa6oTbl. Cneayloumne No yactote — AucTpoduyecKas
KanbumduKaumus, uncunatepanbHas uepebpanbHas aTtpo-
U, yBenMYEHNe NenTOMEeHUHIeanbHOM 30Hbl U CKOMJIEHWE
6opo3a [2, 12].

Han6onee pacnpocTpaHEHHbIMWU HEBPONOTMYECKUMMU
HapyweHUaMU y nauueHToB [LeTcKoro Bo3pacta ¢ OCKJI
OblM ronoBHasa 60nb HanpsxeHus u anunencua. lNpu
3TOM HajiMiMe HEBPONIOrMYECKMX CUMMNTOMOB HE Koppe-
IMPOBaNo C HapyweHWsMU Mo pesynbraTaM HenpoBuM3ya-
nn3auun, NocKonbKy y 13 6eccMMNTOMHbIX NaLuMeHToB
OblIM OTMEYEHbl WM3MEHEHUs NpPW HEWPOBMU3yanun3auuu,
B TO BpPeM$ KaK TO/IbKO Y 4 U3 8 mauyMeHToB C HEBPOJIO-




rmyeckumu cumntomamu MPT 6bina aHomanbHoOW. BmecTe
c TeM, Gblla 06Hapy)XeHa accoumaums Mexay anuaencuen
M M3MEHEHUAMMU B CTPYKType rO/IOBHOrO Mo3ra no AaH-
HbiIM MPT (runepuHTeHcmnBHOro curHana T2-BU mn FLAIR),
4yTo, OfHaKo, TpebyeT yBenn4yeHUss ob6bemMa BbIGOPKM
0N OUEHKM BeNUYMHbI 3PPeKTa (OTHOLWEHMUSA LWAHCOB).
YKa3aHHasa B3aMMOCBSA3b COrnacyeTcs ¢ JaHHbIMW MUPOBOM
nutepaTypbl [11].

laToreHe3 orpaHNYeHHON CKIEPOAEPMUN HaPSY C Mexa-
HU3MaMn GOPMUPOBAHUA M3MEHEHWN HEPBHOM CUCTEMBbI
npu AaHHOM 3a6oneBaHWM A0 KOHLLA HEe U3YYEH.

CyLLeCTBYET NpeanofioXKeHne, YTo LWMPOKUIM CNEKTP Aep-
MaTON0rM4YeCcKnx 3aboneBaHnm, Kak BPOXKAEHHbIX, TaK U NPU-
06peTEHHbIX, pacnpocTpaHaoWmMxcs BAOAb NTMHMIA bnalko,
MOXET YKa3blBaTb Ha rEHETUYECKMI MO3anLIM3M, BO3SHMKaALO-
LMK B pesynbraTe cCOMaTUY4EeCKOM MyTaLlMK Ha cTagnmn amMb6pu-
OHaNbHOro pasBuTUA. Takas myTauus cnocobHa MpuBECTU
K GOPMMPOBAHMIO ABYX FEHETUYECKMU Pa3MYHbIX KNETOYHbIX
nonynaunnm B ogHOM opraHu3ame. CeKBeHMpOBaHWe Bce-
ro 9K30Ma MOATBEPAMNIO HaNMYMEe COMaTUYECKMX MyTauui
B MOPaKEHHbIX TKaHAX NPU Apyrux 3aboneBaHusx, cneayto-
LWMX MO NMHMAM Bnawko. 3Tv AaHHble MOryT CBUAETENLCTBO-
BaTb O TOM, YTO JIOKANM30BaHHas CKIepoAepMUs SBASETCS
GOpPMOK KOXKHOro mo3auumnama [13].

Mpegnonaraercs, YTO OrpaHUMYEHHas CcKaepogepmus,
neb6oTupytollas B 4E€TCKOM Bo3pacTe, MOXKET MMETb HENPO-
3KTOAEPManbHOE MPOUCXOXKAEHME. ITa rMnoTesa OCHOBbI-
BaeTcs Ha O6LLHOCTM MPOUCXOKAEHUSA TKAHEN NnLa 1 ronos-
HOrO MO3ra, KOTOpble Pa3BMBAOTCS M3 IKTOAEPMasbHOro
CerMeHTa HepBHOM TPYOKU. PaHHAS MyTaums B pOCTpasibHOM
4acTU 3TOr0 CEerMeHTa MOXET MPMBECTU K Pa3BMUTUIO KaK
LepebpanbHON AUCreHE3UN, TaK U NPOrpPecCUpyloLLeEn nuue-
BoW remuatpodumn lMappu — Pombepra. 31y Teopuio noa-
TBEPXKAAlT KIMHUYECKME HabNoAeHUs uncunatTepanbHbIX
KOXHbIX M HEBPOMOIrMYECKMUX MOPAXKEHUN, a TaKKe LaHHble
0 BHYTPUYEPENHbIX M3MEHEHMSAX, aHaNOrMyHbIX CUHAPOMY
Creparka — Bebepa, 1 0 HanM4mMm MHOXXECTBEHHbIX raMapTom
y NaLUMEHTOB C IMHENHOW CKepoaepMuen KpaHnodaumasib-
HOW nokanusauuu [14].

Kpome Toro, ogHMM M3 BO3MOXKHbIX 06OCHOBaHWIM NaTo-
reHesa U3MEHEHWN HEPBHOM CUCTEMbI MPU OrpaHUY4EHHOM
CKNepoaepMumn 9BASETCS TeYeHMe XPOHMYECKOro Bocnanu-
TENbHOro npouecca, a TakKe npossneHus Backynuta [10].
Hannune yKasaHHbIX M3MEHEHWW MNPOAEMOHCTPUPOBAHO
B psge pabort. TaK, N0 AaHHbIM FMCTONOMMYECKOro uccneno-
BaHWA B M3MeHeHHbIXx Ha MPT y4acTKax TKaHu rON0BHOrO
Mo3ra Obll BbIIBIEH NEPUBACKYNSPHbIN TUMPOLUTaPHbIN
MHOUALTPAT C NPU3HaKaMM BacKynuTa.

Coo6LWanocb Take O IM1Mo3e U CKNepo3e NenTOMEHUH-
reafbHblX 060/104€K, MHTPanapeHXxMMaTo3HbIX U BHYTPUCO-
CYAUCTbIX KanbUMbWUKauMih. AHOManbHble W 3KTAaTUYECKMHE
KPOBEHOCHbIE cocyabl OblM O6HapPYXEHbl KaK npu 6Uoncum,
Tak U Npu aHrmorpadmyecKmMx MCcneaoBaHusX, 4TO Noa-
TBEpPXKAaeT NpeanosioKeHne o TOM, YTO BacCKynonatus wiau
BaCKY/IUT fieXKaT B OCHOBe LepebpasibHbiX U3MEHeHUN [12].
CyLLecTBYIOT TaKKe MOATBEPKAEHUS ONOCpPeOBaHHOMO0 KOM-
NIEMEHTOM MOBPEXKAEHNS MUKPOCOCYAUCTBIX SHAOTENNANb-
HbIX KJIETOK MPW NOParKEHUSX roIOBHOr0 MO3ra, accoLunpo-
BaHHbIX C OrpaHUYeHHON cKnepogepmuen [15].

OAHMM M3 OCHOBHbIX OFPaHUYEHWUA B M3YYEHUM OLIEH-
KW BAUSHUS JIe4eHUs Ha HEeBPONOrMYyecKuMe HapyleHus
ABNSETCA OTCYTCTBME OMNy6AMKOBAHHbLIX MPOCNEKTUBHbIX
KOrOpTHbIX MccnegoBaHuin. OgHAKO CUCTEMHbIE MMMYHOCY-
npeccuBHble Npenapatbl 06bIYHO MCMONL3YIOTCA B Tepanuu
APYrux BacKynuMToB. Kpome Toro, AaHHbIe U3 OTHETOB O KIK-
HUYECKMX CNyYasix CBMAETENbCTBYIOT O TOM, 4TO 60NE3Hb-
MoandUUMpYLOLLEE NIEYHEHNE MOXKET YMEHbLUUTL NPOSIBAEHME

HEBPONIOrMYECKMX CUMMTOMOB M U3MEHEHWI, HAabNOAaEMbIX
npn MPT [15].

3AK/TIOMEHUE

OdTanbMoNorMyeckne M HeBpPOSIOrMYecKue CUMMTOMbI
(B TOM 4ucne HapylleHus, BbiBISEMble NpW HenpoBMU3ya-
nn3aumnun) obHapYyKMBaKTCH Yy 3HAYUTENbHOrO KOMMYecTBa
neten ¢ OCKJI. BaxHbiM ABNSieTCA paHHee pacrno3HaBaHue
JlaHHbIX HapyLeHWM, NOCKOJNIbKY 3TO HEMOCPEACTBEHHO BNWS-
€T Ha TaKTUKY fledeHuns. BBuay Toro dakra, 4To KIMHUYECKME
NPeANKTOPbl BHYTPUYEPENHbIX aHOManuin HeBeNuKK, cneayet
nposoanTb MPT [0 Havyana fnevyeHunss — B LieNsX CBOEBPEMEH-
HOro onpeaeneHns ne4ebHon TaKTUKKM U BO3MOXKHOCTU 0ObEK-
TUBHOW OLUEHKK AMHAMWKN M3MEHEHWI TOJIOBHOIO MO3ra.
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0O6ocHoBaH#Me. [1aLneHTbl ¢ NcoprMa3oM AEMOHCTPUPYIOT YBEMYEHME TOJILLMHBI BUCLIEPATILHOIO XMpa, B TOM YUCSIE SMUKap-
AnanbHoM KupoBon TKaHu (OKT), KoTopas 061a4aeT LWMPOKMM CNEKTPOM 6MOI0rMYECKOro BO3AENCTBUS. Ha ee TonLmHy MoryT
B/IMAITb Hau4ne OXMUPEeHUs M uameHeHus nuijeoro nosegexus (Ml1). U3ydeHne cBAsu 11 ¢ mapKkepamu QyHKLUMOHaIbHOMN
AKTUBHOCTU XMPOBOM TKaHW y ZIETEN C MCOPUA3OM MOMOXET Ny4lle MOHSATb B3aUMOCBSI3b ITUX MEPEMEHHbIX B KOHTEKCTE
KOMOPGUAHOCTM COYETaHHbIX natonorni. Ljenb mccnegoBaHuss — u3y4uTb B3aMMOCBSI3b MHAEKCA PacrpoCTPaHEHHOCTH
n TsxecTn ncopuasa (PASI), AeTCKOro AepmaToiorMyeckoro MHaeKca Kayectsa »u3Hu (CDLQI), TonwmHbl KT n ypoBHS CbiBO-
POTOYHOr0 IeNTUHa y AeTen ¢ rncopuasom U HapylueHusmu [111. MeTogbl. bbiio npoBeaeHo peTPOCNEKTUBHOE O4HOMOMEHT-
Hoe oAHOLEeHTpoBoe ncciegoBaHne. OTobpaHbl 72 uctopumn 607€3HU eTen ¢ coprMa3oM ¢ BapbUPYIOLMMM ToKa3aTensaMm
MHAEKca Macchl Tesia, KOTOpble HaxXoAUIMChb Ha 06C/IE0BaHUN U JIEYEHNM B OTAENIEHNUM AEPMAaTOIOMMU B NEPHO/ C AEKabps
2021 no siHBapb 2024. Bce naymeHTbl, BKIIOYEHHbIE B UCCeA0BaHNUE, MPOXOANIN KOHCY/IbTaLMIO Bpaya-AMeTosiora, a Takxke
aHKeTupoBaHue ¢ npumeHeHnem BornpocHkoB DEBQ u CEBQ, no pesysibTatam KOTOPOro onpeAensiics npeBavpyrolmnn TUn
M. Takkxe npoBoauanck onpegeneHne ToaumHel KT npu nomoLm ABYMEPHON dXOKapAnorpadumn m nceciegoBaHme ypoBHS
CbIBOPOTOYHOIrO /1IENTUHA. TSXKECTb TEeYEHMs rcopuasa OLeHMBaIach ¢ Ucrnoab3oBaHmnem nHaexkcoB PASI n CDLQI. MNauneHTsl
6blM pa3fieNeHbl Ha TPW rPYMMbl: ¢ 9KCTEPHAIbHbIM, 3MOLMOrEHHbIM M OrpaHmnynTenbHbiM 1M1, [lpoBoauacs pacyeT meanaH
MOJIy4EHHbIX 3HAYEHWUI C OMPEAEIEHNEM [JOBEPUTELHOIO MHTEPBana, Pe3y/bTaTbl CPaBHUBAIMCL MEXAY COBOK C MCOJb-
30BaHmMemM Kputepus Kpackena — Yonnuca. Pe3yabTatbl. B rpynne naymeHToB c 3KCTepHasabHbIM [ 6blaU M0aYy4€eHbI
cnenyroume pesynbtatel: MeguaHa ToawmnHbl KT coctaBuna 2,5 mv (Q,-Q5: 2,1-2,8), meanaHa ypoBHS CbiIBOPOTOYHOIO
nentmHa — 17,3 Hr/mn (Q,—Q3: 14,4-26,4), meanarHa PASI — 17 6annos (Q,-Q5: 12,5-20,5), meanana CDLQI — 7 6annoB
(Q;—0Q3: 4-13,5). B rpynne nayuneHToB ¢ amoumoreHHbiM [N meanara TonwmnHbl 3XKT coctasuna 2,2 mm (Q,—Q3: 1,85-2,55),
MeanaHa ypoBHs CbiBOpoTo4Horo nentmHa — 20,1 Hr/mn (Q;—Q5 14,5-23,95), meanaHa PASI — 14 6asioB
(Q;—03: 12-16,5), meanara CDLQI — 6 6annoB (Q;—Q3: 3-12). B rpynne ¢ orpaHn4utebHbiM TMom 1 meanaHa ToNWMHbI
QKT cocrasuna 3,4 mm (Q,—Q3: 3,1-3,9), meanaHa cbiBOPOTOYHOro ientuHa — 28,2 Hr/mn (Q,—Q5: 26,1-33,5), meanara
PASI — 24 6anna (Q,—Q3: 21-27), meanaHa CDLQI — 13 6annoB (Q;—Q3: 9-21). lpn cpaBHeHUM MoKa3aTesen B pasHbiX
rpynmnax ¢ Mcrnosib3oBaHMeM Kputepus Kpackena — Yonnuca 66110 BbiSIBIEHO CTaTUCTMYECKM 3Hauyumoe (p = 0,0014) ysennye-
Hue nHaekcoB PASI n CDLQI. MNauymeHTsl M3 rpynnbl n3bupatesabHoro 1 npogemMoHCTpmMpoBaim 60/1ee BbiICOKME 3HaYEeHUS TOJT-
wmHbl 3XKT, ypoBHS cbiBOPOTOYHOro nentuHa, PASI u CDLQI, yem nauymeHTbl, UMeroLMe IMOLMOreHHoe 1 aKcTepHasbHoe [1I1.
He 6b1/10 BbISIBNEHO CTATUCTUYECKU 3HAYUMbIX OTIMYMI [P CPAaBHEHUU YPOBHS CbIBOPOTOYHOIO JAenTUHa U ToAWmHbl IXKT
B OCTaJlbHbIX rpynnax. 3aKkmo4yeHune. [laLuneHTbl ¢ orpaHnyuTebHbIM Tunom [T nmenn 6osee BbICOKME ypoBHM MHAEKCOB PAS/
n CDLQI B cpaBHEHMM C NaLMEHTaMU, UMEIOLMMU SKCTEPHAJIbHbIN U dMOLMOreHHbI Turbl 1. He 6b110 BbiSIBAEHO CTATUCTU-
YeCKU 3HaYUMbIX Pasandmii npu cpaBHeHuun ToaumHbl IXKT M ypOBHS CbIBOPOTOYHOI0 AenTnHa. OrpaHu4eHmemM uccaejoBaHus
CNyxKuna manas Bbil60pKa nalneHToB.

Knro4eBbie cnoBa: rncopuas, nuileBoe MoBeAeHNe, INUKapanaibHas K1MpoBas TKaHb, 1EMTUH, KAYECTBO KU3HU

Ana untupoBaHus: VsaHunkoB B.B., AMGapusaH 3.T., Anekceea A.[l. M3yyeHne Nu1LLEBOro NoBeAEHUS Y AETEN C NCOPU-
a30M: PEeTPOCNeKTUBHOE OAHOMOMEHTHOE WccneaoBaHWe. Borpockl coBpemeHHou neauatpmn. 2024;23(5):309-315.
doi: https://doi.org/10.15690/vsp.v23i5.2805

OBOCHOBAHME

Mpo6nema yBenuyeHus 4ymcna naumeHToB ¢ M36bITOY-
HOW Maccom Tena n OXUpeHnem ABASETCA OJHOM U3 CaMblX
aKTya/lbHbIX 4/19 GOMbLIMHCTBA COBPEMEHHLIX CTPaH, B TOM
yucne B AETCKOM Monynsunn. B TEKyLWMA MOMEHT, MO AaH-
HbIM BcemMnpHOWM opraHusaumm 3apaBoOXpaHeHUsl, B MUpe
npoxunpatoT okono 100 MAH ageTer M NOAPOCTKOB, CTpa-
JalolWnX OT M3BbLITOYHOW Macchbl Tena W oxupeHus [1].
OxupeHue y aeten asnsetcs GakTopoM, KOTOPbIM Hanps-
Mylo 06ycnoBnBaeT 60/ee BbICOKYIO BEPOSTHOCTb OXKMU-

peHMs BO B3POC/IOM BO3pacTe, a TaKKe NOBbIWAET PUCKHU
npexxaeBpeMeHHON CMepPTU U MHBaNMAHOCTM [2]. Xopolwo
M3Y4EHO, YTO OXKMPEHWE CBSI3aHO C PasMYyHbIMKM MeTabo-
JIMYECKUMM HapyLEHUSMU U KOMOPOBUAHBIMU COCTOSHUSAMM,
KOTOpble OnpeaensitoT KavyecTBO KU3HW U ee MPOLOSIKM-
TeNbHOCTb. OXXMpPEHUE onpeaeneHo Kak oauH U3 Hanbonee
BaXHbIX GAKTOPOB PUCKa PasBUTMSA cepaeyYHO-COCYANCTbIX
3a6oneBaHuin [3]. NHTepecHbIM HabnlgeHMem aBASETCH
TOT aKT, YTO AETU C OXMPEHUEM M U3OLITOYHOM Maccom
Tena metoT 60blIME PUCKK Pa3BUTUSA Ncopuasa [4].
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MpnymrH, onpedensiiolmx yBeIMYEeHMe pacrnpocTpaHeH-
HOCTW BO BCEM MUpE NaLMEHTOB C 36LITOYHOW Maccom Tena
N OXXMpPEHWEM, OCTAaTO4YHO MHOro. B ¢Bs3u ¢ aTUM cneayet
rOBOPUTb O MHOFOMAKTOPHOM reHe3e OXUPEHUS, B KOTOPOM
CYWLECTBEHHYIO POJib UIrPaloT 3IKONOrMYeckue, 6Guonoruye-
CKME U reHeTnYecKkne GaKTopsbl.

B dopmurpoBaHmnn oXnpeHUs 60nbllioe 3HaYeHne umeet
NOBE/IEHYECKUIN aCMEKT, a MMEHHO MULLEBOE MNOBEAEHME
(M), noaToMy AMArHOCTMKa €ro HapylleHWn y aeTen cTa-
HOBMWTCS aKTyallbHOW 3ajadver Ana cneuuanucros, pabo-
TalWMXx ¢ HUMWU. ITO noaTBepKAaeTcsa TeM (PaKToMm, 4TO
BapuMaHTbl MEAUKAMEHTO3HON KOPPEKLMUK OXMPEHUS Mpak-
TUYECKM HEedOoCTYMHbl B AETCKOM BO3pacTe, No3Tomy Beay-
Lasi poSib OTBOAMTLCHA NPOPUNAKTUKE NOAOOHbLIX COCTOSHUM.
HepooueHKa ponu MMM NpMBOAUT K CHUXEHUIO B3aMMOMO-
HUMaHWUA MeXay NauuMeHTOM U Bpa4vyoM, OTKa3y OT JieHeHus
60 K peumamBy nocne ero nposegeHus [5].

MM paccmaTpuBaeTcs KaK KOMMNEKCHOEe OTHOLlleHue
K efle 1 ee ynoTpebneHunto, a TakKe KaK CTepeoTmn NUTaHus
B OOblYHbIX YC/IOBUSX M B CUTyauuu cTpecca. B cBolo oue-
peab, nog MM noHMmalTes nHaMBMAYaabHble GOPMbI NOBe-
OEHUS, MPUBbLIYKM M 3MOLIMU, CBS3aHHbIE C €00MN, KOTopble
dopmuUpyloTCa B pe3yfbTaTe KOMIMIEKCHOro CoLManbHOro
MexaHu3ma [6].

B HacTtosilee Bpems BblAENSAOT TPU «KITAaCCUYECKMX» TUNa
[I: aKcTepHanbHoOe, AMOLIMOTEHHOE U OrpaHuYmnTenbHoe [7].

[MauneHTbl C OXUPEHNEM, UMEIOLLNE BKCTEPHASIbHBIM TUNM
MM, egsaT BCerga, Koraa nNuwa MM AOCTYMHA, MX anneTuT He
3aBUCHT OT npuema nuun. MmeHHo atoT tvn MMM o6bacHaeT

[OMONHUTENbHbIE MEPEKYCHI, NepeefaHne «3a KOoMMaHUIo»
B roctsx. [ns Takux nauneHToB caM GaKT Haluiusa JocTyn-
HOM MWLM ABNSIETCS CTUMYSIOM K ee ynoTpebsieHutio [8].

Mpn amoumnoHaneHoM Tune [ onpeaensaowmm paKkro-
poM IBNSieTCS MOBbIWEHWe annetuta Ha GOoHe 3IMOLUN —
KaK NMO3WTUBHbLIX, TaK U HeratuBHbIX. CTUMYIOM K Mpuemy
MULLM CTAHOBSATCS HE roNoj, a CHUXEHHOE HacTpoeHue, Tpe-
Bora, 6eCrnoKoOMCTBO, pa3aparkeHue, NoaaBNEHHOCTb, OAu-
HOYEeCTBO W/ CKyKa [9]. HeKoTopble mMccneaoBaHUs MoKa-
3bIBaloOT, YTO CUIbHEE NepeefaHne cebs NPosBaseT Ha GoHe
oTpuUaTenbHbIX 3aMoumin [5].

OrpaHunuynTenbHbin TN HapyweHusa [N npeacrtaBnser
CcO00M OTBET Ha CKyAHble AWETbl U NePUOabl AUTENBHOMO orpa-
HWYeHus. NccnepgoBaHna NoKasblBaloT, YTO Nepuoabl ANUTeENb-
HOro orpaHuvyeHus B ynotpebsseMblx NPoLyKTax CMeHSAITCH
PE3KMMU CPbIBAMK 1 «KOMMEHCATOPHbIM» NepeeaaHnem, KoTo-
pble NPUBOASAT K NPOrpeccMBHoOMy Habopy Macchl Tena [10].

Bo B3pocnon Koropte naumeHToB NPorpeccuBHbI Habop
Maccbl Tefla 60/blue CBA3bIBAIOT C 9IMOLIMOHANbHbBIM U Orpa-
HU4yuTenbHbiM Tunamu [ [11]. B pgeTtckow Bo3pacTHOWM
rpynne npeobnagaHue TOro uan mHoro tuna [ 3aBUCUT
oT BO3pacTa [5].

MpnymHbl Hapywenus MMM y geten B HacToslllee Bpems
M3BECTHbl He [0 KOHUa. MOXHO ¢ AocTaTo4HOM cTene-
HblO YBEPEHHOCTU MPEAnoNoXKUTb, 4To dopmupoBaHue [
NPOUCXOAUT NOA BAUAHUEM HACNELCTBEHHOCTU U BHELIHMX
daKTopoB OKpyKatouwen cpegbl [12]. bonee 50% w36bI-
TOYHOM Macchl Tena y AeTer MOXHO OObSACHUTL Hebnaro-
npUATHOW HacneacTBeHHocTbio [13]. M36bIToYHas Macca
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Evaluation of Eating Behavior in Children with Psoriasis:
Retrospective Cross Sectional Study

Background. Patients with psoriasis have increased thickness of visceral fat, including epicardial adipose tissue (EAT) that has wide
spectrum of biological effects. Its thickness can be affected by the presence of obesity and eating behavior (EB) changes. Studying
the associations between EB and markers of adipose tissue functional activity in children with psoriasis may help to better understand
this variables correlations in the scope of comorbidities. Objective. Aim of the study is to analyze the relationship between Psoriasis
Area and Severity Index (PASI), Children’s Dermatology Life Quality Index (CDLQI), EAT thickness, and leptin levels in pediatric patients
with psoriasis and EB disorders. Methods. Retrospective cross sectional single-center study was conducted. 72 medical records of
children with psoriasis (with varying body mass index level) who were examined and treated in dermatology department in the period
from December 2021 to January 2024. All included patients have underwent dietician consultation and survey with DEBQ and CEBQ
questionnaires, as a result predominant EB type was determined. EAT thickness (via two-dimensional echocardiography) and leptin
levels were also measured. Psoriasis severity was evaluated via PASI and CDLQI indices. Patients were divided into three groups: with
external, emotiogenic, and restrictive EB. The medians of the obtained values were calculated with determination of the confidence
interval, all results were compared with each other via Kruskall-Wallis test. Results. Group of patients with external EB has shown
following results: median EAT thickness was 2.5 mm (Q,—Qz: 2.1-2.8), median leptin level — 17.3 ng/ml (Q;—Q3: 14.4-26.4),
median of PAS| — 17 points (Q;—Q3: 12.5-20.5), median of CDLQI — 7 points (Q;—Q3: 4-13.5). Group of patients with emotionogenic
EB has median EAT thickness of 2.2 mm (Q;—-Qj: 1.85-2.55), median leptin level — 20.1 ng/ml (Q,—Q3: 14.5-23.95), median of
PASI — 14 points (Q,—Q3: 12-16.5), median of CDLQI — 6 points (Q,—Q3: 3-12). Group of patients with restrictive EB has median
EAT thickness of 3.4 mm (Q;—Qj3: 3.1-3.9), median leptin level — 28.2 ng/ml (Q;—Q3: 26.1-33.5), median of PASI — 24 points
(Q;—Q3: 21-27), median of CDLQI — 13 points (Q;—Q3: 9-21). Statistically significant (p = 0.0014) increase in PASI and CDLQI points
was observed at comparison of different groups via Kruskall-Wallis test. Patients from restrictive EB group have shown higher values of
EAT thickness, leptin levels, PASI, and CDLQI scores compared to patients with emotionogenic and external EB. No statistically significant
differences were observed when comparing leptin levels and EAT thickness in the remaining groups. Conclusion. Patients with restrictive
EB had higher PASI and CDLQI scores compared to patients with emotionogenic and external EB. No statistically significant differences
were observed when comparing EAT thickness and leptin levels. Small study sample was the only research limitation.
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Tena y poavTenev SBASETCS OAHOM M3 Belylwux MPUYMH
pUCKa pa3BUTUS OXUpeHus cpean aeten [14]. TonbKo Nullb
y 14% peTen, pognTenu KoTopbiXx UMEeNn HopMalbHYO Maccy
Tena, pasBMBaeTCa oxupeHue. Ecnn n36bITOK Maccel Tena
UMeeT OAMH U3 poauTenen, TO y creaylolwero rnoKoneHus
B 30-60% cny4aeB HabnogaeTcs GopmMUMpoBaHUE OXKUpe-
HUA. TIpU HaNMYMKU OXUPEHUS 060UX POAUTENEN OXUPEHUE
pasBuBaetcsa y 80% aeten [15].

Mcopuras, OXKMPEHME 1 HaCTO COMYTCTBYHOLLMI EMY META60-
JIMYECKMI CUHAPOM MMEIOT TECHYIO CBSI3b YXKE B IETCKOM BO3-
pacte. [JeT1, KOTopble CTPaaatoT OXKMPEHUEM, UMEIOT BONblLME
LaHChl Ha pa3BUTUE MCopMasa, a TAKECTb ncopuasa y aTux
[EeTEN 3a4acTylo KOPPENMPYET CO CTEMEHbLIO OXKMPEHUS, YTO
NOATBEPKAAIOT KPYMNHbIE KOrOPTHbIE UcceaoBaHus [16, 17].

OAHMM U3 MONEKYNAPHbBIX MEXaHU3MOB, KOTOPbIA MOXET
CBA3bIBATb 3T COCTOSIHUSA U KOCBEHHO OKa3blBaTb BIUAHWE
Ha mogenb [, ABNsSeTcsd M3MEHEHHbIN CUHTE3 aAWMNOKM-
HOB — cneundUYecKnx 6MONOrM4ecKn aKTMBHbIX BELLECTB,
KOTOPblE CEKPETUPYET KMUPOBas TKaHb. MccnenoBaHus noka-
3blBaloT, YTO AETU C MCOpPUMa3oM UMeloT 60Jbline YPOBHU
NenTuHa, YeM Mx CBEPCTHWKKM 6e3 ncoprasa, a TakkKe 60/b-
YO BbIPa*KEHHOCTb OAHOINO M3 KOMMOHEHTOB BUCLIEpasb-
HOW }MPOBOW TKaHU cepaua — 3nuKapananbHOW XUPOBOWM
TKaHu (IXKT), KoTopas CNYKUT UCTOYHUKOM CUHTE3a NenTuHa
[18, 19]. B HacTosILEee BpEMSA UMEKTCA HEMHOMO4YUCIEHHbIE
ncenenoBaHms, KOTopble NOKasbiBaloT B3aMMOCBA3b MeXay
HapyweHuamu MMM y B3pocnbix U pa3BuTMEM MeTabonnye-
CKoro cuHgpoma [20], 0AHaKO B AETCKOM NONynsiLmu Takue
uccnefoBaHms He NPOBOANIUCH, YTO NOAYEPKUBAET aKTyalb-
HOCTb MPOBELEHHOr0 HaMu UccnefoBaHus. M3ydeHne cBA3n
Mexay pasHbiMu Tunamu [y geten, CTENEHbIO TAKECTH
ncopuasa, a Takxe MapKepamu GYHKLMOHANIbHOW aKTUB-
HOCTM XMPOBOW TKaHW, KOTOpble BKOYalOT B cebs ypo-
BEHb CbIBOPOTOYHOIO JIENTUHA U U3MEPEHME TONLMHbI KT,
NO3BOJIMT ly4lle NMOHATb B3aMOOTHOLLIEHWE NOBEAEHYECKMX
N «OpraHMYecKMx» MexaHM3MOB B3aMMOCBH3M Mcopuasa
W OXKUPEHUS Yy AEeTEN.

Llenb uccnepoBaHuna

MN3y4nTb B3aMMOCBA3b WHAEKCa pPacnpoCTPaHEeHHOCTH
W TSecTn ncopurasa (PASI), 1eTCKoro AepmMaTtonorMieckoro
MHAeKca KayecTBa Xu3Hu (CDLQI), TonwmnHbl XKT 1 ypoBHSA
CbIBOPOTOYHOIO fIENTUHA Y AETEW C NCOPUA3oM U Hapylle-
Huamu M.

METOAbI

YacTb mauueHToB (n = 12), BKIOYEHHbIX B HacTosllee
uccnegoBaHve, MpUMHMManM yyactue B APYroM Mccnepo-
BaHWW, pesynbTaTbl KOTOPOro 6blan OMny6GnMKOBaHbl HamM
paHee (https://doi.org/10.15690/pf.v19i3.2481). B 3ton
paboTe Mbl M3y4anu KOHLEeHTpauuio nentuHa u MM nauneH-
TOB, a Take napameTpbl KT y nauMeHToB € Ncopuasom
N M36bLITOYHOM Maccor Tena UAn OXMPEHUEM B CPABHEHWUU
C NaumMeHTamu ¢ NcopuasoM 1 6e3 oXMpeHns. TakKe YacTb
naumeHToB (n = 30) NPUHUMANMN y4acTue B MCCeAoBaHUM,
B KOTOPOM M3yyanocb M3MeHeHue TosuwmHbl IXKT, ypoBHSA
CbIBOPOTOYHOrO nentuHa, nHaexkcoB PASI, CDLQI Ha doHe
NPOBOANMMOWN FEHHO-UHXKEHEPHON GMONOrMYECKON Tepanuu
(https://doi.org/10.15690/vsp.v22i5.2641).

Aun3aiH uccnegoBaHus
OfHOLEHTPOBOE OAHOMOMEHTHOE PETPOCMNEKTUBHOE
nccnenoBaHue.

YcnoBus npoBejeHUst uccnegoBaHus

UccnenoBaHve NpoBOAMIOCE Ha Gal3e oTaeNeHus aep-
matonoruun gns geter HUM negmatpum v oxpaHbl 340p0BbS
netent HKLL N22 dIrbHY «PHLUX nm. akaa. B.B. MNeTpoBcKoro».
C pekabpsa 2021 no uoHb 2024 1. ocywecTBasnaca otéop
UcTopun 60N1E3HN AETEN C NCOPMA30M, Y KOTOPbIX onpeaens-
nucb nHaekcol PASI, CDLQI, TonwmnHa 33T 1 ypoBEHb CbIBO-
POTOYHOrO NENTUHA, a TaKkKe oueHnsanocs M.

Kputepumu coorBetTcTBUA
Kputepun BKIoYeHUs:

e BO3pacT oT 6 Ao 17 ner;

e yCTAHOBJIEHHbIV paHee AMarHo3 ncoprasa B aHamMHese;

® poBeAEHHbIA KOMMEKC KIMHUYECKMX M nabopartop-
HbIX MCCNEeNOBaHWM, BKIOYAKOWNK B cebs onpeaeneHme
mHaekcos PASI, CDLQI, oueHky Il Bpayom-aMeTonorom
C WUCMNONb30BaHWEM CreLnannM3npoBaHHbIX ONMPOCHUKOB,
OLEHKY ToNWUHBI KT 1 ypOBHS CbIBOPOTOYHOIO NIENTUHA.

Kputepumn nckniovyeHums:

e BO3pacT mnagle 6 u ctapue 18 nert;

e OTCYTCTBME HEOGXOAUMbIX KJIMHUKO-NabopaTopHbIX
nccneaoBaHuin B UCTopmun 601€3HM.

OnucaHMe KputepueB COOTBETCTBHUS

(AamarHocTU4eCKue KpUTepmum)

OCHOBHbIM KpUTEPUEM COOTBETCTBMS CNYKMIO Hanuune
AMarHoCcTMpoBaHHbIX ocobeHHocTen [N (3KCTepHanbHoeE,
3MOLMOrEHHOE MW OrPaHUYUTENBHOE), KOTOPbIE YCTaHaBU-
Ba/IUCb Ha OCHOBAHWW MPOBEAEHHOW KOHCYy/bTaLuK Bpaya-
OMETONOra, a TaKKe Pe3ynbraTtoB aHKETUPOBAHWUS C UCMOJb-
30BaHKeM onpocHMkoB CEBQ n DEBQ.

Moa6op y4yaCcTHUKOB B rpynnbl

Nccnepyemas BbliGOpKa Obina pasjeneHa Ha Tpu noa-
rpynnbl B 3aBUCUMOCTU OT npesanupytouiero tuna MM —
rpynna ¢ akcTepHanbHbIM MM, ¢ amouunoreHHbim M1 u orpa-
HUYUTENbHBbIM [M1.

LleneBble noka3aTtenu ucciegoBaHus

OCHOBHOJ NMoKa3arte/lb UcCleJO0BaHUsA

OueHnBaeMbIMK MOKa3aTeNaMU CAYKUAKN ToNlwnHa KT
M CbIBOPOTOYHOIO NentuHa. NpuMeHeHne KoMnaeKca rnoka-
3aTesiert 00YCNOB/IEHO LENbIO MOBbLICUTb TOYHOCTb OLEHKMU
BAUAHUSA GAKTOPOB B U3y4aeMbIX rpynnax, a Takxe nosnyyntb
6onee nonHoe npeactaBfeHne 0 GYHKLMOHANBbHOW aKTUB-
HOCTW *MPOBOW TKaAHW.

HononHutenbHble NOKa3aTe/n UCCe[0BaHUS
MHaekcbl PASI n CDLQL.

MeToabl n3MepeHus1 yesieBbiX NoKa3aTtesnen
M3yyaemble NokasaTtenu Obln MOoNy4eHbl U3 apXMBHbIX
UcTopu 601E3HN.

CraTUCTUYECKHKE npoLeaypbl

MpuHynnbl pacyeta paamepa BbIGOPKU

Heo6xoaunMbiit pasMep BbiIGOPKU MpenBapuTenbHO He
paccyuTbiBancs.

CraTucTtnyeckue MeToabl
Ana 06paboTKM CTaTUCTMYECKON MHbOPMaLIMK UCMOSb-
30BaJscs naket nporpamm Microsoft Office Excel, CLUA. Bce
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OpuruHanbHas cTaTbs

rpynnbl NauMeHToB 6blI OAHOPOAHbLI MO MOy, BO3pacTy
YYaCTHMKOB W [UTENbHOCTU 3aboneBaHus. Pesynbrathl
nccnefoBaHus noasepranncb 06paboTKe C UCMONb30BaHM-
€M MeTOJ0B onucaTeIbHOM CTaTUCTUKK: pe3ynbTaTbl U3Me-
HeHWS TONWKUHBI IXKT, CbIBOPOTOYHOrO NIeNTUHA, MHAEKCOB
PASI 1 CDLQI B pa3HbIx rpynnax naunMeHToB cpaBHUBaIUCh
C NpumeHeHnem Kputepusa Kpackena — Yonnuca, pesynb-
TaTbl CYUTANIUCL CTATUCTUYECKU 3HAYUMbIMU Mpu p < 0,05.
TakXe nNpoBoOAMICA pacyeT MefuaH rnokasaTenen, nepso-
ro W TPETbero KBapTuas € MX MociaelyloWwnm cpaBHEHUEM
Apyr € Apyrom.

JTHyeckan aKcnepTusa

Bce paHHble nauMeHToB 6bliM AaHOHUMW3WMPOBAHbI,
LOCTYN K MCXOAHbIM AaHHbIM OrpaHuyeH. WccneposaHue
NPOBOANNOCH B paMKax AMccepTaLMoHHOM paboTsl, ogobpe-
HO JIoKanbHbIM 3TUYECKUM KomuTeTom PBEIMHY «PHUX nm.
akaga. b.B. MNetpoBckoro» 19.01.2024.

PE3Y/IbTATbI

dopmupoBaHue BbIGOPKU UCCefOBaHUSA

[MpoBoauncsa aHanua UCTopui 60N1E€3HM NaLMEHTOB AET-
CKOro BO3pacTta C YCTaHOBJIEHHbIM AWMAarHO30M «Ncopuas»,
KOTOpble HaxoAW/IUCb Ha NevYeHUn B OTAeNleHUU gepmaTo-
norunun. N3 obuiero nyna UCTopum 601e3HU 6blin 0TOBPaHbI
Te, YTO YAOBNETBOPSAIN KPUTEPUAM BKITIOHYEHUSA B UCCeo-
BaHue. NToroBbl pasmep uccregyemon BbIGOPKKU cocTa-
BUN 72 nauueHTta. Janee nauneHTbl 6blin pa3geneHbl Ha
TpW NOArpynnbl B 3aBUCMMOCTM OT AOMUHMPYIOLLEro TUNa
M. PazgeneHne Ha noarpynmbl OCYWECTBAANOCH HA OCHO-
BaHWN PETPOCMEKTMBHbLIX [AaHHbIX O KOHCynbTalWW Bpa-
Yya-guMeTonora, a TaKKe pe3ynbratoB onpocHMkoB DEBQ
n CEBQ (puc. 1).

XapaKTepucTUKKU BbIGOPKMU (rpynn) uccnefgoBaHus

Bcero 6b110 0TO6paHO 72 UCTOPUM BGONE3HU MaLUeH-
TOB, MEPBUYHO MOCTYMUBLUMX B OTAENEHWE AEPMaTONOrunu,
6e3 yyeTa MNokasaTenel WHAeKca Maccbl Tena. Bospact
nauneHToB BapbupoBan oT 6 A0 17 neT, cpeaHuin Bo3pacT
coctaBun 12,5 net, 54% nauneHToB OblIM MYXKCKOro nona,
45% — YKEeHCKOoro.

OCHOBHbI€e pe3ynbTaTbl UCC/IEA0BAHUA

OTo6paHHble NauueHTbl GbiNM pacnpeeneHbl Ha Tpu
rPynnbl — NaLUMEHTbl C 3KCTEePHasbHbIM 1, 3SMOUMOreHHbIM
MM v orpanuuntensHbiM [I1. PacnpegeneHve coctaBuio
30,6, 40,3 1 29,1% cOOTBETCTBEHHO (puC. 2).

Puc. 1. dopmupoBaHm1e BbIGOPKK UCCENOBAHNS
Fig. 1. Study sampling

OT60p McTOPUit 6oNE3HM NALMEHTOB ¢ Ncopuasom (n = 341)

dopmupoBaHue uccnegyemon Bbl6OPKM U3 NCTOPUI 6ONESHMU,
YLOBNETBOPSIOLLMUX KPUTEPUSAM BKIIOYEHUS
B UccnefoBaHue (n = 72)

[lo pesynbTatam NpPOBEAEHHOr0 aHanmM3a MWCTOPUH
6one3Hu OblIK MONYYEHbI crefylolwme AaHHble. B rpynne
nauMeHToB ¢ 3KcTepHanbHbIM MMM MeanaHa TonuwmHbl KT
coctasuna 2,5 MM (Q;—05: 2,1-2,8), B rpynne nauueH-
TOB € aMouuoreHHsim MM — 2,2 mm (Q,—0Q5: 1,85-2,55),
B rpynne c orpaHu4utenbHoiM Tunom MM — 3,4 mMm
(Q1—03: 3,1-3,9) (puc. 3).

Mpu uccnegoBaHWM ypoBHEW CbIBOPOTOYHOrO JenTUHa
B rpynne nauueHToB C aKcTepHasbHbiM [ meanaHa cocta-
Buna 17,3 Hr/mn (Q,—Q3: 14,4-26,4), B rpynne nalueHToB
¢ amoumoreHHbim MM — 20,1 Hr/mn (Q,—0Q5: 14,5-23,95),
B rpynne naumeHToB ¢ orpaHuymntenbHbim MM — 28,2 Hr/mn
(Q;—03: 26,4-33,5) (puc. 4).

Mpn uccnegoBaHMM 3HayYeHUM uHAaekca PASI nonyye-
Hbl OblIM cnegylowme pedynstaTel. B rpynne nauueHtoB
C aKcTepHanbHbIM MM MeanaHa PASI coctaBuna 17 6annos
(Q;—0Q3:12,4-20,5), B rpynne naLuueHToB ¢ 3MOLMOIEHHbLIM
MM — 14 6annos (Q,—Q5: 12-16,5), B rpynne ¢ orpaHn4un-
TenbHbIM MM — 24 6anna (Q;—Q5: 21-27) (puc. 5).

Puc. 2. CpaBHeHuWe rpynn nalumMeHToB
Fig. 2. Comparison of patient groups

PacnpepeneHue naumMeHTOB NO UccaeayeMbiM rpynnam, %

40,3

Bl OkcTepHanbHOE NULLEBOE NoBeaeHne
3OMOUMOreHHoe N1LLEBOE MOBEAEHNE

[l OrpaHnunTensHoe NvLLeBoe NoBeaeHne

MauuneHTbl ¢ aKcTepHanbHbIM MM (n = 22)

lpumevaHue. MM — nuiLeBoe noseaeHue.
Note. EB (IMM) — eating behavior.

MaumeHTbl ¢ amoumoreHHbim MMM (n = 29)

MauneHTbl ¢ orpannynTensHbiM MMM (n = 21)




Puc. 3. CpaBHeHWe MeanaHbl TONLWLMHbI ANMKaPANabHON UPOBOW TKaHW
Fig. 3. Comparison of median epicardial adipose tissue thickness
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Puc. 5. CpaBHeHWe meaunaH nHaexca PASI
Fig. 5. Median of PASI
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Mpn oueHKke wuHaekca CDLQI B rpynne nauyveHToB
C 9KcTepHanbHbiM [l mMeavaHa cocTtaBuia 7 6Gannos
(Q1—0Q3: 4-13,5), B rpynne nauveHTOB C IMOLIMOTEHHbIM
MM — 6 6annos (Q;—0Q3: 3-12), B rpynrne naLMeHTOB C orpa-
HuuutenbHbiM MM — 13 6annos (Q;—Q5: 9-21) (puc. 6).

Mpn cpaBHeHWW mMoOKazaTenenm B pasHbix rpynnax
C ucnonb3oBaHueMm Kputepus Kpackena — Yonnuca 6bi10
BbIIBNIEHO CTaTUCTUYeCKM 3Haummoe (p = 0,0014) yBe-
nnyeHne uHpexkcoB PASI n CDLQI. MauneHTbl M3 rpynnbl
nsbupartenoHoro MMM npogeMoHcTpMpoBanu 6onee BbICOKUE
3HavyeHns TonwmHbl IXKT. He 6bi10 BbISIBIEHO CTAaTUCTUYECKU
3HAYUMBbIX OTIMYUI NPU CPABHEHMU YPOBHS CbIBOPOTOYHOIO
nenTuHa v ToNwmHbl XKT B OCTaNbHbIX rpynnax.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbrata UcciejoBaHUs

MauneHTbl ¢ orpaHnymTensHbiM MMM NpogemMoHCcTpupoBa-
v 6onbline 3HaveHus nHaexkcos PASI n CDLQI B cpaBHeHWH
C naumMeHTamu ¢ aKcTepHanbHbIM M 1 amounoreHHsim MMM1.

Puc. 4. CpaBHeEHWE MeanaHbl yPOBHS CbIBOPOTOYHOrO IENTUHA
Fig. 4. Comparison of median leptin levels
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MepgpaHa KOHUEeHTpauumn CbiIBOPOTOYHOIO NENTUHA, HI/M”
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Puc. 6. CpaBHeHve MeanaH nHaekca CDLQI
Fig. 6. Median of CDLQI
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MepavaHa fepMaTonormieckoro MHAeKca KayecTsa XuaHu, 6anbl
Bl OkcTepHanbHoe

OmoumoreHHoe M OrpaHuyuTenbHoe

MauneHTbl 13 rpynnbl n3bupartenbHoro MM npogeMoHCTpK-
poBanu 6o5nee BbICOKME 3HaYeHus TonwuHbl IXKT. He 6bi10
BbISIB/IEHO CTATUCTUYECKU 3HAYUMbIX OTIMYMWA MPU cpaB-
HEHWW YPOBHS CbIBOPOTOYHOrO NIENTUHA W TONWMHbI KT
B OCTaslbHbIX rpynnax.

OrpaHuyeHus uccnepoBaHusa

OrpaHM4yeHnsAMK UCCNefoBaHUsA SBASAUCL Hebosnbluas
uccnegyeMas BblGOpKa MNaLMEHTOB, HepaBHOMEPHOe pac-
npeageneHne nauneHToB no Tuny nUueBOoro noseaeHua.

UHTepnpeTauua pe3ynbTaTtoB UCC/IEA0BaHUA

[copnas, KOMOPOUAHLIN C OXMPEHWEM W WMHBIMW KOMMO-
HeHTamMn MeTabosIM4ecKoro CMHApPOMaA, CTaHOBWTCS Bce 6Gonee
aKTyanbHOW npobnemon [21]. B nepBytlo o4vepedb, 3TO CBSI3aHO
C ANMAEMHUEN OXKMPEHUS, B TOM YUCNE Y AETEN, YTO MOXKET OblTb
06yCnoBNEHO KaK M3MEHeHWeM o6pa3a MW3HW COBPEMEHHOMO
pebeHKa ¢ TEHAEHLMEN K TMNOAMHAMMKU 1 JOCTYNHOCTBIO Kanopui-
HOM NWULLK, TaK 1 GopmMmUpoBaHMeM onpeaeneHHbix Tunos MM [24].
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OpuruHanbHas cTaTbs

HakonneHne XMpoBOKW TKaHM BAMSIET Ha Ncopuas, cro-
COBCTBYET Boee TKeNoMy ero TedeHuto [22]. Ocobblin UHTe-
pec npeacTtasageT ToT GaKT, 4To y NaLMeHTOB C NCopuasomMm,
BKJIlOYas AeTen, oTMedaeTcs u3bupartesibHoe HaKonieHue
BUCLIepa/ibHOM MMPOBOW TKaHW, KOTOpas crnocobHa OKa-
3blBaTb WWPOKKUMA CreKTp 6uonornyeckux abddextos [19].
OJHUM 13 BO3MOXHbIX CBASYIOLWMUX SNEMEHTOB MEXIY 3TUMU
COCTOSIHUSIMU MOXKET CNYXWUTb HapylieHue M.

Hapywenue MMM accoummpoBaHo ¢ M36bLITOYHOM Maccomn
Tena u oxupeHuewm y geten [23]. MI3BeCTHO, 4YTO pasnuy-
Hble uccnegoBaTeny NpUWM K BbIBOAY O TOM, 4TO Y AeTewn
M NOAPOCTKOB C OXMPEeHWeM CrnocoBHOCTb pearnpoBaTtb Ha
YyBCTBO CbITOCTU HWXKE, @ TaKXe CHUXEH OTBEeT Ha Nnulle-
Bble CUIHasbl. KIMHUYECKU 3TO BbIpaXkaeTcd WMHTEHCUB-
HbIM YyBCTBOM r0Jiofja, 0CO6EHHO B MPUCYTCTBUM MULLK, YTO
0COGEHHO XapaKTepHO ANns aKcTepHanbHoro tuna MMM [24].
Kpowme Toro, nony4yeHne yaoBonbLCTBUS OT €fibl U CKOPOCTb ee
ynoTpe6ieHns Bbllle y JeTeN C OXXUPEHUEM, Y KOTOPbIX TaKXKe
OTMeYaeTCsd OTCPOYEHHOE HYYBCTBO CbITOCTH [25].

lpoBeaeHHoe HaMK UccnefoBaHWe NO3BOMUIO HECKOSIb-
KO YTOYHUTb XapaKTep NoJ0OHbIX UIBMEHEHWI B Fpynne aeten,
cTpajalolmx ncopuasom. PacnpegeneHve nauueHToB MO
Tunam MMM 66110 NPUGAN3UTENIBHO PaBHbIM BO BCEX rpynnax,
TaKXXe Mbl HEe BbIIBUIN CTAaTUCTUHECKM 3HAYUMbIX Pa3nn4ui
B YPOBHSX CbIBOPOTOYHOIO NenTuHa v TonwwmHbl IXKT, Kpome
rpynnbl NauMeHTOB € orpaHuyutenibHbiM [, TofydyeHHble
paHee AaHHble CBUAETENLCTBYIOT O TOM, YTO AETH C ncopua-
30M AEMOHCTPUPYIOT 60MbLUYI0 TonwmHy IXKT 1 6onee BbICO-
Kne Lndpbl CbIBOPOTOYHOIO nentuHa [19], Hexenu nx ceepcr-
HWKM 6e3 ncopuasa, 4TO MOXKET OblTb CBA3@HO C WMHbIMU
MeTaboIMYECKUMU NpoLEecCaMn U HE UMETb NMPSAMON CBA3M
c otaenbHbiMKU TUNamu NI, oAHaKo OKa3biBaTb BAUSIHWE Ha
mogenb [, Tak KaK NenTuH NPUHUMAET aKTMBHOE y4acTue
B perynnpoBaHunu 4yBcTBa cbiTocTu [18]. PaHee npoBoauMB-
LIMeCs UccneoBaHMUa TaKKe AeMOHCTPUMPOBaIN KOppensaumio
MEKAY BbICOKMMK 3Ha4yeHnaMun nHaekcos PASI, CDLQI v Ton-
WmHbl IXKT [18], 4TO Mbl HaboAann B rpynne nauueHToB
C orpaHunyuTenbHbIM MMM, HO AaHHbIM deHOMeH TpebyeT aasb-
HeWwero n3y4yeHus, 4Toobl Jly4Lle NOHATbL ero NpMpoay 1 B3a-
MMOCBS3b C APYrMMKU daKTopamu TAXKENOro Te4eHns ncopuma-
3a. MOXHO NpeanoNoXmTb, YTO BbICOKME 3HAYEHUS MHAEKCOB
PASI n CDLQI moryT oTpa)kaTb 60/bluee «CUXONTOrM4EecKoe»
6pems 3aboneBaHus y 3TOW rpynnbl GOMbHbIX, YTO, B CBOIO
oyepefb, oTpaxkaetcs B HapyleHuu [, B KOTOpoM ncopuas
BbICTYNaeT B KayecTBe O4EepefHOro Tpurrepa orpaHu4yeHus
yrnoTpebnsiembix MNPOAYKTOB W, COOTBETCTBEHHO, CMOCO6GEH
NpPUBOAUTL K GOPMUPOBAHUIO OrpaHnyuTensHoro My geten.

3AK/IOYEHUE
M3ydeHue MMy geten ¢ ncoprualzom npeacraBnser 60sb-
WOV WHTEpecC ANs uccnegoBaTenen, Tak Kak MOXKeT ynyd-
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0O60ocHoBaH#Me. 1o rnociegHUM gaHHbIM AMEPUKAHCKOro HauMoHaabHOro peectpa 6y/11€3HOro anuaepmMonn3a, pacnpoctpa-
HEHHOCTb BCEX TUIMOB BPOXAEHHOIr0 6y11e3HOro anvaepmonusa (B63) Bo Bcem mupe oLeHnBaeTcs npumepHo B 11 cayvaeB
Ha 1 maH. [aHHble o pacrnipocTpaHeHHocTn BB3 B Poccurickon Peaepalinm pa3po3HEHHbI, @ CBEAEHUS O MPOAOIKUTE/IbHOCTH
JKMU3HU M CMEPTHOCTU Mpm ITOM 3ab0/1IeBaHNM OTCYTCTBYIOT. B JaHHOV CTaThe NpMBEAEHb! KIMHUYECKME U IMMAEMUOIOrMYECKHe
JAaHHble geter ¢ BE3 B Poccurickon denepauymn. Llenb nccnegoBaHusi — 13y4nTb KIMHUKO-3MUMAEMUOIOrMYECKME XapaKTe-
puctukn BB3 y fnetei B Poccurickon Peaepavrimm. Metoabl. [1poBeaeH aHann3 KIMHUKO-3MUAEMMOIOMMYECKUX XapaKTePUCTUK
cpean AeTCcKoro HaceneHus Poccuiickon degepaumm ¢ BpoxaeHHbIM BB3 nocpeactBom «Peructpa reHeTUYEeCKMX 1 Apyrux
peakux 3aboneBaHnii» 61aroTBOpHUTEIbHOO poHAa «letn-6abo4ku». PedynbtaTtbl. [1o cocTosHuio Ha 2024 r. B Poccuiickori
depepaumu, B COOTBETCTBUM C JaHHbIMU «Peructpa reHeTUMECKMX M APYrux PEAKMX 3a601eBaHui» 61aroTBOPUTENIbHOIO GoHAa
«/leTn-6abo4yKkmn», 3apernctpupoBaH 491 pebeHok ¢ BE3. CooTHoLLIeHME MasibYMKOB M feBoYeK coctaBasieT 1,08 : 1, 4To cooT-
HOCHTCSI ¢ MMPOBbLIMU AaHHbIMK. [loKa3aTesb pacnpocTpaHeHHocTH BB3 y aetes ot O 4o 17 neT BKIYMTENBbHO B PoccuiicKom
Penepaumn coctapnset 15,48 cnyyas Ha 1 MIH JE€TCKOro HaceseHusl rno coctosiHuio Ha 1 saHBaps 2024 r. Han6onbliee
KoJIM4ecTBO AeTel ¢ gunarHo3om BB3 otmevaetcs B Pecnybauke JarectaH — 54 (11% ot obuiero KoandyecTsa geten ¢ Bb3,
10 AaHHbIM peructpa) pebeHKa, 4To, o-B1AMMOMY, CBS3aHO C BbICOKOM YacTOTOM 6/IM3KOPOACTBEHHbIX 6paKoB (50%). Takxe
perMoHamm ¢ BbICOKOH pacrpoCcTpaHeHHOCTbIo ocTatoTess MockoBcKasi obnacte (n = 28, 5,7%), Mocka (n = 25, 5,1%),
CaHkT-letepbypr (n = 26, 5,2%) u KpacHogapckui Kpan (n = 23, 4,6%). Camasi MHOroyncaeHHasi BO3pacTHas rpynna aeten
(ot 12 po 18 neT) npeactaBneHa 146 naymneHTamu, cpeaHui Bo3pacTt coctaBun 14,32 + 1,72 roga. bosblue BCero naumeHToB
¢ AucTpoguyeckor popmort B6S — 261 nauuneHT, ganee caeayet npoctas ¢opma BB co 191 naymeHToM, KONM4ecTBo AeTen
¢ norpaHu4Hor popmort BB3 coctaBmno 31 naumeHT, n Bcero 8 nayneHToB — ¢ cuHApoMoM KuHanep. Yactota poxKaaemo-
ctn agetei ¢ BB3 no rogam 3a nepuog ¢ 2019 no 2023 r. (Ha 100 Tbic. poauBlumxcs geten): 2019 — 1,42, 2020 — 2,009,
2021 — 2,65,2022 — 2,76 1 2023 — 1,74. CpeaHeapndMETUHECKMI NOKa3aTeslb YaCToThl poXxaaemMocTy aeTer ¢ BB3 3a
5-netHui nepuog coctasmn 2,13 cnydas Ha 100 Tbic. poauBLUMXCS AETEH. B pernctpe umeetcss uHpopmaLms o 22 ymepLumx
rnauymeHTax, cpeaHuit Bo3pact coctaBun 3,06 + 4,66 (ot 0 go 15 net, meanarHa — 0,54 roga). bosiblue BCEro neTaslbHbIX UCXO-
AoB oTmeyasnochk B Pecrny6nnke [arectaH (n = 3). Cpean TunoB B3 JOMUHUPYIOT cay4aun neTasbHOro ncxoaa rpu rnorpaHmy-
Hom BB3 — 59,1% (n = 13 cnyyaes, 0,40 + 0,22 roga). B | Bo3pactHo# rpynne (o1 0 4o 1 roga) oTmeyaeTcs camasi BbICOKasi
CMEPTHOCTb, KOoTopasi cocTasaseT 65,2% (15 netanbHbix ncxogoB). MonvmopraHHas HEAOCTAaTOYHOCTb, Pa3BMBLLAsICS B Pe3Y/ib-
TaTe cericuca, 6bl1a camMoi 4acToi NPUYUHON CMepTH rpm oboux Tunax BB (norpaHn4HoM v aUCTpopuyeckom). TeHaeHLUUs
CMEPTHOCTM MpH MorpaHnyHor ¢opme BB rnoKasbiBaeT Craj /NeTaibHOCTHU, Torga Kak AUCTPOQUYECKMI TUM MOKa3biBaeT
CTabU/IbHYIO cUTyaLmio Ha npoTsixkeHnn 2021-2023 rr., KoTopasi COCTaB/SIET Mo 2 NeTaslbHbIX MCXoAa B rof. Bbicokas cmepT-
HOCTb B paHHEM BO3pacTe oTMeyaeTcs 4/151 MorpaHnYHoro Tmna Bb3: KpuBas BbiXKMBAEMOCTU MTOKa3biBAET PE3KOE CHMKEHHNE
B NepBble MECAL|bl XMU3HU, YTO YKa3blBaeT Ha BbICOKYI0 CMEPTHOCTb B paHHEM BO3pacTe. BeposiTHOCTb BbiXKMBaHUSI nagaet
rnoytv o 0% B TeyeHme nepBbix 100 gHeN. bosee BbiICOKas BbIXMBAEMOCTb XapaKkTepHa A5 AncTpopudeckoro tuna BB3.
3aknoqeHne. [IpoBeseHHOe nccaenoBaHne JEMOHCTPUPYET BaXKHOCTb U HEOBXOAMMOCTb CO3/AaHunsl M BEAEHUS PErncTpoB o
peaxkum (opdaHHbIM) 3a601€BaHUSM, UMEHHO BeAEHME perncTpa aBaseTcs apPeKTMBHON MOAEIbI0 UCTUHHOIO NPeACTaBaeHUs
0 YUCNIEHHOCTH MAaLMEHTOB M MacLuTabax Heo6X0AMMOM MOMOLYM rocyAapcTBa AaHHON KaTeropmu 60/bHbIX.

Knro4yeBble cnoBa: BpOXAEHHbIN 6y11€3HbIN INMAEPMON3, ANMAEMUOIONs, BCTPEYaEMOCTb, MPOAO/IKUTENILHOCTb KU3HH,
CMEPTHOCTb, AETH

Ansa yntupoBanusa: MypawkuH H.H., Ennwes P.B., Opnosa 0.C., KypaTtoBa A.A., loneHosa B.C. Anngemunonoruns BpoxaeH-
HOro 6ynne3Horo anuaepMonun3a cpeamn 4eTCKoro HaceneHuns Poccuninckon @egepaumn. Bonpockbl COBpeMeHHON neguaTpum.

2024,23(5):316-328. doi: https://doi.org/10.15690/vsp.v23i5.2808



OBOCHOBAHME

BpoxaeHHbIn 6ynnesHbin anuaepmonns (BbB3) — 3ato
rpynna reHeTM4eckux 3aboNieBaHWi, KOTOpble XapaKTepwu-
3YlOTCA MOBbILWEHHOM XPYMKOCTbIO KOXW M 06pa3oBaHUEM
ny3blpen Ha KOoXe, CIM3UCTbIX 060/04Kax B OTBET HA MUHMU-
MasbHble noBpexaeHus. bynnesHbii annaepmMonn3 KinMHK-
YECKW U FEHEeTUYEeCKU HEeOLHOPOAEH W Mnoapasgensercs Ha
4 OCHOBHbIX TUMNa, KOTOPbIE pa3n4yaloTcs B 3aBUCUMOCTH OT
rNy6GUHbI MOPAXKEHMA KOXM: NPOCTON ByNNe3Hbln anMaepmo-
nu3 (MBJ3), norpannyHasn ¢opma BB (Mrpb3), auctpoduye-
cknin BB (AB3) u cuHapom Kunanep [1].

3aboneBaHue XxapaKTepu3yeTcsd HENPEepPbIBHO peLnin-
BUPYIOLLMM TEYEHUEM WU MPOSIBNEHNEM KOXHbIX NOPaMeHUn
npu POXAEHWUW WKW B NEPBble Mecslbl XW3HU pebeHKa.
KnuHnyecKas KapTMHa 3abofieBaHMa OTIMYaeTcs Noanmop-
GU3MOM KIIMHUYECKNUX MPOSBAEHUA U MYNbTUCUCTEMHOCTbIO
NopaXeHUss ¢ BOBJIEYEHMEM B MaATONIOrMYECKMM MNpoLuece
pPasMYHbIX OpraHoB M cucTeM. K OCHOBHbIM KIMHWUYECKUM
nposiBNeHnamM pasnuyHblix Gopm BB oTHocATea nossneHune
ny3blpen U/UNn 3p03uK Ha KOXKE U CMU3UCTbIX 060/104KaX.
AnuTennsauns 3po3nBHbIX AeDEKTOB NpKU pasnnyHbix Gop-
Max 3ab60oneBaHns NPoOUCXoanT ¢ GopMmnpoBaHuem pyobLIOBOM
TKaHW. KOHTpaKTypbl, NCEBAOCUHAAKTUINN U OTCYTCTBUE HOT-
Ten — cneunduyecKkne nposBAEHUS TAKEN0 NPOTEKAOLWMX
KNMHUYeCcKnx dopm 3abonesaHus [2].

MporHo3 nauneHtoB ¢ BB3 3aBucHT, B nepByo o4epesb,
OT KayecTBa OKa3aHWa MEAULIMHCKOM NOMOLLM (CBOEBPEMEH-
Hoe npoBefeHne o6cnefoBaHus, YCTaHOB/IEHWE TFEHEeTUYe-
CKM BEpUMOULIMPOBAHHOMO AMarHo3a, onpegeneHne TaKecTu
TEYEeHUs B 3aBMCUMMOCTM OT MPOLLEHTa MOPaMEHUS KOXM
N HaNM4Ms KOMOPBMAHOM NATONOrMK, aleKBaTHOE 1 CBOEBPE-
MeHHOe o6ecneyeHne HapyKHbIMU CPeACTBaMM U COBPEMEH-
HbIMWM MEPEBA30YHLIMU MaTepuanamu, a TakKe KoppeKuums
OCJ/IOKHEHWUIN N le4eHne KOMOPOUAHOW NaTonormm).

BB3 oTHocKUTCS K peakum (opdaHHbIM) 3abofieBaHUaM,
M3y4eHne pacnpoCTPaHEHHOCTM KOTOPbIX WUrpaeT BaKHYIO
ponb Ana naaHMpoBaHUS OO6BLEMOB MEAULMHCKOMW MOMO-
WM M Mep coLManbHOM MOAAEPHKKM, @ TaKKe KIMHUYECKMX
nccneaoBaHuin HOBEMLWIKMX METOLOB Tepanuu AaHHbIX HO30-
norui (MoctaHoBneHue lMpaButenbctBa PP ot 26.04.2012
Ne 403). K peakum, wmnan opdaHHbIM, 3aboSieBaHUAM
B Poccun oTHOCAT 60/1€3HM C YAacTOTOM BCTPEYAEMOCTU He
6onee 10 cnyyvaeB Ha 100 TbiC. YenoBeK (MO onpeaeneHunio
®3 N2 323 or1 21.11.2011 «O6 oxpaHe 3[0POBbSl rPpaxk-
fax»). o nocnegHWM AaHHbIM, pacnpocTpaHeHHocTb BB
B Poccuiickon denepalumm oLeHnBaeTcs Kak 3,77 Ha 1 MAH
HaceneHus, KoTopas O04eBMAHO OTMYaETCs OT Oony6/MKo-
BaHHbIX JaHHbIX B Apyrux cTpaHax [3]. Hanpumep, noka-
3aTenu pacnpocTtpaHeHHocTn B CLUA, EBponenckmx crpa-
Hax, cTpaHax bnuxkHero BocToKa, ABCTpanuu KonebnioTcs
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Congenital Epidermolysis Bullosa Epidemiology among Children
of Russian Federation

Background. The prevalence of all types of congenital epidermolysis bullosa (CEB) worldwide is approximately 11 cases per 1 million
according to the latest data from the American Epidermolysis Bullosa Registry. Data on the prevalence of CEB in Russian Federation is
scattered, while data on life expectancy and mortality for this this disease is absent. This article presents medical and epidemiological
data on children with CEB in Russian Federation. Objective. The aim of the study is to analyze clinical and epidemiological features
of children with CEB in Russian Federation. Methods. We have performed analysis of the clinical and epidemiological features among
pediatric population of Russian Federation with CEB using the “Registers of Genetic and Other Rare Diseases” of the “Butterfly Children”
charitable foundation. Results. There are 491 children with CEB in Russian Federation as of 2024 according to the national registry
data from “Registers of Genetic and Other Rare Diseases” of the “Butterfly Children” charitable foundation. The ratio of boys and girls
was 1.08:1, that is relevant to the global data. The prevalence of CEB in children aged from O to 17 years in Russian Federation is
15.48 cases per 1,000,000 children as of January 1, 2024. The highest number of children with CEB were revealed in the Republic
of Dagestan — 54 (11%) children, which is apparently due to the high rate of consanguineous marriages (50%). Other regions with
high prevalence are Moscow Region (n = 28, 5.7%), Moscow (n = 25, 5.1%), Saint Petersburg (n = 26, 5.2%) and Krasnodar Territory
(n = 23, 4.6%). Largest age group of children (from 12 to 18 years) includes 146 patients with mean age of 14.32 + 1.72 years.
The most common form of CEB is dystrophic one — 261 patients, the next one is simplex — 191 patients, then junctional form —
31 patient, and Kindler syndrome — 8 patients. The birth rate of children with CEB by year during the period from 2019 to 2023
(per 100,000 children born): 2019 — 1.42, 2020 — 2.09, 2021 — 2.65, 2022 — 2.76 and 2023 — 1.74. The arithmetic mean
birth rate of children with CEB over a five-year period was 2.13 cases per 100,000 children born. The registry contains information on
22 deceased patients, average age was 3.06 + 4.66 (from O to 15 years, median 0.54 years). The highest number of fatal outcomes
was observed in the Republic of Dagestan (n = 3). Junctional CBE dominates in fatal outcomes among all the CEB types — 59.1%
(n = 13 cases, 0.40 = 0.22 years). The highest mortality was observed in | age group (from O to 1 year), which is 65.2% (15 fatal
outcomes). Multisystem organ failure resulting from sepsis was the most common cause of death in both types of CEB (junctional and
dystrophic). The mortality trend in the junctional form of CEB shows a decline in mortality, while the dystrophic type shows a stable
situation during 2021-2023 years — 2 fatal outcomes per year. Junctional CEB has higher mortality rate at early age: survival curve
shows sharp decline in the first months of life indicating high mortality in early life. The probability of survival drops to almost 0%
in the first 100 days. Higher survival rate is more specific for the dystrophic type of CEB. Conclusion. This study demonstrates the
significance and necessity to create and maintain registers for rare (orphan) diseases. Registry maintenance is an effective model for
real understanding of the number of patients and value of needed assistance from the government to this category of patients.
Keywords: congenital epidermolysis bullosa, epidemiology, prevalence, lifetime, mortality, children
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OpuruHanbHas cTaTbs

oT 4 go 54 Ha 1 MnH HaceneHus [4, 5]. NMonyyeHHble pas-
JINY4US MOTYT OblTb 06BACHEHbI GaKTopaMu, BAUSIOLMMU Ha
BblfiBNieHMe cnydyaeB BB3J, Hanpumep gemorpadunyecKnmu
(HaceneHHoOCTb CTPaHbl, KONMYECTBO MEANLIMHCKNX LLEHTPOB,
3aHnmatoumxca BB3I) n pakropamu opraHm3auunm CUCTEMbI
3[paBOOXpPaHEHNa (AMarHOCTMYECKME BO3MOXKHOCTM, Bpa-
yebHasa KBanuduKaums). Kpome Toro, KoanM4ecTtBO MOXKET
BapbMpoBaTb BBUAY AeMorpadmnyecKnx pasinynm, a TakKe
OKaszaTb B/MSHWE Ha PacnpoCTPaHEHHOCTb MOryT PeIrnos-
Hble W KyNbTypHble yoexaeHus [6].

B 2019 r. 6narotBopuTenbHbii GoHA «[eTn-6ab04Kn»,
3aHUMalOWMUNCA CUCTEMHOM MOMOLLbIO AETAM C FeHeTu-
YyeCcKMMM 3aboieBaHUAMU KOXKU, NpuM GMHAHCOBOMW MNoA-
aepxKe doHaa Npe3naeHTCKMX rPaHTOB Havan pa3paboTky
«Pernctpa reHeTM4YecKux U Apyrux peakux 3aboneBaHum».
B pernctpe nmeetcs nHbopmaunsa 06 0coO6EeHHOCTAX Teye-
HWA 3ab6oneBaHWn BCeXx MoAoneYHbix 61aroTBOPUTENbHO-
ro ¢oHAa, OCHOBHas 4acTb KOTOPbIX — 3TO MaLMEHTbI
C pasnunyHbiMU TuNamu BE3. YunTbiBas TOT daKT, 4TO paHee
KIUHUKO-3NMAEMMONOrMYECKNE OCOBEHHOCTM Yy peTewn
¢ BB3 He 6binM M3yyeHbl, 61aroTBOpUTENbHLIM GOHAOM
«[detn-6abo4ykn» coBMmectHo ¢ HUM geTckon aepmaTonormu
®rAyY «HMWL, 3gopoBbs aetei» MuHaapasa Poccumn 6bino
NPUHATO pelleHne O NPOBEeAEHUN LaHHOrO MccnefoBaHuUs
C UCNONb30BaHMEM «Pernctpa reHeTM4eCKMX U Apyrux pea-
Kunx 3a60/IeBaHNM».

Llenb uccnepoBaHua

N3y4nTb KIMHUKO-3INMUAEMUONIOTMYECKUE XapaKTepuc-
TUKW OETEN C BPOMKAEHHbIM OyN/e3HbIM 3NUAEPMOSIM30M
B Poccuickon depepauuu.

METOAbI

Aun3aiH uccnegoBaHus

MpoBeaeHo pPeTpoCcrneKTMBHOE OAHOMOMEHTHOE Wccre-
[loBaHue.

YcnoBus npoBeAeHUsA UccnefoBaHusa

MccnenosaHne nposoannocb Ha 6a3e HUWN petcKkom
nepmartonornn ®ray «HMUL, sagopoBbs aeten» MuHsapaBa
Poccun coBmecTHO ¢ 6narotBopuTeNnbHbIM GoHAOM «[leTu-
6a604Kkn». B nccnegoBaHue 6b1n BKIOYEHbI A€TU CO BCEMU
dopmamun BB3 13 Bcex pernoHoB Poccuiickon deaepaumu.
OT BCex y4aCTHWKOB, B TOM 4YMUCNEe U WUX poauTenen, 6bino
nosy4eHo MHbopmMmMpoBaHHOE AOOPOBOJSILHOE cornacuve Ha
y4yacTue B UCCNefoBaHuu.

Kputepum cootBeTcTBUA

Kputepumn BknoyeHus

B nccnegoBaHue BKAOYaNU AeTen C KIMHUYECKUM auar-
HO30M «BPOMOEHHbIN OYNNE3HbIN 3anuaepmonuna» (nbas
dopma) B Bo3pacTe oT O Ao 18 neT, porKAEHHbIX U MPOXKUBA-
lolMX Ha TeppuTopumn Poccuitckon degepaumm U MMEroLLInX
rpaxkgaHcTeo Pd.

CraTUCTMYECKUE METOoAbI

CTaTUCTUYECKUIM aHanM3 NpoBOAMACS NMPU NMOMOLLM A3bl-
Ka nporpammupoBaHua Python u BCTpOEHHbIX GUGIMOTEK
Pandas (ana onepaumi ¢ 4ucnoBbiMM Tabnuuamu), NumPy
(ans MaTeMaTU4yeCKMX BblYUCEHMW), SCIpY (AN BbINONHEHUS
cTaTUCTUYECKMX pacyeToB), matplotlib, seaborn (06e 6mbano-
TEKM MCMONb3YOTCS AN BU3yanu3aluW [aHHbIX). [JaHHble
MCnonb30BaHbl B BUAE cpeaHero apudMeTUYecKoro 3Have-
HMA CO CpedHEeKBaApaTUYHbIM OTKIOHEHMEM ANs NepemeH-
HbIX C HOpMasbHbIM pacnpeaeneHrem. [ns nepemeHHbIX,
pacnpegeneHve KoOTopbIX OTIMYanochb OT HOPMasnbHOro, AaH-
Hble onucaHbl B BUae meanaHbl (Me) n ksaptunem (25 n 75%).

JTnyeckan aKcnepTusa

PaboTta BbINONHEHaA B paMKax Hay4HOW Tembl «KnuHMKO-
3NUAEMUONOTMYECKME XaPaKTEPUCTUKM BPOXKAEHHOro Oyn-
NIe3HOro anuaepmMonnaa y aeten B Poccuinckon degepauun».
McecnepoBaHue ogobpeHo JIoKanbHbIM HE3AaBUCUMbIM 3TUYeE-
cknum komutetom HMUL, 3aopoBbs aeten N2 1 ot 01.02.2024).

Bce naHHble nauMeHToB 6blIM @aHOHUMU3UPOBaAHbI.

LieneBbie noKa3arenu uccnegoBaHus
OCHOBHbIe NOKa3aTe/iu UCC/Ie[JOBaHUS:

® yacToTa BCTPE4YaemMocTW (Cpeau [OEeTCKOro HaceneHus:
obuwee yncno geten ¢ BBI Ha 01.01.2024 / obuwee
KonunyectBo aeten Ha 01.01.2024 X 1 000 000);

° reHAepHOe pacrnpeaeneHue;

® yacToTa POXAAeMOCTU (4ucno poauBlmxca ¢ BBI /
KONMYeCcTBO AeTen 3a KaneHaapHbiv rog X 100 000);

® TEHOEHUMS POXKAAEMOCTH;

e 006WMKIM NOKa3aTeslb CMEPTHOCTH;

° MeauaHa BbIKMBAEMOCTH.

HAononxuutenbHble NOKa3aTesn UCC/I€[0BaHNA:
® pacnpeneneHue no nony U BO3pacrty,;
® pacnpeneneHue no HaunoHallbHOCTU U pernmoHam;
® YyacToTa BCTPEYaeMOCTU 6IM3KOPOACTBEHHbIX 6PaKOB;
® aHa/Iu3 CMEePTHOCTU OT OTAE/IbHbIX MPUYUH.

dopmupoBaHue BbIGOPKU UCCefOBaHUSA
dopmurpoBaHue BbIGOPKK He OCylecTBNAIOChH B CBA3U
C MPMMEHEHNEM CNJIOWIHOIo MeToaa nccnegoBsaHuA.

XapaKTepucTUKKN BbIGOPKM (rpynn) uccnegoBaHusa

Mpn nogbope v pasgeneHuy Ha rpynnbl y4uTbiBanacb
cucTema rpagauunin getev no BoO3pacTy, UCrnonb3lyemas 3apy-
OEXHbIMU M OTEYECTBEHHLIMU NeauaTpU4ecKuMmn cooblie-
CTBaMM, a UMEHHO pacnpefenenune Ha 5 rpynn: | rpynna —
ot O go 1 roga, Il rpynna — ot 1 roga go 2 net 11 mec
29 pHen, lll rpynna — ot 3 net go 6 net 11 mec 29 aHen,
IV rpynna — ot 7 net go 11 net 11 mec 29 gHen, V rpynna —
oT 12 net go 17 net 11 mec 29 gHen.

PE3Y/IbTATbI

Ha ceroaHsalwHui geHb B Poccuinckon deaepaumm Hacum-
TbiBaeTcad 491 pebeHoK ¢ BB3. B gaHHoe uccnegoBaHue
OblIM BK/OYEHbl BCE [eTW C yKa3aHHOM natonoruen. llo
NnoJsly4eHHbIM pe3dynbTataM, CPeAHU BO3pacT AeTen, cTpaja-
towmx BB3, coctaBun 8,14 £ 4,97 roaa, n3 Hux 255 (51,9%)
MasbynKOB (cpeaHun Bodpact — 7,85 + 5,07), 236 (48,1%)
neBoyeK (cpeaHun Bozpact — 8,46 = 4,86) (puc. 1).
MUWHUManbHbIM BO3PACT NaLMeHTa cocTaBui 1 Mec KU3HH,
MaKcumanbHbIM Bo3pacT — 17 net n 11 mec (MeanaHa BO3-
pacta — 8,0 neTt). CpeaHuni Bo3pacT 60/bHbIX [1B3 coctaBnsn
7,67 £ 4,76 roga (ot 0,58 po 17 net, megnava — 7,0 ner),
anctpodumyeckum — 8,81 = 4,91 roga (ot O go 17 ner,
veanaHa — 8,0 net), norpaHnyHbiM — 4,66 = 5,14 roga
(ot 0,08 po 16 net, megnaHa — 3,0 roga), CMHOAPOMOM
Kungnep — 11,38 £ 4,81 roga (o1 1 go 15 net, meanaHa —
13,0 net). CooTHOWEHME ManbYMKOB U AEBOYEK COCTaBWUIIO
1,08 : 1, 4TO KOPPENUPYET C MUPOBbLIMU JaHHbIMM [7].

Pacnpenenenve geten ¢ BB3 no tunam 3aboneBaHus
npeactaBneHo Ha Ta6n. 1. Kak BuaHO u3 Tabnuupl, 60/b-
e BCEero nauMeHToB C aucTpoduyeckon dopmon BB —
261 nauueHT (53%), Aanee cneayet npoctaa ¢opma BB co
191 nauueHToM (39%), Konuyectso aeten ¢ MNrpb3 coctasu-
no 31 nauneHT (6%), 1 Bcero 8 nauneHToB (2%) — C CUHAPO-
MOM KuHanep. M3 Tabnvupbl TakKe BUAHO, YTO KOJIMYECTBO
MaJibiMKOB C Nt06bIM TUNom BB3 6bi10 60nblie, YEM KOMU-
4eCTBO AEBOYEK B COOTBETCTBYIOLLEN rpynne.



Pacnpegnenenve pgeten ¢ BB no HauuoHanbHOCTAM
npeacTaBfieHo Ha puc. 2. Kak nokasaHO Ha pPUCYHKe, Hau-
6onbliee 4YMcno aeten, ctpagatowmx BB, 6binn pycckon
HauunoHanbHocTM — 304 (62%) pebeHKa, BMeCTe ¢ TeM, Ha
puc. 3 NPOAEMOHCTPMPOBAHO, YTO Haubosbllee Konuye-
CTBO geTen ¢ gnarHo3om BB3 otmevanocb B Pecnybnuke
HarectaH — 54 (11%) pebeHKa, YTO CBSI3aHO C BbICOKOM
yactoTon G6MM3KOPOACTBEHHbIX 6pakoB — 50% (n = 27).
B apyrux permoHax 3adMKCUMpoBaHbl eduvHWUYHblE Cryyau
6/1M3KOPOACTBEHHbIX 6pakoB: MockBa 1 XMAO — no 3 cny-
yas, Kanmbikusa, Camapckas, CapaToBckas U MoCKoBCKas
o6bnactm — no 1 cnyyato. [lanee no YUCNEHHOCTU cneayoT
MocKoBcKkas o6nactb (n =28, 5,7%) n MockBa (n =25, 5,1%),
a Takxe CaHkT-leTepbypr (n = 26, 5,2%) 1 KpacHogapcKun
Kpan (n = 23, 4,6%).

3apy6erKHbIMU U OTEHECTBEHHBLIMU NeauaTpamm UCnosb3y-
eTcs cucTeMa rpagaunn geten no sBospacty [8]. Tak n B npea-
CTaB/IEHHOM WCCNeA0BaHMM BbiI0 MPUHATO peELUeHWe O pac-
npegeneHnn getem Ha 5 rpynn B 3aBMCUMMOCTM OT BO3pacTa.

PacnpeneneHne geten No AaHHbIM KaTeropusm Heobxo-
AMMO AN yao6CTBa BeAEHUS CTaTUCTUKK, a raBHoe — AN
NOBbILEHNS KayecTBa OKa3blIBaEMON MEAWLIMHCKOM MOMOLLM.

B I rpynny geten (o1 O go 1 roga) Bowno 23 nauueHTa,
BO3pacT Konebancsa ot O go 11 mec, cpeaHun Bo3pacTt —
0,43 £ 0,27 roga (ot O go 0,91 roga, meanaHa — 0,41 ner).

KonnyectBo Manb4nKOB NPeBbILWano KOIMYECTBO AEBOYEK
1 coctaBuno 17 npotnB 6 cOOTBETCTBEHHO. CpeaHnin Bo3pacT
B rpynne Manbynkos — 0,39 £ 0,27, ot 0 go 0,91 roaa, meau-

Puc. 1. PacnpegeneHve aeten ¢ BPOXAEHHbLIM 6Y/Ne3HbIM
3NMAEPMONU30M MO Nony

Fig. 1. Gender distribution of children with congenital
epidermolysis bullosa

XKeHcknin

52%
Myxckom

aHa — 0,33 roga, a y AeBOYEK CPeaHUi BO3pacT COCTaBwWi
0,55 = 0,27, o1 0,16 po 0,83 roga, meanaHa — 0,58 roga.
Pacnpenenenue no tunam BB3 BbIrnsauT cneayowmm obpa-
30M: 60nbllie BCEro otMeyanoch nauneHTos ¢ Mrpb3d — 14 (61%),
6 nauueHtoB — ¢ b3 (26%), 3 nauneHta — c B3 (13%),

Ta6nuua 1. KonnyecTtBo aeTen co BCEMU TMNAMKU BPOXKAEHHbLIM BYN1E€3HBIM 3NUAEPMOIN3OM

Table 1. Number of children with all types of congenital epidermolysis bullosa

Tvn guarHosa Mon KonunyectBo Mean * std, cpegHui Bo3pacT NnaLueHToB
HeHcKui 129 (26,3%) 8,99+ 4,79
Ouctpoduryeckuint BB
My»KCKOM 132 (26,9%) 8,63 £5,03
HKeHcKui 93 (18,9%) 7,98 + 4,84
MpocTon BB
My>KcKoM 98 (19,9%) 7,38+ 4,68
HKeHckui 11 (2,2%) 5,45+5,16
MorpaHunyHbin BB
My»KCKOM 20 (4,1%) 4,22 +£5,20
HeHckui 3(0,6%) 11,67 £2,52
CuHapom KnHanep
My»KCKOM 5(1,1%) 11,2+6,1

Puc. 2. Pacnpegenenvie getew ¢ BPOXAEHHbIM GYAN1e3HbIM 3NUAEPMOIN30M MO HALMOHANIbHOCTAM
Fig. 2. Distribution of children with congenital epidermolysis bullosa by nationality
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Puc. 3. KonnyecTBo nauMeHToB 1 CpeaHWit BO3pacT AeTel C BPOXKAEHHbIM BYNe3HbIM 3MMaepMOoan30M Mo pernoHam

Fig. 3. Number of patients and mean age of children with congenital epidermolysis bullosa by regions
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1,61 +£ 0,49, ot 1 no

1 B 3TOK rpynne npeacTtaBieHo

naumeHTamu ¢ NMB3 — 32 (50%), panee cnepytot 30 aetewn
MNrpb3 u cuHapoMoM Kunanep —

Bo3pacT — 1,61 + 0,49, ot 1 go 2 net, meanaHa — 1 ropg),
no OAHOMY nauuneHTy (2%) (puc. 5).
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, CPEAHUI BO3PacT COCTaBUs

[ BOSpaCTHOﬁ KaTeropuu He npeacraB/iEHbl.

Il rpynna peten (o1 1 roga go 2 net 11 mec 29 aHen)
TaK e KaK 1 B | rpynne, KONM4YecTBO MafbyMKOB Mnpe-

4TO Harna4HO MoKas3aHo Ha pwuc. 4. MauneHTbl ¢ CUHAPOMOM
1,54 £ 0,51 ropa (o1 1 go 2 net, MeanaHa — 2 roga).

npeacTaBneHa 64 nauueHTamu

anMe‘-IaHl/le. CUHU#H LIBET — KOJIM4ECTBO NaLMUEHTOB B permoHe, KpacHble NTMHKUKU — BO3PAacCT NauyMUeHToB CO CpeAHUM 3HAYEHUEM (TOl{Ka).
KuHanep B 310

Note. Blue color — number of patients in the region, red lines

B9leld BeHareHuindo

cpenHun

BbICM/IO KONMYECTBO [eBOYEK WM cocTaBuno 36 (

Puc. 5. PacnpeaeneHune BpoXAeHHOro 6yni1e3Horo anunaepMonnaa

Puc. 4. PacnpeaeneHune BpoXaeHHOro 6yni1e3Horo anngepMmonnaa

n

Fig. 5. Distribution of congenital epidermolysis bullosa by type

1 roaga no 2 net 11 mec 29 aHel
among children from 1 tear to 2 years 11 months 29 days
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Fig. 4. Distribution of congenital epidermolysis bullosa by type

among children from O to 1 year of age
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IIl rpynna pgeten B Bo3pacTte oT 3 neT Ao 6 net 11 mec
29 pgHen coctaBaseT 117 naumMeHToB, CpeaHui Bo3pacT —
4,64 £ 1,17 ropa (ot 3 go 6 net, meanaHa — 5 neT), U3 HUX
ManbyinKkoB — 62 (cpeaHun sBospact — 4,84 +£ 1,07, ot 3 oo
6 net, MmegunaHa 5 ner), geBovyek — 55 (cpeaHuin Bo3pact —
4,42 £ 1,24, ot 3 go 6 net, meaMaHa — 4 roaa).

B aToi rpynne KonuMyecTtBo naumneHToB ¢ 163 HecKosb-
Ko 60/blle, YeM C NPOCTbIM TUMOM, U cocTaBnseT 58 (50%)
n 54 (46%) nauueHTa COOTBETCTBEHHO. 5 nauuMeHToB
¢ norpaHuyHbiM BB3 (4%). Tak e KaK u B | rpynne, aetu
C cuHapomom KuHanep B 3TOM BO3pPacCTHOM KaTeropuu He
npeacrtaBneHbl (puc. 6).

IV rpynna geten (o1 7 net go 11 net 11 mec 29 gHen)
npeactasneHa 141 naumeHToM, cpeaHnn BO3pacT COCTaBui
8,9 £ 1,39 roga (o1 7 go 11 net, megnaHa — 9 ner).

B paHHOM rpynne Habnwogaetca NPOTUBOMOOXKHASA
CUTyaUMs MO CPaBHEHUIO C NEPBbIMM TPeMS rpynnamu:
KO/IMYECTBO AEBOYEK MPEBLIWAET KOAMYECTBO MaslbyYMKOB
M cocTaBnseT 72 npotuB 69 cooTBeTCTBEHHO. CpeaHui BO3-
pact B rpynne Manbyinkos — 8,86 + 1,42, ot 7 go 11 ner,
MeanaHa — 9 neT, a y AeBOYEK CpeaHMn BO3pacT coCTaBui
8,94 + 1,37, 01 7 po 11 net, MegMaHa — 9 neT.

Ha puc. 7 pacnpegeneHve no tunam BB3 Bbirnagut
cnegyrowmnm obpasom: 60/blie BCErO OTMEYaeTcs nauueH-
ToB ¢ AB3 (n = 78, 55,3%), 55 naumeHtoB — c MbE3 (39%),
6 naumeHtoB — c INrpb3 (4,3%), 2 pebeHKa — C CUHAPOMOM
Kunanep (1,4%).

V rpynna geten (ot 12 go 17 net 11 mec 29 aHen) —
camMasi MHOro4YncneHHas v npeacrasneHa 146 naymMeHtamu,
cpedHun BO3pacT KoTopbix coctaBun 14,32 + 1,72 roga
(ot 12 po 17 net, megnaHa — 14 ner).

TaK e Kak u B IV rpynne, KONM4ecTBO AEBOYEK MNPEBbI-
LIaeT KONMYECTBO Mafib4MKOB; YMCO NOCAeAHMX COCTaBNSET
71 (cpegHun Bo3pact — 14,46 £ 1,79, ot 12 go 17 ner,
MeamaHa — 15 neT), yMcno geBovyek — 75 (cpeaHun BO3-
pact — 114,2 + 1,66, ot 12 go 17 net, megnaHa — 15 ner).

Hawnbonbliee 4yncno geten B aTon rpynne npeactaBieHo
nauneHtamm ¢ b3 — 89 (61%), nanee cneaytot 47 peten

Puc. 6. PacnpeaeneHune BpOXAeHHOro 6ynn1e3Horo anMaepMonnsa
no TMnNy cpeav aetew ot 3 net fo 6 net 11 mec 29 aHen

Fig. 6. Distribution of congenital epidermolysis bullosa by type
among children from 3 years to 6 years 11 months 29 days

46%

W BynnesHbii anuaepmMonns, AMCTpoduIeckuii Tun
BynnesHbii anvaepmonna, NPoCcTon Tun

W BynnesHbii annpgepmMonms, norpaHnyHblid TMn

¢ Nb3 (32,2%), getewn ¢ Mrpb3 n cuHgpomom KuHgnep —
no 5 naumeHTtoB (3,4%) (puc. 8).

AHanNU3 poxpaemMocTu

Cnegyowmm atanomMm npoBoAMMON paboTbl ABUICA aHa-
N3 pPOXKOaemoCTM cpeau Bcex AeTen, cTpagatowmx BBJ,
¢ 2007 no 2024 r., Tak Kak nepBbli NauueHT, He OOCTUr-
Wwunn 18-neTHero Bo3pacTa, BK/IOYEHHbIM B UCCneaoBaHue,
poauncsa B 2007 T.

Puc. 7. PacnpepaeneHve BpoxaeHHOro 6ynie3Horo anngepmonnaa
no TMny cpeam aeten ot 7 o 11 net 11 mec 29 aHewn

Fig. 7. Distribution of congenital epidermolysis bullosa by type
among children from 7 years to 11 years 11 months 29 days

39%

H BynnesHbli annaepmonuna, ANCTPodPUIecKnin Tmn
B CuHgpom KnHgnep
BynnesHbiii anuaepmMonna, NnpocTon T1n

[ BynnesHbli aNMAEPMONN3, NOrPaHNYHbIA TUMN

Puc. 8. PacnpeaeneHve BpoxaeHHOro 6ynie3Horo anngepmonnaa
no Tmny cpeam aeten ot 12 go 17 net 11 mec 29 aHen

Fig. 8. Distribution of congenital epidermolysis bullosa by type
among children from 12 years to 17 years 11 months 29 days
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Hamu 6blna onpegeneHa 4acToTa pPOXKAaemMoCTU AeTen
¢ Bb3 no rogam 3a Bbl6paHHbIM nepuog 5 net (2019-
2023). lMNpn aHannse 4acToTbl POXKAAEMOCTU MO rogam
OKasafocb, YTO HaubonbluMK MOKasaTenb 6bl1 OTMEYeH
B 2022 1. n coctaBun 2,76 cnyyas Ha 100 TbiC. pOAMBLLUXCA
neten, HauMeHblWKW nokasartenb Habnwganca B 2019 r.
(1,42 Ha 100 TbIC.). B 2020 r. nokasaTtenb coctaBmn 2,09 Ha
100 Tbic., B 2021 — 2,65 Ha 100 Tbic. 1 B 2023 — 1,74 Ha
100 Tbic. HaceneHus. CpeagHeapndMeETUYECKUIM NOKa3aTeb
yacToTbl porkgaemocTtu ageten ¢ BB3 3a 5-neTHUM nepuon
coctaBun 2,13 cnyvas Ha 100 TbiC. pOAMBLUMXCS AETEWN.

CornacHo puc. 9 n 10, HanbonbLLaa poxaaeMocTb AeTen
¢ Bb3 6bina 3apernctpupoBaHa B 2021 r., ogHaKo AeTen
¢ b3 6onblue Bcero poannocb B 2022 1.

Ha rpaduke (puc. 11) noka3aHbl JaHHbIE O POXKAAEMOCTH
no rogaMm BMecTe ¢ TpeHAoBOW NnHUen. OTMevaeTcs yBenu-
YeHne TeHAeHUMK poxxaaemocTn aeten ¢ BE3. Habnogaetca
6onee BbipaXKeHHasn NosIoXKMUTENbHAA TEHAEHLMS C HAKIOHOM
0,732 poxaeHun B rog. AT0 yKasdblBaeT Ha 3HAUYUTENbHbIN
pocT poxaaemocTu geten ¢ BB 3a uccnegyembin nepmoa.

Puc. 9. KonnyecTtBo aetew ¢ BPOXAEHHbIM 6yNie3HbIM
3NnAEpPMOAn3oM, poameLimxca B nepuog 2019-2023 rr.,

B a6GCOJIOTHbIX YMcaax

Fig. 9. Number of children with congenital epidermolysis bullosa
born between 2019-2023, absolute numbers
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Puc. 10. PacnpegeneHve HOBOPOXAEHHbIX C BPOXAEHHbIM
6ynne3HbIM 3NUAEPMONIN30M MO TUNaM AMarHo3a (abConoTHbIe
yucna), poamBLimxcs B nepuog 2019-2023 rr.

Fig. 10. Distribution of infants with congenital epidermolysis bullosa
by diagnosis type (absolute numbers) born between 2019-2023
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Twvn gnarHosa

W 459 nsd M MNrpBd

B perunctpe vMeloTCcst TOYHbIE CBEAEHWUS O EXErogHoM
yucne poamslumxca ¢ BB HaumHaa ¢ 2019 r. (rog OcHo-
BaHWS perucTpa), OAHaKO TOYHble CBEAEHWS O Konuye-
CTBE M MOrofOBOMY pacnpefeneHuo KonnyectBa HOBO-
poXaeHHbIX ¢ BB3 B 60nee paHHeEM nepuoae OTCYTCTBYIOT.
BmecTe ¢ Tem, B pernctpe npeactaBfieHbl AETHU, POXKAEHHbIE
¢ 2007 r., KOTOPbIM Ha MOMEHT BK/IIOYEHUS B 9TO UCCNeaoBa-
HWe He UcnosHunocb 18 net, 4To no3BonsetT chopMmnpoBaTb
npeactaBfeHne O TEHAEHUMW MNoKasaTens poxaaeMocCTu
B acneKkte 2007 — 01.01.2024.

Ha rpaduke (puc. 12), AEMOHCTPUPYIOLLIEM TEHOEH-
LMIO POXKAAEMOCTM MO rofaM AfIa Kawgoro Tuna guarHosa,
HarnagHo NpeacTaB/ieHo, YTO HeKoTopble Tunbl BB (Mrpb3

Puc. 11. TeHAEHUNS POXKAAEMOCTHU AETEN C BPOXKAEHHbIM
6ynnesHbiM anuaepmonm3om B nepuog 2007 -2024 rr.
Fig. 11. Tendency in bird rate of children with congenital
epidermolysis bullosa during the period 2007-2024
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Puc. 12. CpaBHUTENbHAdA TEHAEHLMSA NOKa3aTeNsd POXKAaeMOoCTH

B abCONOTHBIX Undpax (HacToTbl BCTPE4YaeMOoCTH) aeTen

C BPOXAEHHbIM GyNNe3HbIM 3MMAEPMOSTIM30M A5 KaXLoro Tmna
avarHosa no rogam B nepuog ¢ 01.01.2007 no 01.01.2024

Fig. 12. Comparative tendency of birth rate in absolute numbers
(prevalence rates) of children with congenital epidermolysis bullosa
for each diagnosis type by year from 01.01.2007 to 01.01.2024
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n cuHapom KuHanep) umetoT ctabuibHOE KONMYECTBO Cllyya-
€B B TeYeHWe aHann3npyemMoro nepnoja BpeMeHHU, B To Bpe-
MS KaK Apyrue AeMOHCTPUPYIOT 3HauuTeNbHble KonebaHus
(MB3 n AB3). Takke Ha puc. 12 nokasaHo, 4To getu ¢ Nb3
1 B3 poxaatoTca ropasgo yallie, Yem Aetu ¢ Apyrumu Tuna-
Mn 3a6onesaHus (Mrpb3 n cuHapom Knuanep). Kpome Toro,
rpadmK MO3BONSET CPaBHUTb, Kakue Tunbl BB aBastoTcH
6o5iee pacnpocTpaHeHHbIMKM B pa3Hble rodbl. Tak, Hanpu-
Mep, 4mcno poauBlimnxca geten ¢ MNb3 MMmeeT ycTOMYMBO
BbICOKME MOKa3aTesiM, 4TO MOXET KOCBEHHO yKa3biBaTb Ha
OTHOCHTESbHYIO PacnpoCTPaHEHHOCTb AaHHOW GOopMbl 3a60-
neBaHua B Poccuinckon deaepauuu.

AHaNU3 CMEpTHOCTHU

BbicOKasi CcMepTHOCTb HacefneHus — camas ocTpas
aemorpadudecKkasa npobnema Poccun. K coxaneHuto, 60b-
LUMHCTBO opdaHHbIX 3aboNeBaHN HE UMEIOT NaToreHeTuye-
CKOW Tepanuu, 1 BCe YCUIUSA B JIe4EHNM CBOAATCA K CUMMTO-
MaTuyeckon tepanuun. K gpyrum dakrtopam, BAUSIOWMM Ha
CMEPTHOCTb, KaK YNOMWHaNoCh paHee, OTHOCATCS Hanuvue
TaxenbIx Gopm 3aboneBaHna U Hann4me 60MbLOro Konmye-
CTBa OCJIOKHEHUM NpU 3TUX GOpmax, HECMOTPS Ha Henpe-
KpallatoLmecs nonbITKM COBPEMEHHON MEANLMHBI YIYYLINTb
COCTOSIHWE KayecTBa WU3HU nauneHToB ¢ BBE3.

TaK, B yKa3aHHOM peruncrpe 3agoKyMeHTUpoBaHa MHPOp-
Maums o 22 ymepLlnx nauneHTax eTCKoro Bo3pacra, cpea-
HUM BO3pacT KoTopblx coctaBun 3,06 + 4,66 (o1 O go 15 ner,
MeanaHa — 0,54 roga).

bonblie Bcero netanbHbIX UCXOAOB OTMeYanocb B Pec-
nyénunke arectaH (n = 3), N0-BUANMOMY, 3TO CBA3AHO C 60/1b-
LWMM KOJIMYECTBOM 3apPErucTpMpPOBaHHbIX AeTen C Taxe-
nbiMn popmamu BBI B atom pernoHe. B KpacHogapckom
Kpae, Huxkeropoackonm n YensGuHCKOWM ob6nacTsax, a TaKKe
B YeyeHcKom PecnybinKe 3aperMcTpMpoBaHo no 2 neTanibHbIX
ncxopa. B ocTanbHbIX perMoHax, Takux Kak Bonrorpagckas,
UpkyTckasa, JleHuMHrpagacKkas, PocTtoBckas, CapaToBCKas,
flpocnaBckas o6nacty, CTaBpOMnofbCKUM U [pUMOPCKUI
Kpas, Pecnybnunka Caxa (Akytus), Cankr-lNetepbypr n JHP,
3aduKcnpoBaHo no 1 ciyyato cmeptu aeten ¢ BBI.

Cpean tMnoB BB3 AOMUHMPYOT cnydyan neTtanbHOro
ucxoaa npu norpaHnyHom BBI — 59,1% (13 cnydaes),

Puc. 13. CpaBHeHWe CMEPTHOCTM MO TUMY BPOXKAEHHOIO GyNNe3HOro
anuaepmonuaa

Fig. 13. Comparison of mortality according to the type of congenital
epidermolysis bullosa
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cpeaHuin Bo3pacTt ymepwux coctaBun 0,40 £ 0,22 roaa,
¢ auctpoduyeckum BB 3apernctpuposano 9 (40,9%) cny-
YyaeB (B Bo3pacTe 6,9 = 5,38 roga) (puc. 13, 14). Ucxoas m3
KONIM4yecTBa 3aperucTpmpoBaHHbIx cnyvyaes B3 (n = 261)
n Mrpb3 (n = 31), npoueHT abCoNOTHOIO KO/JM4YecTBa
cmepTen coctaBun 3,45 u 41,94% cOOTBETCTBEHHO, YTO
06ycnoBneHo 6onee TAKEeNbIM TEHEHUEM U BONbLIMM KOJU-
4ECTBOM OCJIOXKHEHMWIM NpKU norpaHn4Hon dopme 3aboneBa-
HuA. Cpean ymeplunx geten npeBanvMpoBaiv Malbinkun —
16 (Bo3pacT 2,64 £ 4,62), KONIMYECTBO yMEPLUUX AEBOYEK
cocTaBuno 6 (Bospact 4,17 £ 5,03).

Ha rpaduvke TeHaeHUMM cMepTHOCTH (puc. 15) nokasaHo,
4YTO OTMe4aeTcs cnag NeTtanbHocTh MNrpb3, B TO e Bpems
AMCTPOOMYECKUIM TUM 3ab0neBaHUs MOKa3biBaeT CTabuiib-
HYIO CUTyauMIo Ha npoTseHun 2021-2023 rr., Kotopas
CcOoCTaBASET NO 2 NeTaNbHbIX Ucxoda B rod. Takum o6pasom,
MUCXOAS M3 KOMMYeCcTBa 3aperncTpmMpoBaHHbix cnydaes b3
(n = 261) n NMrpb3 (n = 31), npoueHT abCoNOTHOIO KOMU-

Puc. 14. PacnpefeneHve ymepLivx no nony v TUny BPOXKAEHHOro 6ynie3Horo anMaepmonnaa
Fig. 14. Distribution of fatal outcomes by gender and congenital epidermolysis bullosa type
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Puc. 15. TeHaeHUUs abCoONOTHOIO KONMyecTBa cMepTen

no rogam B 3aBUCMMOCTM OT TUNa AMarHo3a B nepuoj

¢ 01.01.2019 no 01.01.2024

Fig. 15. Tendency in absolute number of fatal outcomes

by year according to the diagnosis type between 01.01.2019
t0 01.01.2024
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yecTtBa cmepTen coctaBun 3,45 n 41,94% cooTBETCTBEHHO,
4YTO 06YyCNnoBfieHO Gonee THKENbIM TEeYEHUMEM WM GOMbLINM
KOJIN4ECTBOM OCJIOKHEeHUM npwu MNrpb3.

Y 6onbWwKHCTBA 60MbHbIX, cTpagatowmx MBS n gomu-
HaHTHOM dopmor B3, NPOAO/IKUTENBHOCTb XU3HU COMO-
cTaBMMa CO CpeAHen NPOAOIKUTENIbHOCTbLIO XXU3HU B 06LLEN
nonynauun. OgHako nauueHTbl ¢ MNrpb3 u peueccuBHOM

Puc. 16. CpaBHEHWe KPUBbIX BbIXXMBAEMOCTH A1 AUCTPOGUYECKOM
1 NorpaHnU4HoM GopM BPOXKAEHHOro 6ynne3Horo anMaepMonuaa
Fig. 16. Comparison of survival curves for dystrophic and junctional
forms of congenital epidermolysis bullosa
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lpumevaHue. KpuBble NOCTPOEHbI C MOMOLLbI UHCTPYMEHTa
KaplanMeierFitter 6u6nunoteku lifelines (A3blk NporpaMMmnpoBaHus
Python).

Note. Curves were built via the KaplanMeierFitter tool of the
lifelines library (Python programming language).

dopmon 1B ummeloT 60nee BbICOKMM YPOBEHb Mpexae-
BPEMEHHOW CMEPTHU, YTO COOTHOCUTCH C AaHHbIMKU MUPOBOWM
nutepartypsl [9, 10].

[1o gaHHbIM perucTpa, Hamu 6blnr NpoaHanM3npoBaHbI
CBeAeHMs 0 fleTaNbHbIX MCX04aX M BbIXKMBAEMOCTU MaLMeH-
TOB AeTCKoro Bo3pacta ¢ BB3 u 6binn choopmmnpoBaHbl Kpu-
Bbl€, MOCTPOEHHbIE C MOMOLbio MeToda KannaHa — Menepa.

TaK, BblCOKasi CMEPTHOCTb B paHHEM BO3pacTe oTMeya-
eTcs B KoropTte nauneHToB ¢ [rpb3: KpnBas BbIXKMBAEMOCTH
NoKasblBaeT Pe3KOEe CHUXEHWE B NepBble AHW KU3HWU, YTO
YyKa3blBaeT Ha BbICOKYIO CMEPTHOCTb B paHHEM BO3pacTe.
BepoaTHOCTb BbIXKMBaHUSA NagaeT noytu Ao 0% B TeyeHue
nepBbix 100 gHen Kn3uu (puc. 16).

bonee BbiCOKas BbIXXMBAeMOCTb 3adUKCMpPOBaHa B KO-
ropte nauuveHToB ¢ [b3: KpuvBas BbIXKMBAEMOCTU MOKa-
3blBaeT 6onee MeneHHOe M MOCTEMEHHOE CHUXKEHMeE,
4YTO AEMOHCTpUpYET GOMbLIYI0 BEPOSTHOCTb BbIXMBAHMS.
MpoaoNKNUTENBHOCTb XU3HU NauneHToB ¢ b3 3Ha4ymMTenbHo
6onblie, Yyem npu MNrpb3, xoTa BEpOATHOCTb BbIKMBAHMUSA
TaKKe CHUXKaeTcs Co BPEMEHEM (CM. puc. 16).

[Mpn cpaBHUTENBHOM aHaNn3e BbIXXMBAEMOCTU B 06ENX
rpynnax HarnsigHo noKasaHo, YTo BbiXXMBaemocTb npu AB3
HaMHoro Bblwe, Y4eMm npu MNrpb3 (cm. puc. 16). AHanusunpys
OaHHbIN rpadmK, MOXKHO CKa3aTb, YTO BbIXKMBAEMOCTb U3Ha-
YyanbHO 6blla 0AMHaKOBOWM NMpu 06enx Gpopmax 3abosieBaHus,
OAHaKO 4yepe3d 3 MeC NPOUCXOAWUT NEPEKPECT, U BbiKMBaeE-
MOCTb CT@aHOBMTCH Bblle B rpynne [Ab3. MeavaHa BbIXK-
BaemocTtu anga Ab3 — 2190 gHewn, ana MNrpb3 — 120 aHen.

Mpu oLEeHKe KoNMYyecTBa yMEPLUMX NaLMEHTOB NO paHee
pa3aeneHHbIM BO3PaCTHbIM rpynnam Hanbo/blylo CTeNeHb
NeTanbHOCTU 4eMOHCTPUPYET | Bo3pacTHas rpynna, B KOTO-
pou 3apeructpupoBaHo 15 cmepTesibHbIX MCXOA40B, YTO CBS-
3aHO C BbICOKOW neTanbHOCTbIO Aeten ¢ Mrpb3. Takum o6pa-
30M, CMepPTHOCTb A0 1 roga coctaBuna 65,2%.

B lll rpynne otmevanucb 4 cny4as CMepPTU, CMEPTHOCTb
B aTOoM rpynne coctaBuna 3,4%, a B cCaMOW cTapluen BO3-
pacTHOWM rpynne CMEPTHOCTb cocTaBuna Bcero 2% (n = 3).
Bo Il u IV rpynnax neTtanbHbIX MCXOA0B 3aperMcTpnupoBaHo
He 6blno.

Mpun NpoBeaeHnN aHannaa NPUYMH CMEepPTU BO BCEX BO3-
pacTHbIX rpynnax 66110 BbISBAEHO, YTO NOAMOPraHHas Hefjo-
CTaTOYHOCTb, pa3BMBLUASACA B pesynbrate cencuca, 6bina
CaMOW 4acToW MPUYMHOM CMepTU npu oboux Tunax BBJ,
OflHAKO caMOW 4acToW npuynHoM cmepTtn npu b3 oKasa-
nacb NHEBMOHMKS (Tabn. 2, puc. 17, 18).

OBCYXAEHME

BB3 — 04Ha M3 cambIX TAXKeNbIX reHeTU4ecKux 6ones-
Hen 4yenosevyecTBa, MPU KOTOPOW He cywecTByeT addek-
TUBHbIX MeToaoB nevyeHuns [11]. OCHOBHOe BHWMaHUe
cneunanncToB M muccnegosartenen B obnactm Bb3 yaens-
eTca UccneaoBaHUAM HOBbIX METOI0B NevyeHns. AKTUBHbIN
NMOUCK METOZ0B Tepanuu 1 yay4dlleHue KayecTBa W nNpoaon-
WUTENbHOCTU U3HW ONpaB/blBalOT 3aTpaTthl Ha ob6ecneye-
HWE CMMNTOMaTUYECKON Tepanun NaLMeHToB, HECMOTPS Ha
3TO COXPaHSAETCA BbICOKANA NeTanbHOCTb NPW paccmaTpuBa-
emMoMm 3aboneBaHum.

KonunyectBo 3aperucTpupoBaHHbIX cnydyaeB BB cpe-
on geten ot O go 17 nert, KoTopble poananch Ao 1 aHBaps
2024 r., coctaBuno 467 peten. o pesynbtatam npose-
OEeHHOM oueHKn 3a nepuog ¢ 01.01.2017 no 01.01.2024,
nokasartenb pacnpocTpaHeHHocTn BB3 y peten ot O go
17 net BKIOUUTENBbHO B Poccuitckon denepaumm coctas-
naet 15,48 cnyvas Ha 1 MJIH AETCKOro HaceneHus no cocTo-
AHu0 Ha 1 aHBaps 2024 1.

lMpn aHanuM3e MMEILWMXCS UccneaoBaHM Ha npeameT
anugemuonorun BBS cpean petcKkoro HaceneHus obpa-



Ta6nuua 2. PacnpeseneHve KonmMyecTsa cMepTei no rpynnam
Table 2. Distribution of fatal outcomes number by groups

MpuyumHa cmeptn AB3 Mrpb3
NMHeBMOHUS 3 -
MonnopraHHaa HefOCTaTO4HOCTb 2 10
CepaeyHasi HeAOCTaTOYHOCTb 2 _
Henyno4yHoe KpoBoTeYeEHME 1 _
MoyeyHasa HefOCTaTOYHOCTb 1 _
[bixaTenbHas HeaoCTaTOYHOCTb - 3

lMpnumeyvarme. B3 — ancTpoduyecKkuint ynnesHoiv anngepmonus; NMNrpb3 — norpaHunyHbIi 6yANe3HbIM ANUAEPMONn3.
Note. DEB (Bb3) — dystrophic epidermolysis bullosa; JEB (Mrpb3) — junctional epidermolysis bullosa.

Puc. 17. MprU4rHbLI CMEPTHOCTM NPU AUCTPODUYECKOM TUNE
BPOXAEHHOro 6ynne3Horo anuaepmonnaa

Fig. 17. Causes of death in congenital dystrophic
epidermolysis bullosa
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MpuynHa cmepTn

waeT Ha cebs BHUMaHWE yBeMYEeHME YUCIEHHOCTU Heco-
BEPLWEHHONIETHUX MaLMEHTOB C TeYEeHMEM BPEMEHM, YTO
MOMET yKa3blBaTb Ha NOBbILWEHWE YPOBHS OCBEOM/IEHHOCTH
MEIULMHCKMUX CcrneunanncToB, ynydlieHne KadvecTBa AMa-
rFHOCTMKM, a TaKKe Ha AOCTYNHOCTb MOJIEKYIAPHO-TEHETUYE-
CKMX uccnegoBaHui. Tak, B ctaTbe A.A. Ky6aHoBa W COaBT.
YKa3blBaETCs Ha YMCNeHHOCTb aeTen ¢ BB3, cocTtaBuBLIYIO
264 yenoBeKa B poccuickmnx 60 cybbeKTax, Npu 3TOM aBTO-
pbl HE YKa3blBalOT KOMYECTBO NALMEHTOB C TEM WU UHbBIM
TMnom BB3 [12]. B ctatbe 2021 r. A.A. Ky6aHOB 1 coaBT.
YKa3blBalOT Ha KO/MMYECTBO, cOocTaBuBlLIee 262 nauueHTa
M3 68 cyobekToB Poccuickon Pepepauun, 601bLNHCTBO
13 KoTopbix — aeTu ¢ MBI (162 yenoseka), getv ¢ b3 —
97 yenoBek, 14 peten — c HeyTtoyHeHHoM dopmon BBJ,
5 — peten ¢ gpyrum BBE3, 14 naumeHToB — 6€3 YyTOYHEHMUS
dopmbl BB [13]. laHHble 3TUX ABYX Ny6nnKaumnm GpopmMmnpo-
Ba/IMCb Ha OCHOBE NpPeACTaB/IEHHbIX CBEAEHUI O COCTOSALLMX
Ha AMCMaHCEPHOM y4yeTe nauMeHTax B AepMaToNorMyecKux
yyperxaeHusax Poccun. [laHHble NokasaTtenv CBUAETENbCTBY-
10T O TPyAHOCTAX AnddepeHumanbHOM AMarHOCTUKM NMOATH-
nos BBE3 v HU3KON OCBEAOMNEHHOCTU MEAULIMHCKUX CneLu-
aNNCTOB O TEYEHWUM PA3/IMYHBIX TUMOB 3a60/1IeBaHNS, a TaKkKe
0 HeAoCTaTOYHOCTM OXBaTa AMCMNaHCEPHON NOMOLLbIO U yYeTa
nauveHToB ¢ BB B MeAMUMHCKMX OpraHn3aumsax permoHoB
Poccuickon depepaunu.

Puc. 18. [Mp14nHbI CMEPTHOCTU NPU NOrPaHUYHOM TUNe
BPOXAEHHOro 6yN11e3HOro anuaepmonnaa

Fig. 18. Causes of death in congenital junctional
epidermolysis bullosa
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MpuyrHa cmepTn

B cratbe 0.H0. KoTaneBckon u coaBT. (2023) yncneH-
HOoCTb AeTen ¢ BB3 npeacrtaBneHa 417 nauveHTamun U3
75 pernoHoB Halen ctpaHbl [3]. JaHHble Oblin cobpaHbl
nocpeacTBoM «Peructpa reHeTM4eckunx u apyrux 3abonesa-
HWW» BnarotBopuTeNbHOrO GoHaa «Jetn-6abouku». O6pallaeT
Ha ce6s BHUMaHWe 3HaA4YMMOEe pasnuyve 3asaBlEHHOM YuC-
NIEHHOCTH nauuneHToB ¢ b3 un MNBb3 No cpaBHEHUIO C AaHHbI-
MU BbILWEYNOMSHYTbIX Ny6AnKaLumui: 601bLUMHCTBO NaLMeHTOB
¢ b3 — 237 yenoBek, 124 — cnpoctbim BB, 21 —cMrpbJ,
7 — c cuHapoMoM KnHanep 1 13 naumMeHToB — C HEYTOYHEH-
HbIM TNoM BB3. MNokasaTenu npoBefeHHOro uccnesoBaHms
cornacyloTcs ¢ AaHHOM paboTor M MNoAYEPKMBAIOT [AOCTO-
BEPHOCTb 3MUAEMMUONOTMYECKUX XapPaKTEPUCTUK MaLUeHToB
¢ BB3, cogepxalumxcsa B «Peructpe reHeTM4ecKux u apyrux
penkux 3aboneBaHui» (Tabn. 3).

KaK 1 B 60/1bLUMHCTBE CTPAH MUPaA, KITUMHUKO-3NNLEMMO-
NOrMYecKne uccnefoBaHus ANs OLEHKUM OCHOBHbIX MOKa-
3aTenien, Takux KaK pOXAaeMoCTb, pacnpocTpaHeHHOCTb,
3a60/1eBaEMOCTb, CMEPTHOCTb W ApP., UCNONb3YIOT JaHHble,
nosly4eHHble U3 COBETYIOLWMX PErucTpoB. lNpeactaBneHHoe
uccnefoBaHMe He OKalanocb WcKIodeHnem. B 2019 .
6naroTBopuUTENbHBLIN GOHA «JeTn-6abo4Kku» nNpu dUHAH-
coBov noaaepxke doHaa Npe3naeHTCKUX rPaHToB Hayvan
pa3paboTKy «Perncrpa reHeTM4ecKmx U Apyrux peakux 3abo-
neBaHun». B pernctpe cogepxurtca nHdpopmaumsa 060 Bcex
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Ta6nuua 3. MNokasaTtenu pacnpoCcTPaHEHHOCTU AETCKOMO HaCeNeHUs C BPOXAEHHbIM ByN1e3HbIM 3NUAEPMONN30M B paHee onyb6InMKOBaHHbIX

OTEe4EeCTBEHHbIX UCCiefoBaHUAX B CPAaBHEHUN C TEKYLLIMM

Table 3. Prevalence rates of pediatric population with congenital epidermolysis bullosa in previously published Russian studies as

compared with present one

WUccnepoBanunsa
Mokasarenu Ky6aHoB A.A. Ky6aHoB A.A. KotaneBckas 10.10. Hacrosuee
U coaBrT. (2015) U coaBrT. (2021) U coaBrT. (2023) uccnegoBaHue (2024)

Jetn 264 yenoBek 292 417 491
MpocToit BB - 162 124 191
MorpaHuyHbIn BB - - 21 31
[Ounctpoduyeckuit BB - 97 237 261
CuHapom KunHanep - - 7 8
BB3 HeyTOYHEHHbIV - 14 13 -
BB3 apyro#n - 5 - -
BB3 6e3 yka3aHus Tuna - 14 - -
Konuuectso peruoros, 60 cy6beKkToB 68 cy6beKTOB 75 cy6beKToB 76 cy6beKToB
BK/IIOYEHHbIX B UCCNEf0BaHWe

nofgoneyHblx 61aroTBOpUTENBLHOMO GOHAA, OCHOBHAs YacTb
KOTOpbIX — 3TO MauWeHTbl AEeTCKOro M B3pPOCAOro BO3-
pacta C BPOXAEHHbIM Oynie3HbIM anuaepmonusom. Ha
01.07.2024 konu4yectBO aetent ¢ BBE3 B pernctpe cocta-
BMno 491 4yenoBek co cpeaHuMm Bo3pacTom 8,14 + 4,97,
n3 Hux 255 (51,9%) manb4yMKoB (cpeaHWM BoO3pacT —
7,85 + 5,07), 236 (48,1%) neBoyeK (cpeaHui Bo3pacT —
8,46 + 4,86). Kak 1 BO MHOIMX MUPOBbIX perncrpax, AaH-
Hble peructpa aeten ¢ BB3 B Poccuitickon denepaumm He
BbIIBUIN TE€HAEPHbIX pasnnyun 3aboneBaemoctu [7, 14].
TakKe n KonmyecTBo nNauueHToB ¢ B3 (n = 261, 53%)
B “ccnefoBaHuu 6bi10 6onblie, 4eM ¢ Apyrumu popmamu,
YTO TOXE COOTHOCWUTCSH C MUPOBbLIMU AaHHbIMM [15, 16].
OfHaKo B uccnefoBaHWaX APYrux CTpaH, HanpoTuB, MOKa-
3aHa 6onee HW3Kaa BcTpevaemocTb [AB3. Hanpumep,
B [epmaHuun, Asctpanuu, HuagepnaHgax n KaHage Bctpeda-
emocTb b3 nuuwb HemHorum npeBbiwana 30%, a B MHanK
cocTtaBuna Bcero 17% [4, 7, 17-19].

Kak u cnepgoBano oxugaTb, Haubonbluee YUCNo AeTen
¢ BB3 6binn pycckon HauuoHanbHocTM (n = 304, 62%).
Bwmecrte ¢ Tem, B Pecnybnuke JarectaH otme4vanocb Hanbosnb-
Lee KOIMYECTBO eTel, 3aperncTtpupoBaHHbIX C AMarHo30oM
BB3 (n = 54, 11%). Takne aaHHble BO MHOrOM OGbACHAOTCS
BbICOKOW 4acTOTOM G6JIM3KOPOACTBEHHbIX 6PaKoB B JaHHOM
pervoHe (50%, n = 27). Takon ypoBeHb 6IM3KOPOACTBEHHbIX
6paKoB MPUBOAWUT K BbLICOKOM [0f€e rOMO3WroT No peuec-
CMBHbIM COCTOSIHUSIM Y eTEN W, KaK CnefcTBUE, K BbICOKOM
4yacToTe peLeccUBHbIX CUHAPOMOB. O BbICOKOW YacToTe 6/113-
KOPOACTBEHHbIX OPaKOB TaKe coobLlanochb U B UcCneaoBa-
HMAX, NPOBOAMMbIX ¥ 3THUYECKMX FPYNN, TaKUX KaK LpblraHe,
apabbl, a TakKe cpean Hacenexwus Kybbl [20—22]. BmecTte
C TeM, AaHHble, NpuBeAeHHble B uccnegoBaHun 2024 T.
B bpasunnuun, cBMAETENLCTBYIOT O HU3KOM NpoLeHTe 6IM3KO-
POACTBEHHbIX 6PaKOB, B JaHHOM CTpaHe 6bla 3aperncTpupo-
BaH 31 naumeHT (11%), poXKaeHHbIN B 6IM3KOPOACTBEHHOM
O6pake, npuyem Haunbonee pacnpocTpaHeHHbIM TunoMm BB
B Uccnegyemow nonynsaumu 6ein b3 ¢ AOMUHAHTHBLIM TUMOM
HacneaoBaHUs, YTO HexapaKTePHO AN 6M3KOPOACTBEHHbIX
6pakoB [16]. OgHaKo aBTOPbl 3TOW CTaTbM YKa3blBAlOT Ha
HanuMymMe orpaHUYeHnn, CBA3aHHbIX C HEAOCTAaTOYHbIM OXBa-
TOM NPOBEAEHUS FTeHETUYECKMX UCCNEeA0BaHUN Y NaLMeHTOoB.

Mpn pacnpegeneHnn nNo AETCKMM BO3pacTHbIM Fpymn-
nam camasi MHOro4YucreHHas BO3pacTHas rpynna aetew

OKasanacb cpeau noapocTKoB (0T 12 po 17 net 11 mec
29 aHen) co 146 nauneHTamu, CpeaHUIn BO3pacT COCTaBM
14,32 + 1,72 roga (o1 12 go 17 net, meanaHa — 14,0 net).
TakKe B AaHHOM rpynne oTMeyanocb 60sblue BCEro aetemn
¢ b3 (n = 89). Y10, BO3MOXHO, 06BACHAETCS MOBbILLEHHON
CMEPTHOCTbLIO AETEN B PaHHUX BO3PACTHbIX rpynnax.

Mpn npoBeaeHun aHanusa poxaaemocTn aeten ¢ BB
3a 5-netnHin nepuog (2019-2023) BbIACHWIOCh, YTO Hau-
6onblKIA NOKasaTeNnb oKkasancsa B 2022 r. (2,76 cnyvyas Ha
100 TbiC. HaceneHus), a 3a Becb nepuop cpeaHeapudme-
TUYECKMM NoKasaTenb coctaBun 2,11 cnyyvas Ha 100 Tbic.
yenoBeK. lMonyyeHHble HaMKU [JaHHble POXKAAEMOCTU COMo-
CTaBMMbl C AaHHbIMM HauunoHanbHoro peruncrtpa BB3 CLUA,
rae nokasaHo, 4To 3aboneBaHue nopakaet npumepHo 1 u3
50 Tbic. aetew [23].

Hamu Takxke 6blna NoKasaHa CTaTUCTUKa POXKAAEMOCTU
3a 5 et U oTMeYeHo, 4To HanbonbLias PoXKAAEMOCTb AeTeN
¢ BB3 6bina 3apeructpupoBaHa B 2021 r. HeytelunTenbHble
[aHHble yKa3blBaloT Ha yBeNnyeHne obLen TEHAEHLUU POXK-
naemocTtu aeten ¢ BB3, BmecTe ¢ TeM, HeKoTopble Tunbl BB
(Mrpb3 1 cuHapom KuHanep) MMetoT cTabunbHOe Kosuye-
CTBO POXAEHUN B TEYEHWE aHaNM3npyemoro nepuoja Bpe-
MEHH, B TO BpeMS KaK Apyrve AEMOHCTPUPYIOT 3Ha4YuUTeNb-
Hble Konebanusa (Mb3 n AB3J).

He6naronpuaTHylo CTaTUCTUKY MOKa3blBaeT M aHanu3
cmepTHocTU. B | BospacTHon rpynne (ot O go 1 roaa)
OoTMevaeTcsl camasi BblcOKas CMEpPTHOCTb, KOTOpas CoCTaB-
naet 65,2% (15 netanbHbIX UcxoaoB). MNonnopraHHasa Heao-
CTaTOYHOCTb, pa3BuMBLIAsCa B peaynbrate cencuca, 6bina
CaMOM 4YacTon NPUYUHOM CMepPTU. PernctpupyeTtcs n BblCO-
Kasi CMepTHOCTb B paHHeM Bo3pacte y fgeten ¢ [Mrpb3:
KpuBas BbI)KMBAEMOCTU MNOKa3blBaeT PE3KOE CHUXKeHUe
B NepBble AHM }KU3HU, YTO yKa3blBaeT Ha BbICOKYIO CMepT-
HOCTb B paHHeM Bo3pacTe, a UMeHHO B | Bo3pacTHOM rpynne
(o1 O po 1 rona). BeposATHOCTb BbIXXMBaHMA NaaaeT NoyTH 40
0% B TeyeHue nepBblx 100 gHen. OgHaKo Gonee BbICOKas
BbI)XMBAEMOCTb XapaKTepHa Ana AucTpoduyecKkoro Tuna
BBJ, 4T0, CKOpee BCero, oTpaxaeT CTaTUCTUKY NpKU pacnpe-
[eNneHnn No BO3pacTHbIM rpynnam, B TO BPEMS Kak B camow
ctaplen rpynne (o1 12 go 17 net 11 mec 29 aHen) oTme-
yaetcsl 6onblie Bcero geten ¢ b3. HecMoTps Ha 37O, TEH-
LeHunn cmepTtHocTu npu MNrpb3 nokasbiBaloT cnaj netanb-
HOCTH, TorAa Kak b3 nokasbliBaeT CTabW/bHYIO CUTyauMio




Ha npoTseHun 2021-2023 rr.,, KoTopas cocTaBnAseT Mo
2 netanbHbIX MUCXoda B rod. B o6uien cnoxKHOCTU B peructpe
nmeeTcsa MHGopmMaums o 22 ymeplnx nauueHTax, cpeaHun
BO3pacT KoTopblx coctaBun 3,06 = 4,66 (ot O go 15 ner,
MeanaHa — 0,54 roga). bonblue BCEro netanbHbIX UCXOA0B
oTMeyvanoch B [arectaHe (n = 3). Cpean tvnos B3 gomu-
HUPYIOT cnydyau netanbHoro ucxoga npu Mrpbd — 59,1%
(n = 13, 0,40 £ 0,22 ropga). MNpoueHT abCoNtoTHOrO KONn-
yectBa cmepTen coctaBun 3,45% npu AB3 u 41,94% npu
Mrpb3, 4To 06ycnoBNEHO Bonee TaKeNbIM TeHeHNEM U 60/1b-
UMM KOMIMYECTBOM OC/IOXHEHWI NPY NOCNEAHEM.

Takum o6pa3om, 6onee 95% nauneHTOB [ocCTUratT
COBEpLUEHHONETUA U NepexoasaT noa HabnogeHue cneuuma-
JINCTOB B3pPOCN0OM amMbBynaTopHO-MOMMKINHUYECKON Meau-
LIMHCKOM NOMOLLM, 4YTO TpebyeT NOAroTOBKU KBanuduuupo-
BaHHbIX MEAMLIMHCKUX CMeLManuctoB, MHOOPMMUPOBAHHbIX
0 3abonieBaHMK, a TaKKe pelleHns Borpoca 06 obecneye-
HUW COBEPLUEHHONETHUX NauueHToB ¢ BB HeobxoanmbiMu
MEAMLMHCKMMUK npenapaTtaMu U n3genuaMm MeauumnHCKOro
Ha3Ha4YeHUss — NepeBsA304YHbIM MaTepranom.

lMpn cpaBHEHUU MONYYEHHbIX MOKal3aTefien CMEepPTHO-
CTW CTaTUCTMKA CMEPTHOCTM MO [daHHbIM HauMoHanbHOro
pernctpa BBES CLUA noKkasbiBaeT, YTO PUCK CMEPTHOCTH
no 1 roga y geten c¢ MNrpb3 coctasnset 44,7% [9, 10]. Tak
€ KaK M B MpPOBEAEHHOM MWCCnefoBaHWW, camasi HU3Kas
BEPOATHOCTb BbIXXMBAEMOCTU OTMeYanachb y AeTein nepBoro
rofa »usHu c MNMrpb3 cpean BOoCTOYHOEBPOMNENCKOM NONyNs-
umu [24]. Mo aaHHbIM 3apy6eXKHON nuTepaTypbl, Cpeau npu-
YMH CMEPTHOCTK Nnaunpyet cencuc [7, 9, 25].

3AK/TIOMEHUE

KaKk BMAHO M3 pe3ynbTaToB UCCNeaoBaHns, oTMevatloTcs
BbICOKME MOKa3aTefiv pacnpoCTPaHEHHOCTHU, POXKAAEMOCTH
M CMepTHOCTM npu Bcex Tunax BB3. [ng npononKeHus
onTUMM3aLMKM KayecTBa MEeAMLMHCKOM MOMOLLM HEeobXo-
OMMO AanbHenlee pa3BUTUE peructpa nauyueHtoB ¢ BBJ,
B pesynbraTe 4yero 6yayTt onpeaeneHbl 601ee NoHble KNMHKU-
KO-3MNAEMUONOrMYEeCcKNe XxapaKTePUCTUKN AaHHOro 3abore-
BaHuWA cpean aeten B Poccuickon depepaunu.

MpoBeaeHHoe nccnegoBaHne AEMOHCTPUPYET BaXKHOCTb
M Heo6X0AMMOCTb CO34aHWUs U BEAEeHUsS PerncTpoB MNo pea-
KM (opdaHHbIM) 3ab60neBaHUSAM, UMEHHO BeIEHWE perncTpa
anseTcad apPeKTMBHON MOAEeNbld UCTMHHOMO npeacTasle-
HWUS O YUCNEHHOCTM NaLMEeHTOB M MacwTabax HeobXxoAnMomn
NOMOLLM FrocyaapcTBa AaHHOW KaTeropum 60/bHbIX.

Y4yeT v aHann3 MeAMLMHCKMX [JaHHbIX MOXET CNYXUTb
3HAYMMbIM NOACNOPbEM B PA3BUTUM HAYKK, B MOUCKE HOBbIX
TepaneBTUYECKUX MOAXOAO0B AN MNaToreHeTUYEeCcKon Tepa-
MUU Pa3NNYHbIX HO30/0MMI, B MPOrHO3MPOBAHUU UCXOA0B
W OCNOXHEHWM XPOHMYECKMX 3aboneBaHWi, 4YTO, B CBOIO
oyepeb, TaKKe MOXKET MoOMOYb 1 B NSIaHUPOBaHWUK GIOAXKETa
MEANLIMHCKMX OpraHu3aLmi ¢ Lienbio onTUMMM3alLmMy 3aTpar.

OrPAHUYEHME UCC/NIEAOBAHMUSA

AHanM3 NPOBOAMJICA Ha KOropTe ye YMepLW WX naumneH-
TOB, TaK KaK Ha Bcew BblObOpKe nauueHtoB oT O go 17 net
1 11 mec meanaHa BbIXKMBAEMOCTU HEe Morfa OblTb JOCTUT-
HyTa. OrpaHuyeHne BbIGOPKM KacanoCb MCKIOYUTENBHO
nauMeHTOB AETCKOro BoO3pacTa, Mo3ToMy NpeacTaBleHune
06 UCTMHHOW BbIXXWMBaAEMOCTM Ans nauneHtoB ¢ BB3 Hocut
peayumMpoBaHHbIV XxapaKTtep.
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O60ocHoBaHue. [10cTo)KOroBble py6Li0BbIE AePOPMaALMU — LLIMPOKO PacnpocTpaHeHHOe COCTOsIHME cpean NnaLmMeHToB neam-
atpuyeckoro npopuns. ObpasoBaHUE NMaToa0rM4ecKmx pybLOB SIBASIETCS HEOCMOPUMbIM MOKa3aHUEM K KOHCepBaTUBHOMY
WM XMPYPrU4ECKOMY NIe4EHMIO 6OJIbHbIX JETCKOro BO3pacTa, MPOAO/IKaKLUMX pacT U pa3BUBATLCS 10C/e pas3pelleHns
0)KOrOBbIX MOBPEXAEHUH. TaKUe NoparKeHMsi MOryT 3HaYUMTE/IbHO CHUXKaTb Ka4€CTBO XU3HM MalNeHTOB, @ TaKKe Bbl3blBaTb
BbIPaXEHHbIN PYHKLIMOHAIbHbIN M ICTETUHECKUI AMCKOM®OPT. OnncaHne KIMHUYEeCKUX cydaeB. [pejcTaBieHbl pe3y/b-
Tatbl Hab/IlOAEHUS 3@ ABYyMSsl JeTbMU pa3Horo Bospacta (2 roga 7 mec M 12 net) ¢ popMUpyoLLmMmMmcs noCToXOroBbIMu
pybuoBbiMK gepopmaumamm. [TokalaHa TaKTMKa yCrelHoro BeeHUs1 C MOMOLLbIO MPUMEHEHUS GU3MOTEpaneBTUYECKOro
KOMIIEKCa, BKIOYaoLEro B ce6si MOHOMOJISIPHYIO paAnoyYyacToTHYIO Teparnuio B KOMOUHaLMKM C ybTPa3ByKOBOM Teparnnen,
poToanHaMMYECKON Tepanuen u 61M3KOMOKYCHON peHTreHoTepanuen. 3aKkideHne. AKTyaslbHble TeHAEHUUU B Tepanmm
MOCTOXOroBbIX Py6LOBbIX AepopMaLMii OCHOBbLIBAIOTCA Ha CBOEBPEMEHHOM Ha3HaYeHUM 3QPEOEKTUBHbLIX M 6E30MacHbIX
METOAOB YK€ Ha paHHMX aTarnax peabuautaLmm n BOCCTaHOB/IEHUS] TKAHEM MOC/Ie 0XKOroBOH TPaBMbl C LI€/bI0 MPEAYyrnpex-
AeHUs1 GOPMMPOBaHMS NaToI0rMYECKOro pybLa m JOCTMKEHUSI KOHTPOJISI €ro aKTUBHOCTM.

KnioyeBble ciioBa: ocToxoroBbie py6Libl, uanotepanus, peabuantayms, pagnodactoTHas Teparnus

Ansa yntuposanuns: Kpyrnosa J1.C., CteHbKo A.T., Py6uoBsa J1.A., Kpyrnosa M.C. CoBpemeHHble METOAbI BEAEHWS NALMEHTOB
neguMaTpuMyeckoro nNpoduns ¢ NOCTOXOroBbIMKU PYGLOBLIMW MOPAXKEHUAMU: KIMHUYECKNE HabnoaeHns. Bornpockl coBpe-
MeHHo# negmatpmmn. 2024;23(5):329-335. doi: https://doi.org/10.15690/vsp.v23i5.2796

BBEJAEHME allbHbIM MOCNEACTBUAM, MPUYEM Haubonee 4acTo TaKue
O)oroBble TpaBMbl B [ETCKOM BoO3pacTe — 3TO0 nospexaeHua HabnogaloTcs y geten mnagwe 5 net [1, 2].
LWMPOKO pacnpocTpaHeHHas npobnema, 3a4acTylo Mpu- ExerogHo B Poccuiickon degepaumm 3a MeAULMHCKOM
BOASAWAA K TAXeNnbiM (GU3MONOrMYECKMM U MCUXOCOLMU- NOMOLLbIO ob6palLatoTcs A0 NOSYMUIIMOHA NOoCTpajaBLUmX

Larisa S. Krugloval, Anna G. Stenko? 2, Lyubov A. Rubtsova': 2, Mariya S. Kruglova®

1 Central State Medical Academy of Department of Presidential Affairs, Moscow, Russian Federation
2 |nstitute of Plastic Surgery and Cosmetology, Moscow, Russian Federation
3 Sechenov First Moscow State Medical University, Moscow, Russian Federation

Current Management of Pediatric Patients with Post-Burn Scars:
Case Study

Background. Post-burn scars are common among pediatric patients. Pathological scarring is clear indication for conservative or
surgical management of pediatric patients who continue to grow and develop after the resolution of burn injuries. Such lesions can
significantly reduce patients' quality of life and, moreover, cause significant functional and aesthetic discomfort. Clinical cases
description. The results of observation over two children (2 years 7 months and 12 years) with developing post-burn scars are
demonstrated. Successful management method using physiotherapeutic complex (including monopolar radiofrequency treatment
combined with ultrasound therapy, photodynamic therapy, and close-focus X-ray therapy) is presented. Conclusion. Modern trends
in post-burn scars management are based on timely implementation of effective and safe methods early on rehabilitation stages and
tissue restoration after burn injury to prevent pathological scarring and achieve control over its activity.
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OT OXoroB, M3 Kotopbix 30-35% coctaBnaTt getv [2, 3].
3a 2018 r. B CLUA 3apeructpupoBaHo okono 110 Tbic. cay-
YyaeB rocnutaamsaunin B OTAENEHUS HEOTNOXHOW MOMOLLM
neten mnaguwe 16 net ¢ 0XKOroBow TpaBmoK. B ctatuctmye-
CKOM uccnefoBaHuM HaunoHanbHOM cnyObl 3apaBooXpa-
HeHus BenukobputaHuun (n3sectHon Kak NHS) 3a nepwuog
¢ 2013 no 2015 r. onyénukoBaHo 60nee 35 TbiC. 06palleHnn
3a HEOT/IOXKHOWM NOMOLLbIO A AETEN C OXKOraMu B BO3pacTte
ot 0 go 15 nert, 4To NpMBeno K nopsigka 8,5 ToiCc. rocnuTanu-
3aumsam. MuKoBbIM nepmnoa NoAob6HbIX TpaBM B negvaTpuu
NPUXoAMTCS Ha AeTen MAajlwero Bo3pacra, NOTOMY YTO OHM
0COGEHHO Y3BUMbI K MONYYEHMIO OXOrOB M3-3a MOBbIWEH-
HOM MOABWMXXHOCTU, NOBOMNbLITCTBA, HE3PENOoro BOCMPUATUSA
PUCKa, a TaKKe 3aJeprKKM WAK OTCYTCTBMUS peaKLmu camo-
3awuTbl. Tak, y Aeten B Bo3pacTte 40 5 neT Hanbonee 4acto
HabnoAalTCs 0XKOroBble TPaBMbl, MOAYYEHHbIE B XO4€ KOH-
TaKTa C ropsiyer BoAoW Npu KyrnaHwu, ¢ HanuTKamu u enow
BbICOKMX TEMNEPATYP, a TaKKe Npu B3aMMOAENCTBUU C ropsi-
YUMK BbITOBbIMM NMpubopamu [1].

Mocne 3axXnBneHus rMyboKMX 0XKOroBbiX paH B 32—-94%
cny4yaeB HabngaeTcs o6pa3oBaHMe NaToNorMyeckon pyoe-
LLOBOM TKaHW 1 pybLOBbIX AepopMaLMin pas3nMYHON CTeNEHN
TAXecTu [2, 4]. locToxKoroBble pybuoBble gedopmMaLnm OKa-
3bIBAlOT BblpaXeHHOEe A0ArOCPOYHOE BAUSIHUE Ha Ka4yecTBO
M3HM NAaLMEHTOB AETCKOro BO3pacTa, a TaKKe Ha UX NCUXo-
Nornyeckoe n GUanyeckoe 340pOBbE B NEPUO POCTa U pas-
BUTUS, MOITOMY, UCXOASA U3 MOCNEAHUX TEHAEHLMIA, poanTENn
Takux geTen yaensaT Bce 60/blle BHUMAHUS CBOEBPEMEH-
HOMYy OO6palleHnio 3a KBanMPULMPOBAHHON MeEAULIMHCKOM
NMOMOLLbIO C LEeNblo fledeHns pybuoB U QYyHKLMOHaNbHOM
peabunuTtaunun nocne oxoros [1, 4].

Bo3pacTHble 0COGEHHOCTU, HaTsKeHWe TKaHeW, LBEeT
KOXW, HacneACTBEHHOCTb, YKEHCKUM MNoa, MHOEKLUMOHHbIE
OCJ/IOXHEHUS, JIoKanusauma U o6beM nepeHeceHHOW O0XKOo-
rOBOW TPaBMbl, MHOXECTBEHHbIE WMHBA3MBHbIE MaHUMNyNs-
LMK, a TaKKe Hanmune OBLWMPHBIX TSXKENbIX OXOroBbIX paH,
peanuTenuM3auns KoTopblix 3aHuMaeT 6onee 14 aHen, —
OCHOBHble (GaKToOpbl pUCKa pPa3BUTUS TUNEPTPODUYECKUX
py6LIOB Yy NaLMEHTOB AETCKOro Bo3pacta [5-7].

Py6uoBblie gedopmaumu, pacnonaratolmMecs Ha OTKPbI-
TbIX y4acTKax Tena, MOryT NpuMBOAUTb K CEpPbe3HOMY MCUXO-
lorMyeckomy guckomodopTy naymeHToB. OBLWMPHBbIE MOBPEXK-
OEHUA e HepeaKo CTaHOBATCS MNPUYMHOM U3UYECKOM
MHBaNMAHOCTU. Py6Libl, PaCrnoOXKeHHble B MPOEKLIMM CyCTa-
BOB, MOryT Cnoco6cTBOBaTb 06Pa30BaHUIO CTAMMBAIOLLIMX
KOHTPaKTYp, 3Ha4YUTENbHO OrpaHMYMBaIOLLIMX AMana30oH ABK-
¥EeHUM pebeHKa. YMeHbLUEHWE KONMYecTBa NPUOATKOB KOXKMH,
a MHorda M Mx nonHas noteps, B YaCTHOCTU CalbHbIX Kenes,
NPUBOAUT K BbIPaXKEHHOMY Kcepoay U 3yay. MOCKONbKY 3anu-
aepManbHbIi MOKPOB MNaTtosornyeckoro pybua HecocTos-
TeNeH, NPy pacyecbiBaHUU U UHbIX, AaXKe He3Ha4uTeNbHbIX
TpaBMax anuaepMuc pybLia MOXKET Nerko MOBPeXAaTbCs, YTO
3a4acTytlo NPMBOANUT K 06pa30BaHUI0 CTOMKKX, ASIUTENTBHO He
paspellatolmxcsa 3B U IKCKopuauuin. Takne oCob6eHHOCTH
3NUTENU3aLIMK U BOCCTAHOBNEHMS NMOKPOBa B 06/1aCTu naTo-
IorMyeckoro pyoua TpebyloT 0CO6bIX MOAXOAOB K TaKTUKe
Tepanuu, y4nTblBaloLWMX BO3MOXKHOE Pa3BUTUE OCNOXKHEHUN
npyv NPUMEHEHUN XMPYPTUYECKMX U MHBA3UBHbLIX METOAOB
KoppeKuuu [1, 8].

MaTtodun3nonorua BOCCTAHOBIEHMUS KOXHOMo MOKpoBa
06ycnoB/ieHa KOMMJIEKCHbIMU KacKaaMu KIIETOUHbIX U 6U1O-
XMMMUYECKMX MPOLLECCOB, HAaPYLIAIOWMNXCA B MEASIEHHO 3aXKK-
BalOLWMX paHax Noc/e 0XKOroBoro noBpexaeHus. Oxorosble
paHbl OTIMYAIOTCS OT MHbIX MOBPEXKAEHUN HANUYMEM CreLm-
PUYECKUX CUCTEMHbBIX peaKuui U pasBuTMeM runepmetabo-
NIMY4eCKoro/Katabonn4yeckoro coctosHus [9]. B yacTHocCTH,
CYLLECTBYIOT MCCNefOoBaHusl, B KOTOPbIX AOKa3aHa CBHA3b

MEeXAy XapaKTePHbIMU U3MEHEHUAMU UMMYHHOIO Npoduns
neanMaTpUYecKmx OXOroBbIX NauMEHTOB, PErMCTPUPYEMbIMU
0o 18 mec nocne oxora, U1 COGCTBEHHO OXKOroBOW TPaBMOW.
Tak, obume nponopuunn T-knetok, NK-KneTok 1 makpodaros
Ha MNPOTSKEHWW BCEro Mepuoaa OCTaTCA OTHOCMTENbHO
NMOCTOSIHHBLIMM, HO C TEYEHUEM BPEMEHM MX NYN NoABEpraeTcs
anbdpepeHuMpoBKe B adpdeKTOopHblIe GEHOTUMbI, BKIOYatO-
wue Thl7 v akTMBUPOBaHHbIE yO-T-KNeTKU. o peadynsratam
OJHOT0 MCCIefoBaHUA, LMPKYIUPYIOLLNE yd-T-KNETKK yBenu-
YMBaNIM IKCMPECCUO MpOBOCNANUTENbHbIX MEANAToOpPOB Ha
NPOTSXKEHMM BCEro Nepruoaa BOCCTaHOB/IEHMS MOC/E OXKora,
npuv 3TOM KONMYECTBO MHTepnerkuHa (IL) 17 yBennymnnocb
B 3—6 pas 4yepe3d 1-3 Hepn, a KoamnyectBo NF-kB — yepes
9-18 mec nocne oxora. Takke Habnaanacb NN1aCTUYHOCTb
T-perynatopHbIX KNETOK, a nponopunn deHotuna Treg name-
HAAMCb cO BpemMeHeM. OTMeYanocb CUCTEMHOE CHWMKEHUe
KonnyectBa cneumduyHbix CCR4T 1 nosbllleHMe BOCNaNu-
TenbHblx CCR6Y 4yepes3 1 Mec nocsie oXKora, a BNocneacTsmm
pPeErncTpMpoBanocb yBeNMYEHWE KONMYecTBa CABOEHHOIO
TMna Knetok CCR4*CCR6* B o06WeM KpOBOTOKE B Teye-
HMe 18 mec nocne oxora. Kpome Toro, Habnoganochk, 4To
KneTkn ¢deHotuna Treg NponopuMoHanbHO 3KCMPECCUpPOo-
Banu meHble IL-10, HO NpKu 3TOM CUHTE3MpoBanu Gosnblle
daKkTopa HeKposa onyxonu anbda (TNF-a) 3a 18-mecsayHbIn
nepuog nocne nosiydeHHoro noBpexaeHus. Takum obpasom,
BMIOTb A0 18 mec nocfe OXKOroBOW TpaBMbl LIMPKYIUPYIO-
LMEe UMMYHHbIE KNEeTKM NpoxoasT aTanbl AuddepeHUMpoBKH,
CTaHOBATCA CneunanM3npoBaHHbIMU, HANPaBASOTCS B KOXY,
a BMOCNeACTBMM CNOCOBCTBYIOT MOALEPIKAHUIO BOCNANUTENb-
Hom peakuuu [10].

KneToyHble M MONEKynsipHble SBAEHWS, NpuBoAsLMeE
K 06pa30BaHMI0 MOCTOXKOrOBbIX PYOLIOB, CMOXHbI U Crieuu-
GUYHBI — OHM O06YCNOBAEHblI HalM4yMeM BoOcCNanuTeNb-
HOro npouecca Ha ypoBHE ry6OKON PETUKYNSPHON Aaep-
Mbl, HaKOMJEHWEM WMMYHHbIX BOCMANUTENbHbIX KIETOK
M dGn6po6aacToB, aKTUBHbLIM MNATOIOMMYECKUM aHrmMoreHe-
30M W KofnareHoreHe3oM. Tak, B o4arax npoucxoauT yBenu-
YeHWe KonnyecTBa M akTMBHOCTM dMBPOBIACTOB, YTO BbI3bl-
BaeT aHOMa/lbHOE HaKOM/IeHWe BHEKIETOYHOro MaTpuKca,
a TaKe HabnogaeTcs yCTOMYMBOE yAepKaHWe BbICOKMX
ypoBHew TpaHcdopmupyoLero pakropa pocra 6eta (TGF-3)
1 daKTopa pocta coeanHuTenbHom TKanu (CTGF) [8, 9].

Mpodunaktnky o6pal3oBaHUsA MOCTOXKOrOBbIX pPybLOB
cnefyet HauyMHaTb cpasy Nnocse 3aBeplleHns peanuTennaa-
UMW paHbl. B 3aBUCMMOCTM OT pUCKa rMNepTpoPpUyecKoro
py6LieBaHUS MOryT 6blTb MPUMEHEHbI Pa3nnyHble NOAXOAbI,
BK/IOYalOLWME MECTHble JIeKapCTBEHHbIE CpeacTBa, npec-
coTepanuio U doTotepanuio. Ecnn poct pybua Ha paHHMX
CTausIX CMOXHO MOAAAETCS KOHTPOMO, TO B [AOMNOSIHEHWUE
K MECTHbIM npenapaTaM B COYETaHWUU C KOMMPECCUOHHOWM
Tepanuen MOXHO TaKKe NPUMEHATb BHYTPUOYAroBble MHbEK-
UMK rnioKoKopTuKonaos [11]. Ang Tepanuun natonorm4eckunx
py6LIOB MCNOMb3YIOTCH MHOMOYUCNEHHbIE HEXMPYPruyecKkue
M XMPYPrMyeckue meTodbl fiedeHusl, BKIOYalowune B cebs
NPUMEHEHNE CUAMKOHOBLIX MAACTUH W rens, KOMMIpeccu-
OHHYIO Tepanuio, Maccaku, yBnaxKHeHue, ynbTpa3ByKOBYHO
Tepanuto, Nly4eBylo Tepanuio, paguMoyvacTOTHYO Tepanwuio,
KpuoTepanuio, ¢GOTOTEPMONN3, Nal3epHble annapaTHble
MeTOANKMU, GOTOBUOMOAYNSALMIO, XMPYPrUYECKOE UCCEYEHNE,
BHYTPMOYaroBble MHBbEKLMK (CTEPOMNabI, XMMUOTEPaNeBTUYE-
CKWe npenapaTtbl, 60TYIMHUYECKUI HENPOMNpPOTEMH Tuna A,
MHTepdepoHbl) [8, 12, 13].

MocTorxkorosble pybLbl 3a4acTyo CONPOBOXKAAKTCA HaK-
Yynem AMCKOMPOPTHbIX CYObEKTUBHbLIX OLLYLIEHWN B BUAE
6011 /3yaa/CTarnBaHns />K»KeHnsa U HecyT B cebe PyHKLMO-
HaNbHbIN U 3CTETUYECKUI fedeKT. Takue COCTOSTHUA BNnocnea-
CTBUM HEPEAKO TPEBYIOT MHBA3MBHOIO XMPYPrM4yecKoro Bme-



laTenbCcTBa, O4HAKO pe3ynbraTbl NOAOGHbLIX BMELlaTeNbCTB
ANS NauneHTOB AETCKOro Bo3pacTa He BCeraa yaoBieTBOpPU-
TeNbHbl MU MOTYT CONPOBOXKAATLCA PA3BUTUEM OCNOMKHEHUI
W HexenaTtenbHbIX SBAEHUN. [N NeYyeHns naTonormyecKmx
py6bLOB cpean HeEMHBA3WBHbLIX CPEACTB B NocneaHwWe rogbl
BCE Yalle npeanoyTeHne otgaetcss MOHOMOASPHbLIM U BUMNO-
NIAPHbLIM PagMo4acTOTHbIM MEeToAaM.

PagnovacTtota npeacraBnser cob6on Takyto dopmy nepe-
MEHHOTIO 3/IEKTPUYECKOrO TOKa, KOTopas reHepupyeT Tenno
3a CYET CONPOTUBNEHUS AEPMbI M MOAKOXKHO-KMPOBOM KNET-
YaTKM, YTO CNOCOBCTBYET PEMOAENMPOBAHMIO KONTAareHoBbIX
BOJIOKOH 6n1arogaps AOCTUXKEHUIO adPeKTa TEPMOMHAOYLM-
poBaHHOM AeHaTypauum 6enKoB M Bbibpoca 6e1KOB Tenno-
BOro WoOKa [8, 14]. MeToabl MCNONb30BaHWUS PaamMo4acToThbl
TaKKe yCrnewHo NPUMEHSAIOTCS B KOMBUMHUPOBAHHbIX MPOTO-
Konax, K NpMMepy COBMECTHO C yNbTPa3BYKOBOW Tepanuen
M TpaHCanNMaepManbHOM A0CTaBKOM TpMaMLUHOMOHA, C TPU-
aMUMHONOHOM OTAENbHO, a TaKXKe C Pa3/IMYHbIMU Ta3epHbI-
MW annapaTHbIMW METOAMKaMW, B TOM 4YUCNE C JIeHEHUEM
WHTEHCUBHbBIM UMMYNbCHbIM CBETOM (intense pulsed light) —
IPL-Tepanuen [8].

BosgenctBue Ha pUOPO3HbIE TKAHU C MOMOLLbIO EMKOCT-
HO-PE3UCTUBHOM MNepeaayn 3MeKTpoToKa (capacitive and
resistive electric transfer; CRET) 448 K[, ocHOBaHHOW Ha
YPECKOXKHOM 3/IEKTPOTEPMUYECKOM BO3AENCTBUM pagmoya-
CTOTbl, 06/1agaeT 0co60omn apPEKTUBHOCTLIO. Tak, pesynbraTbl
O[HOro U3 uccnegoBaHnn nokasanu, 4yto CRET-Tepanus cHu-
KaeT aKcnpeccuio 6eKOB BHEKIETOYHOIrO MaTpmKca, Moau-
GUUMpPYET 3KCMPECCUIO MaTPUKCHOM MeTannonpoTenHasbl
(matrix metalloproteinase; MMP) 9 1 3Ha4yMTENbHO CHWXXaeT
aKTMBaLMIO NpoBoCnanuTenbHbIX GaKTopoB TPaHCKPUMLIMK,
Takux Kak NF-kB, no cpaBHeHUIO ¢ KOHTposieM. Takum obpa-
30M, [AOCTMUraeTcs yMeHblUeHWe BblpaxKEHHOCTU ¢nbpo3a
MEXKIETOYHOrO MaTpUKCa NOCPEeACTBOM aKTUBM3aAL MK NPO-
TEWHOB U GEepPMEHTOB ero gerpagauuu [14].

B opyrom wuccnepoBaHuu, npoBeAeHHOM B MHCTUTyTe
PamoHa u Kaxana (IRYCIS, WcnaHus), 6bi10 AOKa3aHo,
yto CRET-Tepanua cTUMynupyeT pereHepaumio U npouecc
paHO3aXKMBAEHUS MO HOPMOTPODMYECKOMY TWUMy 3a cyeT
W3MEHEHWUS COOTHOLIEHUS 6enKoB BUHKynMHa U p-FAK,
CNOCoOBCTBYOWMX MUrpaLmnm GrubpobaacTtoB M yrHeTaroLWwmx
MWUFpaLMi0 KepaTUHOUMTOB. TaK, 3NeKTpuYecKas CTUMYy-
nauMs ¢ nomMollbtlo paguodvactoTel 448 KIL crnoco6eTByeT
3aBepuweHnto npouecca GOPMUPOBAHUA TPAHYAALMOH-
HOW TKaHW OO MOMEHTa MOJIHOM 3nuTenu3aunu paHeBown
NOBEPXHOCTW, 4TO NpeAoTBpallaeT aHOMalbHOE 3aXKMB-
NleHre, a TakKe 06pa30BaHWEe XPOHWYECKMX, AAUTENbHO
He3aXKnBawlLnx 93B8. TakuM o06pasoM, Npu UCMOSIb30BaHUK
paaunodactoTHoro Bo3aencreua 448 KIL garke Ha paHHKUX
CpoOKax peabunautaumy nocne noay4eHHOro MOBPEKAEHMS
MOHO [AOCTMYb 3arKUBNEHWS paH 6e3 MaToIorMyecKoro
pybueBaHus TKaHen [15].

Hu)ke npeacTaBneHO onucaHue KIMHWYECKMX Cryvaes,
KOTOpble SBASIOTCS HarnsgHOM wanocTpaumen npobremsl
Nle4eHNs NMOCTOXKOroBbIX Py6LIOBbIX AedOopmMaLni y nayneH-
TOB NeamMaTpmMyecKoro Nnpoduns ¢ NOMoLLb KOMOUHUPOBaH-
HbIX METOAOB Tepanuu, BKIOYAIOWMX Tepanuio ¢ MOMOLLbIO
MOHOMONSPHOM PagnMo4acTOTHOW TEXHONOMMK, obnagatoLLen
yactoton 448 KIL.

KAUHUYECKMUE NPUMEPDI

KnuHunuyeckuii cnyyam N2 1

O naumneHTe

MauneHT B., Manb4ymK, Bo3pacTt 2 roga 7 mec. Ha MomeHT
NepBUYHON KOHcynbTauum 26.10.2023 xanobbl Ha ¢op-
MUpyloLLytoca pybLoByo gedbopmMauunio KOXW B nNoanoado-
poaoYHOM obnactn, B 061acTu NeBOro njaeyeBoro cycrasa,

nepeaHen rpyaHon KNeTKun cnesa, Cy6beKTUBHbBIE OLLYLLEHUS
B 06/1aCTV NOpaxKeHus.

AHamHe3 3a60s1eBaHUs

Tepmuyeckuin oxor |l cteneHn TsecTun, nopaxeHne 18%
NOBEPXHOCTU Tena (B 06nacT BEPXHEM TpeTn nepeaHen
TPYLHOM KNETKU, LIEN, NMLa) BBUAY KOHTAKTa C KMMATKOM OT
06.2022. lNMony4yan ne4yeHne MeToaoM npeccoTepanunu, 6amns-
KODOKYCHOW peHTreHoTepanum no noBoAy pacTywen pybuo-
BOW gedopmaummn HavymHasa ¢ 19.12.2022 1 pa3 B mecsi, N2 9
C HeJoCTaTOYHbIM 3DDEKTOM.

Status localis

Ha Koxe B noanoa6bopodo4Hor 067acTu JIMHEWHbIN
runepTpodmnYecKknin pybel, NIOTHOM KOHCUCTEHLMKU, Barpo-
BOrO LBETa, C YETKMMU rpaHuL,aMMn, PE3KO BbICTyNatoLmM
Haj YPOBHEM OKpy)Kalollen 340p0BON KOXKU. Ha Koxe Tena
B 06/1aCTM NEeBOro njae4yeBoro cycraBa, nepegHen rpyaHon
KNETKU cneBa — runeptpoduryeckasn pybuosas gedbopmanus
MAOTHON KOHCUCTEHLMKN, 6arpoBoOro LBeTa, C YETKUMU rpa-
HULAMKU, PE3KO BbICTyNatoLlas Haj YPOBHEM OKpYyXKatolen
3[0pPOBON KOXM, MHOXECTBEHHblE 3KCKOpWaLMK, Cepos-
HO-remopparMyeckme Kopku u a3Bbl (puc. 1). OTmevatoTces
Bblpa)eHHble CYyObEeKTUBHblE OLLyLIEHUA B BUAE 3y4a,
60nu, ctarnBaHusa. OueHKa pybua no BaHKyBepcKoW LiKane
(VSS) — 11 6annos.

KnnHn4yeckni gnarHos
Py6uoBble cocTosiHus 1 drubpo3 Koxku (L90.5).

AvnHamMmuKa n ncxogbl

MauneHTy 6bln Ha3Ha4vYeH W ABaxAabl (C MHTepBanoMm
B 1 mec) npoBefeH Kypc ¢du3nMoTepaneBTUYECKOro feve-
HUS, BKIIKOYatoLLEro npoLeaypbl C MOMOLLbIO MOHOMOASPHOIO
pagmoyactoTHoro annapata CRET-Tepanun 2 pasa B Heae-
no N2 8, ynbTpa3ByKOBYO Tepanuio IOKaabHOro AMHamMun4e-
CKOro MMKpOMaccarka C npenapaTtomM Ha OCHOBE KOMMEeKca
KoNnnareHoNMTUYeCKMX npoTtea3 2 pasa B Hegento N¢ 8,
doToanHaMMUYeCKyto Tepanuio 2 pa3a B Hegento N2 8. B xoge
fle4eHns NaumeHTy TakKe Obl1o NpoBeaeHo elle 4 ceccuu
6/1M3KOPOKYCHOM peHTreHoTepanum 1 pa3 B Mecsl,. NauneHt
NPOAOIKUA NPUMEHEHME NpeccoTepanmm, 6bin Ha3HayYeH bl
TOMUYECKME CpelcTBa Ha OCHOBE rManypoHnaasbl U CUIMKO-
Ha Ha NOCTOSAHHOW OCHOBE.

MNocne npoBedeHHOro Komniekca ¢usnotepaneBTnye-
CKOro Nle4eHUs OTMeYaloTCs YMEHbLIEHWE WMHTEHCMBHOCTM
OKpacKu, pa3smMsaryeHue, ocegaHue pybLoBon gedopmaumu,
ANUTeNM3aums a3BeHHbIX AedeKTOB (puc. 2), 3Ha4YUTENbHOE
YMEHbLUEHWE MHTEHCUBHOCTU CYOBbEKTUBHbLIX OLLYLIEHWI. [TO
pesynbTataM yabTpa3ByKOBOro mccnegosaHus (Y3U) MArkux
TKaHen B AMHAMWKE [0 NeYeHUs U yepeld 6 Mec OT MOMEH-
Ta Havyana KOMMIEKCHOro fle4eHns AOCTUMHYTbI cnegytolime
M3MEHEHUS: B KOHTPOJIbHbIX TOYKaX TOMLLMHA KOXKM YMEHbLUN-
nacb ¢ 5,3 0o 5,0 MM; COCO4YKOBbIN CNOM AepPMbl CTan BU3ya-
NIM3MPOBATLCA PAaBHOMEPHO Ha BCEM CBOEM MPOTSKEHWMU;
OTMEYEHO MOBbLILWEHNE 3XOMEHHOCTU, Y4TO CBMAETENbCTBYET
O CHWXXEHMM BblparKeHHOCTN drnbpo3a U NNOTHOCTU PyBLIOBOM
TKaHu (puc. 3). OueHka pybua no VSS — 4 6anna. JOCTUTHYT
BbIpaXKEHHbIN MONOXKUTENbHbIN 3PdEKT. [NauneHT npoaosKa-
eT NPUMEHEHWe npeccoTepannu M TOMUYECKUX CPeacTB Ha
OCHOBE rManypoH1aasbl U CUIMKOHA Ha MNOCTOSIHHOM OCHOBE.

[dun3anH dnsnotepaneBTUHECKOr0 KOMMAeKca, pa3pabo-
TAHHOrO AN19 NauMeHTa, NpeAcTaBfieH Ha puc. 4.

MporHo3
lMporHo3 6naronpuaTHbiK. B nnaHe neyeHus NoBTOpHOE
nposeaeHne Gp1M3noTepaneBTUHECKOro KOMMIEKCa.
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 1. MaupeHT B., 2 roga 7 mMec, nocToxoroBas pyéLoBas gepopmaLys 40 NpUMEHEHNS GU3MOTEPANEBTUHECKOrO KOMM/IEKca
Fig. 1. Patient V., 2 years 7 months old, post-burn scars before physiotherapeutic complex

McTo4HuK: CteHbKo AT, Py6uoBa J1.A., 2023-2024.
Source: Stenko A.G., Rubtsova L.A., 2023-2024.

Puc. 2. MaupeHT B., 2 roga 7 mMec, nocToxoroeas py6LioBas gepopmaLys nocie npumeHeHns GuanotepaneBTUHECKOro KommnieKkca
Fig. 2. Patient V., 2 years 7 months old, post-burn scars after physiotherapeutic complex
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WcTouHumK: Ctenbko A.T., Py6uoBa J1.A., 2023-2024.
Source: Stenko A.G., Rubtsova L.A., 2023-2024.

Puc. 3. MaumneHT B., 2 roga 7 mec, noctoxorosas pyéLosas gedopmaLms. Pesynbratsl Y3M KOXM MATKWMX TKAHEN rpyau cnesa npy NEpBUYHOM
o6pateHnm (A) n 4epes 6 mec oT Havana Tepanuv (b)

Fig. 3. Patient V., 2 years 7 months old, post-burn scars. Ultrasound of the chest soft tissues on the left side at first admission (A) and 6 months after
therapy initiation (B)

WUcTouHuK: Arapkos H.C., 2023-2024.
Source: Agarkov N.S., 2023-2024.



Puc. 4. Jn3ainH dn3noTepaneBTMHECKOro KOMMNEKCa, pa3paboTaHHOro 419 060M1X NaLmueHToB

Fig. 4. Physiotherapeutic complex design for both patients
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lMpumeyvanme. P4 — paguodactotHas; AT — doToanHammuyeckas tepanms.

Note. RF (PY) — radiofrequency; PDT (®AT) — photodynamic therapy.

KnuHuyeckui cnyyam N2 2

O naumeHTe

MauuneHT P, Manb4umK, Bo3pact 12 net. Ha MOMEHT nepBuY-
HOM KoHcynbTaumn 04.10.2022 anobbl Ha MHOXKECTBEHHbIE
A3BEHHble JedeKTbl U paHeBble MOBEPXHOCTU Nocne oxora
ropsiyer TepMasbHOM BOAOW B 06NACTU BEPXHUX U HUMHMX
KOHEYHOCTEN, MHOXECTBEHHblE MATHa KpacHOro uBeTa Mo
BCEW NOBEPXHOCTM TeNa 1 nnua, popMupytoLMecs KenomaHble
py6Lbl TbIIbHOM NOBEPXHOCTU NPaBOW U 1EBOW CTONM.

AHamHe3 3a6o0s1eBaHHNA

TepMmuyecknn oxor |l cteneHu TaKecTu, nopaxeHue
18% noBepxHOCTU Tefla BBMAY KOHTaKTa C ropsivyen Tepmalsb-
How Boaon oT 06.2022.

Status localis

Ha koxe nuua, TynoBuLa, BEPXHUX U HUMKHUX KOHEY-
HOCTEN HaONIO[AITCA MHOMECTBEHHbIE MATHA KpPacHOro
M PO30BOro LBETa, OKPYrion GopMbl, C YHETKUMWU TpaHu-
@MW, CK/IOHHbIE K CWUSHUWIO; OTMEYaloTCs MHOMKECTBEH-
Hble CEepO3HO-reMopparnyeckne KOpKU M A3Bbl (Mpenmy-
LLLECTBEHHO NepeaHen W 3agHen MOBEPXHOCTEN roneHewn)
pasnuyHoro pasmepa — o1 0,5 o 3,5 cm (puc. 5); Ha Tblb-
HOW MNOBEPXHOCTU MpaBOW W JIeBOWM CTON HabnwoaatTcs
dopmupylowmecs KenonaHbole pybubl naowaasto 8 X 10 cm
M 6 X 8 cM, NJOTHOMW KOHCUCTEHUMU, BarpoBOro LBeTa,
C YETKMMM rpaHuLLaMn, Pe3KO BbICTynalLlwme Haj YPOBHEM
OKpyXKatlowen 340poBON KOXKKU. OTMeYaloTcsl BblparKeHHbIe
CyOBbEKTMBHbIE OLLYLLEHUS B BUAE 3yAa, 60U, HKKEHUS, CTH-

Puc. 5. MNMauueHT P, 12 net, 0XX0roBoe noBpexaeHue 40 NpUMeHeHns GranmoTepaneBTMYECKOro KoMmnieKkeca
Fig. 5. Patient R., 12 years old, burn injury before physiotherapeutic complex

McTouHumk: CteHbko AT, Py6uoBsa J1.A., 2023-2024.
Source: Stenko A.G., Rubtsova L.A., 2023-2024.
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KnuHunyeckKoe Ha6noaeHue

rmBaHus, auckomdopTa nNpu xoabbe n aBuxKeHunsax. OueHKa
pyéua no VSS — 10 6annos..

KnunHn4yeckni gnarHo3s
Py6uoBble cocTosiHUA 1 dpubpos Koxxu (L90.5).

AnHamMmuKa n ncxogbi

MaumeHTy Obln Ha3HadyeH W ABaxAabl (C MHTEpBaIoOM
B 1 mMec) npoBeaeH Kypc ¢uanoTepaneBTUHECKOro neye-
HWS, BKIKOYaAlOLWeEro npoueaypbl ¢ NOMOLLbIO MOHOMOASP-
HOro paguoyvactoTtHoro annapata CRET-tepanuu 2 pasa
B Hegento N2 8, ynbTpa3BYyKOBYI Tepanuio, NOKasbHbIN
AMHaMUYECKMI MUKpOMacca)X C npenapaTtoM Ha OCHO-
BE KOMMJEKCca KOonlareHonMTUYECKUX npoTeas 2 pasa
B Hegento N¢ 8, poToagMHamMyecKyr Tepanuio 2 pasa
B Hegento N2 8. B xoge neyeHuss naumeHTy Takxe 6blio
nposeaeHo 4 ceccun 6IM3KODOKYCHOM peEHTreHoTepanuu
1 pas3 B Mecsl, Ha 061acTb pacTylWwmx KenouaHblix pyouoB
Ha TblIbHOM NMOBEPXHOCTU NMpaBou U neBown crton. [AunsanH
dun3noTepaneBTUHECKOro KOMMJEKCa, pa3paboTaHHOro A4ns
nauueHTa, npeacrasneH Ha puc. 4. MNaymeHTy 6bIIn Ha3Ha-
YyeHbl TOMWYECKMEe cpeacTBa Ha OCHOBE ruanypoHWaasbl
M CUIMKOHA Ha MOCTOSIHHOW OCHOBE.

lMocne npoBedeHHOro Kommnjekca ¢usnotepaneBTUye-
CKOro fleyeHns oTMevaeTcs paspelleHue naTeH, YMeHb-
WeHWe WMHTEHCMBHOCTM OKpAacCKW, pa3MsaryeHue, ocepaHue
pybuoBor gedopmMauuu, aNUTENU3aLUa 93BEHHbIX Aedek-
TOB (puC. 6), 3Ha4YUTENbHOE YMEHbLUEHWE WMHTEHCUBHOCTH
Cy6bEKTUBHbIX oLylleHnin. OueHka pybua no VSS — 2 6an-
na. [OCTUIrHYT BbIpaXXeHHbIN MNONOXUTENbHbIN 3ddEKT.
MauuneHT NnpogonKaeT NPUMEHEHME TOMMYECKUX CPEACTB Ha
OCHOBE rManypoHnaasbl U CUIMKOHA Ha MOCTOSIHHOM OCHOBE.

lporHo3
[MporHo3 6GnaronpusaTHbiM. B nnaHe neyeHus noBTOp-
Hoe npoBegeHue GU3MOTEPANnEeBTUYECKOrO KOMMEKca Ha

06nacTb KenonaHblx pyoLoB Ha Tbi/IbHOM MOBEPXHOCTH Mpa-
BOW W IeBOM CTOM.

OBCYXAEHME

KNMHWYEeCKMI anroputM NPOoPUNaKTUKKN U NIe4eHUs NocT-
0XOroBbIX py6LIOB CNOXKeH 1 TpebyeT UHANBMAYANBbHOIO NoA-
Xx04a, KOMOGUMHUPOBaHHbIX CNOCO60B NneYveHns. OHW BKIOYaloT
B cebs HaNOXeHWe CUAMKOHOBBLIX reneBblX MAacTuH, npec-
coTepanuio, ¢u3noTepanuo, NPUMEHEHNE WMHBEKLIMOHHBIX,
XUPYPru4yecKkmx n annapaTtHbix meTogos [9]. OcobbiM noaxoa
K Tepanuu Heo6XO0AWMM AN BEAEHUS NaLUWMEHTOB AETCKOro
BO3pacTa, KOTOpble TAKENO NepeHoCsAT Npoueaypbl, CBA3aH-
Hble ¢ 60Mbto [2]. UMEHHO MO3TOMY NpPU NIE4EHUM NaLMeHTOB
neavaTpuyeckoro npoduna CTouT OTAaBaTb NpefnoyTeHve
TaKUM HEWHBa3MBHbLIM GU3MOTEPaneBTUYECKMM MeToaam,
NPOBeAEHME KOTOPbIX HE BbI3bIBAET TAKENbIX IMOLIMOHANbBHbBIX
nepexmnBaH1M U 60/EBbIX OLWWYLWEHUN Yy AeTen, cnocobCeTBys
BbICOKOWM KOMMAAEHTHOCTU U MPUBEPKEHHOCTU Tepanuu. Mpu
3TOM MNOAO06HbIE METOAMKW OOMKHbI 06najaTb AOKa3aHHOM
3OPEKTUBHOCTbIO U 6€30MaCHOCTbI0 B OTHOLLIEHUU MpUMe-
HEHMS KaK Ha MO3AHMX, TaK M Ha paHHWMX cpokax GopMMpo-
BaHMA pybLoBbIX AedopMaLnin pasnMyHON CTENEHU TAXKECTH
[1, 2, 15]. MmMeHHO no3ToOMy ANs BEAEHUs neauMaTpu4ecKux
MaLMeHTOB C MOCTOXOroBbIMM pybLaMK Ha paHHUX 3Tanax
CO3pEeBaHus, OMUCaHHbIX B AaHHOW cTaTbe, Gblna BblGpaHa
KOMOWHALMSA HU3KOMHTEHCMBHbIX HEMHBA3WBHbIX U3noTepa-
NeBTUYECKMX METOLOB, BKIOYAIOLMX MOHOMONAPHYIO paguo-
4acTOTHYK Tepanuio, yNbTPa3BYKOBYIO Tepanuio, GOoToAnHa-
MUYECKYIO Tepanuio U 6IM3KODOKYCHYIO PEHTIEHOTEPANMUIO.

3AKJ/IIOMEHUE

Mocneoxorosble pybLIOBbIE AedopMaLMKn HEeNerko noaaa-
OTCA Tepanuun no NpuyYnHE HECOCTOSATENIbHOCTM TKaHel naTo-
nlornyeckoro pybua, HapyleHus npoLecca peanuTennsalmm
1 YBENUYEHNS CPOKOB peabunuTtaLmm nocne nosy4eHHbIX 0Xo-
roBbIX TPABM BBUY CNeUUdUYECKUX KNETOYHbIX U MONEKYNSP-

Puc. 6. MaupeHT P, 12 neTt, noctoxoroeas pybLioBas gepopmauysi nocne npumeHeHus GuanotepaneBTMHECKOro Kommniekca
Fig. 6. Patient R., 12 years old, post-burn scars after physiotherapeutic complex

McToyHumK: CteHbko AT, Py6uoBa J1.A., 2023-2024.
Source: Stenko A.G., Rubtsova L.A., 2023-2024.

i B




HbIX OCOGEHHOCTEN 3TUX NoparkeHnn. CoBpeMeHHble MEeTObI
Tepanuu AaHHbIX COCTOSHWIK BKJIOYalOT B ce6 HEeMHBa3MUB-
Hble PuanoTepaneBTMHECKME MPOoLEaypbl U UX KOMOUHALMK.
MpeacraBneHHble KIWMHUYECKME HabAaeHUs AEeMOHCTPUpPY-
10T 3PEKTUBHOCTb MPUMEHEHUS GU3MOTEPaNEBTUYECKOro
KOMIMMEKCa, COYEeTaloLEero MOHOMOASPHYIO PaAMOYaCTOTHYIO
Tepanuio, ynbTpa3BYKOBYD Tepanuto, GOTOANMHAMMUYECKYIO
Tepanuio 1 6M3KOPOKYCHYO peHTreHoTepanuio.

WHO®OPMUPOBAHHOE COINIACUE

OT MaTepu nawumeHTa nosy4eHo NMCbMeHHoe MHOOPMUPO-
BaHHOe 4OO6POBOJIbHOE corflacKe Ha nybanKaLnio ero M3o6-
paXKeHU B MEAMNLIMHCKOM }KypHane, BKto4as ero afeKTpoH-
HYIO Bepcuio (aata noagnucanus: 19.09.2024).
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OnbIT NpUMEeHeHUs nMnoUIUHra y geteu
C 1IOKaJIM30BaHHOMU CKJiepoAepMHUEn:
KJIMHUYECKUe HaboaeHus
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0O6ocHoBaHHe. Jlokann3zoBaHHasi cKaepogepmus (JIC) — 310 BocnaauTe/lbHOE CKIepo3upyroliee 3aboseBaHNe HEU3-
BECTHOM 3TUOJIOMMK, XapaKTepu3yoLeecs MporpeccUpyroLMM MOBPEXAEHNEM COEAMHUTENIbHOM TKaHM C MOCAEAYOLWNM
popmMupoBaHMEM CKIepO3a 1/nan atpopnn KOXu 1 nognexxatmx TkaHen. PacrnpoctpaHeHHocTs JIC coctaBaseT 27 c/y4aeB
Ha 1 MJIH HaceneHusi B rof, U3 KOTopbix 3,4 ciydasi MpUXOAATCS Ha AETCKUIM BO3pacT. OnucaHue KJIMHNUYECKOro ciay4vasl.
B cTaTtbe npeAcTaBieHO onucaHue ABYX KIMHMYECKUX caydaeB JIC y aeten B Bo3pacte 40 12 net. B o6oux cayydasx 6biia
npoBeAeHa KOHTYPHas naacTuKa XUPOBOK TKaHbIO (TMNOPUANHI). B Xxoge Tepannu yaaaock JOCTUIHYTb KOPPEKUMU 06bEMaA
3a cyeT mnoacnmparta, yBenMYnTb TOLMHY AEPMbI U MOAKOKHO-KMPOBOK KIETYaTKU B 04are CKIepo3a, YMEHbLUMUTb M/10T-
HOCTb KOM, Yy4LINTb MUKPOLMPKYIALMIO. 3aKmodeHne. XupypruyecKoe edyeHne geTei ¢ MPUMEHEHNEM AUNOQUANHIa
103BO/ISIET HUBENUPOBATL rPy6ble AEPEKTbI NLA, YBEIMYMTL MOAKOXKHO-KMPOBYIO MPOC/ONKY B MECTax CKIepo3a, rnocse
MPOBEAEHUS ayTOTPaHCMAAHTaLMUN XUPOBOK TKaHN NMaLMeHTbl OTMEYAIOT yy4LIEHNE NCUX0IMOLIMOHAIbHOIO COCTOSHMS.
Knro4yeBble cnoBa: /10Ka/M30BaHHas CKIepOAepMusl, 04aroBasi CKIEPOAEPMUS, JIMHENHAs CKIEPOAEPMUS, JTMMTOPUINHT,
K/IMHUYECKUI Cllyqan

Ansa untupoBaHus: Mucbaxosa A.P, MaHTypoBa H.E., Kpyrnosa J1.C., MypawkuH H.H., ManpaHcaesa C.P. OnbIT npume-
HeHUs nUnoduanHra y AeTen ¢ NOKann3oBaHHOW CKNEPOAEPMMEN: KIMHUYECKME HabnogeHus. Bonpockl coBpeMeHHON
negmnatpmmn. 2024;23(5):336-342. doi: https://doi.org/10.15690/vsp.v23i5.2812

OBOCHOBAHME

JNlokanusoBaHHas cknepogepmus (JIC) — ato Bocna-
NMTENbHOE CKeposupylollee 3aboneBaHWe HEU3BECT-
HOW 3TMONOMMKU, XapaKTepuaylolweecs NpPorpeccupyownm
NOBPEKAEHNEM COEAMHUTENbHON TKaHW, pas3BUTMEM Ha
pa3nnyHbIX y4acTKax Tesa 04aroB fI0KanbHOro BocnaneHus
(MHaypaummn) ¢ nocneayowmm GopMMpoBaHUEM CKepo3a
n/nUnn atpodmn KOXM U nognerkalwmx TkaHen. B 3aBucu-

MOCTK OT MOATUMA, TAHECTU TEYEHUSA U IOKanM3aLumm ova-
ra oTMe4vaeTcs BOBNeYEeHME B MNATONOMMYECKMIA MpoLecc
YXMPOBOW, MbILIEYHON M KOCTHOW TKaHen 6e3 BOBEYEHUSA
BHYTPEHHUX opraHos [1].

ExxerogHasi nepBuYHas pacnpocTpaHeHHocTb JIC B get-
CKOM BO3pacTte coctaBnseT 3,4 cnydyas Ha 1 MIH AETCKO-
ro HaceneHus. lpu 3TOM Yy XeHWWH 3aboneBaemMoCTb
B 2,66 pa3s Bbllle, YEM Y MYXUUH [2].
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Experience with Lipofilling in Children with Localized
Scleroderma: Case Study

Background. Localized scleroderma (LS) is an inflammatory sclerosing disease of unknown etiology. It is characterized by progressive
lesion of connective tissue leading to sclerosis and/or atrophy of the skin and underlying tissues. The LS prevalence is 27 cases per
1 million per year, and 3.4 cases occur in children. Clinical case description. This article presents two clinical cases of LS in children
under the age of 12 years. Contour plastic surgery with adipose tissue (lipofilling) was performed in both cases. It was possible to
achieve volume correction via lipoaspirate, to increase derma and subcutaneous fat thickness in sclerosis focus, to reduce skin
tightness, and to improve microcirculation during the treatment. Conclusion. Surgical management of children with lipofilling allows to
eliminate gross facial defects, to increase the subcutaneous fat layer in sclerosis foci. Moreover, these patients report an improvement
in psycho-emotional state after autotransplantation of adipose tissue.

Keywords: localized scleroderma, focal scleroderma, linear scleroderma, lipofilling clinical case
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B Poccun pacnpoctpaHeHHocTb JIC B 2018 r. coctaBuna
15,9 Ha 100 Tbic. HaceneHus, 3abonesaemoctb — 4,1 Ha
100 Tbic. HaceneHus [3].

3tnonorua JIC Hem3dBecTHa, OAHAKO CYLIECTBYET psaa
npegpacnonaratmowmx GakropoB, KOTOpble CNOCOGCTBYIOT
pa3BuTUio 60ne3Hun [4]. TpurrepHble daKTopbl BKIOYAlOT
B cebs TpaBMy, XMPYypPruyecKkne onepaumu, TpeHue (MecTa,
Hanbonee nMOABEPKEHHbIE TPEHUto: naxoBas o061acTb,
06nacTb MNOACHULbI, 4YaCcTW CMWHbI B 061acTn 6locTranstepa
Yy AeBYyLWIEK), UHbeKUuMn (BUTamMuH B,,, BUTamMHUH K), YKy-
Cbl HACEKOMbIX, JIEKAPCTBEHHbIE MnpenapaTtbl (671€0MULMH,
d-nennumnnamui). Ucenegosanua R.M. Verberkt n coasrT.,
a Takke S. Ozkan ¥ coaBT. BbIIBMAX CBA3b pa3Butusa JIC
C NepeHeceHHbIM 6oppennosom [5, 6].

B natoreHese CKNepoaepMuM OCHOBHYID pPO/b MrpatoT
MMMYHOSIOTMYECKNE, METAaBONNYECKME, FHAOKPUHHBbIE Hapy-
WweHus. B oTBET Ha NoOBpPEXKAEHME IHAOTENUS COCYAO0B 3any-
CKaeTCs KacKkag MMMYHHbIX peaKkuui. B TKaHsax Habnogaetcs
BOCnanuTenbHaa MHGUAbTpaums T-KneTkaMu U Makpodara-
MK [7]. AKTMBauuto GrubpobaacToB MHAYLIMPYET IKCNpeccus
LIMTOKMHOB, BK/IOYas TpaHchopmupyowm daKktop pocTa
6eta (TGF-B), TpombouuTapHbin paktop pocta (PDGF), dak-
TOp pocTa coeauHuTenbHon TKaHu (CTGF), MHTEPNENKUHbI
(IL-4, IL-6, IL-8) 1 HeKoTOopble XEMOKWHbI, perynupyroume
PyHKuMIO prbpobnactoB U cuHTe3 KonnareHa (I, I, [l Tunos).
Mpu JIC Hanbonee 4Yacto BCTpevyaeTcs MNOBbllEHME TUTpa
@HTUHYK/IEapHbIX aHTUTEeN, OJHAKO 3Ta MmaToreHeTuyeckas
B3aMMOCBA3b OCTaeTCs HensyyeHHon [8—12].

Knaccuoukaums JIC ocHoBaHa Ha KIMHUYECKOW KapTuHe,
rnybvHe W XapaKTepe MoparKeHUs: OrpaHWyYeHHas, reHepa-
NIN30BaHHas, NMMHEeNHas, rmybokas u cmellaHHas [13]. OgHown
13 pasHoBuaHocTen JIC aBnsgeTcsa nMHenHas dopma, Habsto-
JaemMasi yawe B feTcKom Bo3pacte. Oyarn BO3HWMKAOT Ha
KOKe Mo Xo4y COCYAUCTO-HEPBHOMO NyyYKa Unu NnMHUM bnawko,
UMEIOT JIMHENHbIN XapaKTep, NopakaloT noajiexallme TKaHu
C UCXOA0M B AedopMaLiMu, NPUBOLSLLME K OFPaHUYEHUIO NOA-
BUKHOCTW, MHBaANMAM3aLMN. TaKKe BOSMOXKHbI 1 BHEKOMXHbIE
NPOSIBAEHUS, @ UMEHHO HEBPOSIOTMYECKMUE, TNasHble, Keny-
[I04YHO-KMLLUEYHbIE, pecriMpaTopHble, cepaeyHble [14]. J1IC nuua
06bI4HO MMEET B MIOTHOrO CKIEPO3MPOBAHHOIO o4ara no
TMNY «yagapa cabnen», Nepexoasulero Ha BOJSIOCUCTYIO YacTb
ron0Bbl, C BOBMOXHbIM pasBuTMEM pybLIOBOM anoneunn. Ovar
npu JIC MOXKET UMETb Pa3NNYHYIO [IUHY WU LUMPKHY, MUTMEH-
TUPOBAHHYI, GNECTALLYIO NOBEPXHOCTb. [lopaykeHne MOXKeT
3aTparmBartb 106, CAIMHKY HOCa, rybbl, nogbopoaokK [15]. Hacto

B MPOLECC BOBMIEKAKOTCA CMM3UCTble 060NI0YKM M poToBas
nonoctb. MoBepxHocTb o4aroB JIC crnaxeHa, oTmevaetcs
nednumnt ob6bema 3a cyeT atpodum Nogneralmx TKaHen. Mpu
pacnpocTpaHeHUn npoLiecca Ha O4HYy NOMOBUHY NiMLa 3abone-
BaHMe Knaccubuumpyetcs Kak cuHgpom Mappun — Pombepra
(nporpeccupytoulas remmatpodus nuua). B muposon nutepaty-
pe onuncaHbl cnyvyaun codyeTaHuns cuHapoma lMappu — Pombepra
C NIMHEVHOW CKiepodepMuen no Tuny «yaapa cabnen» [16].
Mporpeccupyowas remmatpoduma NpuBoaMT K aedopmaumm
KOCTHbIX CTPYKTYP, BblparK€HHOM acCMMMETPUK nLa.

[ns onTumanbHoro nog6opa Tepanun HeobxoanMMa ageK-
BaTHas OLEHKa aKTMBHOCTM 3abosieBaHusA. COBpeMeHHble
NPUHLUMMNBI KOHCepBaTMBHOW Tepanuu JIC BKOYaloT B cebs
NpMMeEHeHWe npenaparta MeToTpeKcar [17]. B KayecTBe anb-
TEPHaTUBbI B HacTosllee Bpems npeafiaratotcs Xupypruye-
CKMEe METOAbI NIe4eHusl, HanpaBeHHbIE Ha KOPPEKLMIO FPYObIX
nedeKToB NMua, BOCCTAHOB/IEHNE MCUXMYECKOro U GpUsnye-
CKOro coctosiHua getent. OgHMM M3 METOLOB SBASETCS MMO-
QUANHT (KOHTYPHas NnacTUKa ayTonorMyHbIM Xupom) [2].

KNUHUYECKUA NPUMEP N¢ 1

O nauueHTe

MNMauneHTKa b., 12 neTt, o6paTnnach ¢ }anobamu Ha aTpo-
$uI0 KOXKM B ob6nacTun nba.

AHaMHe3 60/1e3HHU

B 2018 r. 6bi1 BbICTaBNEH AnarHo3: «J/lokannaoBaHHasd
cKnepoaepmus», NnMHenHas dopmar. MaumeHTKa nonydana
Tepanuio MeToTPeKcaToM B TeveHne 3 NIEeT C NONOKUTENIbHON
OVMHAMWKON — OTMEYEHbl CHUMKEHWE KIMHUYECKOW aKTWB-
HOCTK 3a60n1€eBaHNA U CTabUNM3aLNA KOXHOIo nartonornye-
CKOro npouecca (yMeHblleHWe BblparKEHHOCTU BOCMNaNEHUs).
Yepes 6 mec 6bl1a rocnutann3npoBaHa ana goob6ceneno-
BaHud. [poBeaeHbl o6llasi OLEHKa COCTOSIHUSA 340POBbS
W MOHWTOPUHI TUTPaA aHTUTEN K ogHocnupanbHon AHK (Tect
oTpuLaTenbHbIN), K aHTUreHy Scl-70 (TecT oTpuuaTenbHbIn).

KoxkHbiv cTatyc

KOXHbIM MaTtonorMyecKnn npouecc MMeEeT JIMHEWHbIN
XapaKTep, NpeacTaBfieH o4arom aTpoduu KOXM M nogne-
XalMx TKaHewn, TenecHoro ueta. Oyar noKkann3oBancsa Ha
Koxe f1ba ¢ NepexodoM Ha KOy BOJIOCMCTOM 4acTW rofioBbI
n cynpaop6utanbHyto 061acTb. Pasmep atpodum KoK 7 cMm
B BbICOTY 1 4,5 c™m B WnpuHy (puc. 1). OueHka Taxectu J1C:
nHaeke LoSSI = 4, nHpeke LoSDI = 4.

Puc. 1. MNMauuneHnTka b., 12 net, ¢ N"OKanM30BaHHON CKIepoaepmMuen (nMHenHas dopma) 4o onepauum
Fig. 1. Patient B., 12 years old, localized scleroderma (linear form) before surgery

lMpnmeyvaHme. 3aeck U Ha nocneayowmx dotorpadusaix 061acTb rnas 3akpbiTa No NPocb6e 3aKOHHbIX NpeacTaBUTeNnen.

McTouHuK: Mucbaxosa A.P. u coaBT., 2024.

Note. Hereinafter, the eyes are closed at the request of legal representatives.

Source: Misbakhova A.R. et al., 2024.
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

MnaH onepaTUBHOro neYeHus

MauneHTKe 6bl1 PEKOMEH0BAH UMOPUIMHI, KOTOPbIN
BbIMOJSIHEH B OTAENEHMM MNACTUHECKON XMpyprumn UHCTUTYTa
NNacTMYeCKOM XMPYprum n Kocmetonoruu (r. Mockea).

MauMeHTKa BKJOYEHA B WCCNefoBaHWE, 3aKOHHbIM
npeacTtaButeneM pebeHka noanucaHo WMHGOPMUMPOBaAHHOE
cornacve. lepen npoBefeHWEM OMEPATUBHOIO JIEHEHUS
naumneHTKa oCMOTpeHa, cobpaH aHamHe3, caaHbl Heob6xoau-
Mble aHann3bl 415 BHYTPUBEHHOW aHECTE3MMN.

[Ona nnaHWpoBaHWS oOnNepaTMBHOIO BMeLIaTeNbCTBA
M OLUEHKM pesynbTaToB [0 M nocne npoBeaeHus nunoodu-
JIMHTa OCYLLECTBNANUCL GOTOAOKYMEHTUpPOBaHWe, 3D-Moae-
nMpoBaHue (puc. 2), naumeHTKe NPOBOAUSIUCH YbTPA3BYKO-
Boe uccrnegoBaHune (Y3WM) KOXM U MATKUX TKaHEW, Na3epHas
ponnepoBcKas dnoymetpusa (JIAP). B npouecce nepson
npoueaypbl MMNodunnHra 6oi1o BeegeHo 30 M KUPOBOro
ayToTpaHcniaHTaTa.

[AuHaMuKa U ucxopabl
Yepes 4 mec nocne onepaluu nposeaeHa NoBTOpHas
npouenypa nMNoduUIMHIa ¢ Lebio KOPPEKLMUU «yTEPSHHO-

Puc. 2. lMauuneHTka b. ¢ NoKanM3oBaHHOW CKNepoaepMuen
(nMHenHas ¢opma). 3D-mogenupoBaHme nuua ao (A)

1 yepes 9 mec nocne amnodunuHra (b)

Fig. 2. Patient B., 12 years old, localized scleroderma (linear form).
3D face modeling before (A) and 9 months after lipofilling (b)

lpumevaHne. KpacHas v xentas uBeToBas MHANKaLMS
CBUAETENbCTBYET O BblpaxeHHOoCTH fedekTa (b).
McTouHuK: MucbaxoBa A.P. n coaBT., 2024.

Note. Red and yellow color indicates the defect severity (b).
Source: Misbakhova A.R. et al., 2024.

Puc. 4. JlazepHas gonnepoBcKas GroymMeTpusa oyara cKneposa
00 nunodunnHra
Fig. 4. Laser-Doppler flowmetry of sclerosis focus before lipofilling
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ro o6bemar». KonmMyectso BBOAMMOIrO ayTOTpaHcnaaHTaTa
coctaBuno 17 wmn. Ewe 4yepes 4 mec Obina BbINOJHEHA
TpeTbs npoueaypa nunodunuHra, 66110 BBegeHo 10 mn
nuMnoacnupaTa Ans KoppeKLunn «yTpadyeHHoro o6beman.

Yepes 12 mec nocsne Tpeten onepawmm COCTOAHUE naLuu-
E€HTKM OLLEHMBANOCh KaK yAOBNETBOPUTENbHOE, MO AaHHbLIM
3D-moaenvpoBaHus nvua Ao/nocne oTMedvanocb Hanuyune
«MJI0C-TKaHb» (MOAKOMHO-XXMpOBas KnetyaTtka) (puc. 3).
OueHKka Tsectn JIC: LoSSI = 2, LoSDI = 2.

MauneHTKe Oblna BbinonHeHa J11d B o6nacty ovara
CKJIepo3a [0 1 Yepe3 3 mec nocne nmnopunumHra. MamepeHus
NPOBOAMIUCL B CUMMETPUYHbIX TOYKaX (puc. 4).

Mo aaHHbIM J10D yepes3 3 Mec HabntoaaeTcs 3HAYNUTENb-
HO€e ynyylWeHUe MUKPOLMPKYNALMM KPOBK (KPacHbIM MoKa-
3aTenb, 4O MPOBEAEHMS ayToTpaHCnaaHTauuu Ha YpOBHe
5 MWH 1 B 2 pa3a Bbllle nocne nposeaeHns nunoduamHra —
10 MuH) (puc. 5).

O6bemM BBOAMMOrO MPOBOrO ayToTpaHcnaaHTaTa Co-
ctaBuna 30 mn. Mo pesynsbtatam Y3WM nocne npoBefeHus
AMNOPUAMHIA Y MNaLMEHTKM OTMEeYasnocb yBeMYeHue Ton-
WWHbI AepMbl M MOAKOXHO-XXMPOBOW KNETYATKM MO BCEWN

Puc. 3. lMNauuneHTKka b. ¢ NToOKanM30BaHHOW CKNepoaepMmen
(nMHenHas ¢opma). 3D-mogenupoBaHme nuua ao (A)

1 yeped 12 mec nocne nunodunuHra (b)

Fig. 3. Patient B., 12 years old, localized scleroderma (linear form).
3D face modeling before (A) and 12 months after lipofilling (B)

lpumedaHue. OTMEYEHO YMeHbLUEHME BblpaxKeHHOCTHU aedeKTa

Nno TUMNY «<MUHYC-TKaHb» B T06GHOM o6nactu (b).

McToyHuK: Mucbaxosa A.P. u coaBrT., 2024.

Note. Decrease in the lesion severity (“minus tissue”) in the frontal

region (b) was noted.
Source: Misbakhova A.R. et al., 2024.

Puc. 5. JlazepHasi gonneposcKas dioymeTpus yepesd 3 Mec
nocne nunoobuInHra
Fig. 5. Laser-Doppler flowmetry 3 months after lipofilling




Puc. 6. MauvneHTKka b. ¢ nokanM3oBaHHOM cknepoaepmMuen (nMHeiHas dopma) Yepes 12 mec nocne onepauuun (MMnodunmnHra)
Fig. 6. Patient B., 12 years old, localized scleroderma (linear form), 12 months after lipofilling

McTouHuK: MucbaxoBa A.P. u coaBT., 2024.
Source: Misbakhova A.R. et al., 2024.

npoeKkuun ovara. ocneonepaunoHHbl Nepuos npoxoaun
6e3 ocnoxHeHuw. MNpu GrnankanbHOM ocMoTpe Yyepes 12 mec
COCTOSIHWE NaLMEHTKU OLEHUBANOCh KaK ya0BIETBOPUTENb-
HOe, OTMEeYeH CTOMKUI pe3ynbTaT (puc. 6). OLeHKa TAKeCcTH
JIC: LoSSI =1, LoSDI = 1.

MporHos

Mo pegdynstataM npoBefeHMa Tpex onepauuin no ayro-
TpaHcnNaHTaLuun XXUpPoBOW TKAHM B 04ar CKIepoLepMun rnpu
Habno4eHnn 3a NaLMeHTKON B TedeHne 12 Mec oTMeYaloTes
MOJIOXUTENbHbBIA NPOrHO3 U CTOMKUW pe3ynbTaTr NpoBefeH-
HOTO NleYeHns.

KAWHUYECKUIA NPUMEP Ne 2

O naumeHTe

MaumneHT C., 7 net, o6patnncsa ¢ anobamu Ha aTpoputo
KOXMW B 06/1aCcT no6opoKa.

AHaMHe3 60/1e3HU

B 2018 r. 6bin BbicTaBNeH AnarHos: «JlokannsoBaHHas
cKnepofepMus, nuHenHaa dopmar. MNaumeHT nonyyan Tepa-
MU0 METOTPeKcaToM B TeyeHue 2 NeT C MNOMOXKUTEbHON

OMHAaMUKOM — OTMEYEHbl CHWXXEHUE KIMHUYECKOW aKTWB-
HOCTW 3aboneBaHusa U CTabUNM3aLmMa KOXKHOIro natonornye-
CKOro npoLecca (YMeHbLUeHWe BbIpaXXEHHOCTU BOCNaeHUS).
Yepes 6 mMec Obin rocnuTannM3MpoBaH ans 4oo6cnefoBaHus.
MpoBeaeHbl 06Las oLeHKa COCTOSHUSA 340P0BbS U MOHUTO-
PUHI TUTPa aHTUTeN K ogHocnupanbHon HK (TecT oTpuua-
TeNbHbIN), K aHTureHy Scl-70 (TecT oTpuLaTenbHbIR).

KoxkHbivi cTatyc

KOXHbIA NaToNOrM4ecKMin npoLecc MMeET NMHENHbIN
XapaKkTep, npefctaBieH MnonUrMeHTMPOBaHHbIM 04arom
YMIOTHEHUSA C BNEHUAMM aTpodun, npu 6OKOBOM OCBelle-
HWW OTMeYaeTCcsd BOCKOBWUAHbIM BnecK, No nepudepumn ovara
OTMeYaeTcsl BEHYMK CMpeHeBoro LBeTa. O4ar nokanusoBan-
€Sl Ha KOXXe NoAbopojKa cneBa C JIMHENHbIM Nepexojom Ha
KOXY Len. Pazmep aTpodumn Koxun 4,5 cmM B BbICOTY U 3 CM
B LUMPUHY (pUC. 7).

lNMnaH onepaTUBHOrO Jle4eHUsA

MauneHTy pekomeHoBaH JIMNODUINHI, KOTOPbIM Obli
BbIMOJIHEH B OTAENIEHUN MIACTUYECKON XMpPYyprun MHCTUTyTa
NnaacTUYeCKon XMPYpruu n KocmeTosioruu (r. Mocksa).

Puc. 7. MauwneHT C., 7 NeT, C NOKann30BaHHOW CKIepoaepMUen (MMHenHaa popma) 4o onepauum
Fig. 7. Patient S., 7 years old, localized scleroderma (linear form) before surgery

lMpumeyvaHme. 3aecb U Ha nocneayowmnx otorpadusax 061acTb rnaa 3akpbiTa No NPocbbe 3aKOHHbIX NpeacTaBUTeNen.

McTouHuK: Mucbaxosa A.P. 1 coaBT., 2024.

Note. Hereinafter, the eyes are closed at the request of legal representatives.

Source: Misbakhova A.R. et al., 2024.

CURRENT PEDIATRICS /2024 / V.23 /N2 5

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2024 / TOM 23 / N2 5



Clinical Observation

KnuHunyeckKoe Ha6noaeHue

MauneHT BK/IOYEH B MCCNefoBaHWe, 3aKOHHbIM npeg-
cTaBuTenem pebeHka noanncaHo MHPOpPMUpPOBaHHOE corna-
cue. Mepen npoBegeHneM onepaTtMBHONO ie4eHns 601bHON
OCMOTpPEH, cobpaH aHaMHe3, caaHbl HE06X0AUMbIE aHaMnU3bl
NS BHYTPMBEHHOW aHeCTe3unMu.

[na nnaHMpoBaHMA OMepaTMBHOINO BMeLWaTenbCcTBa
M OLEHKM pe3ynbTaToB A0 W Mnocne npoBeaeHus nunodu-
JIMHTra OCYyLEeCTBAAINCE GOTOAOKYMEHTUPOBaHKE, 3D-mo-
nenupoBaHue (puc. 8), nauumeHTy nposoannuce Y3MU
KOXM W MATKux TKaHewn, J1IOP. B npouecce nepBon npo-
Leaypbl nunopunmMHra 6bi10 BBEAEeHO 26 M KMPOBOTO
ayToTpaHcnaaHTaTa.

AnHamMuKa u ucxopbl
Yepe3 4 mec nocne onepauum npoBefgeHa NoBTOPHas
npoueaypa MMNoPuInHra ¢ Leblo KOPPEKLMU «yTEPSHHOMO

Puc. 8. MNMauuneHT C. ¢ NoKanM3oBaHHOW cKiepoaepMuen (MMHenHas
dopma). 3D-moaennpoBaHue nuua ao (A) 1 yepes 9 mec nocne
nunodunuura (b)

Fig. 8. Patient S., 7 years old, localized scleroderma (linear form).
3D face modeling before (A) and 9 months after lipofilling (B)

lMpumevaHne. OTMEYEHO YMEHbLUEHME BblpaxeHHOCTU aedeKTa
no TUMNY «<MUHYC-TKaHb» B 06/1acTU NoAGOPOAKa.
McTouyHuK: Mucbaxosa A.P. n coaBT., 2024.

Note. Decrease in the lesion severity (“minus tissue”) in the chin
area (b) was noted.
Source: Misbakhova A.R. et al., 2024.

o6bemar. 06bEM BBOAMMOI0 ayToIOMMYHOI0 XKMpa COCTaBu
15 mn. Ewe 4epe3 4 mec 6bina BbIMOMHEHA TPETLS MpoLe-
aypa nunodununura, 66110 BBeAEHO 5 Ma nnnoacnupata ans
KOPPEKLMK «yTpaYeHHOro o6beman.

Yepesd 12 mec nocne TpeTben onepauum COCTOosHUE
nauueHTa OLEHMBaNoOCh KakKk yaoBNeTBOPUTENbHOE, MO AaH-
HbiM 3D-M04eNnMpoBaHMa NnLa OTMEYANUCh HaMYMe KUpPo-
BOW TKaHW U CTOMKKUIN pesynbTarT (puc. 8, 9). OueHKa TaXKecTn
J1C: LoSSI = 2, LoSDI = 2.

MauneHty 6bina BbinonHeHa J1IAP B oGnactM ovara
CK/lepo3a [0 1 4yepe3 3 mec nocne npoBeaeHus nunodou-
NIMHra. MiamepeHna nNpoBOAMANCE B CUMMETPUYHBIX TOYKaX

(pnc. 10A).
Mo paHHbiM JIAP yepe3 3 mec HabnoAaeTcs 3Ha4u-
TeNbHOE YNyylleHWe MUKPOLMPKYNALUMKM KpoBUM — Gonee

yeMm B [Ba pa3a; Ha puc. 10b oT4eTnnBO BUAHO M3MEHEHNE
rpadmKa MUMKPOLMPKYIATOPHOIO pycna (OTMEYEHO 3eNeHbIM,
ronyéom 1 BULIHEBbLIM LIBETOM).

O6beM BBOAUMOTO XMPOBOro ayToTpaHcniaHTaTa cocra-
BMn 26 M. Mo pesynbtatam Y3M nocne npoBeaeHUs Inno-
GUAMHra y nauMeHta OTMeYanocb yBeNMYeHWe TOMLWMHbI
OePMbl U MOAKOXKHO-KMPOBOW KNETYATKKU MO BCEN NMPOEKL MU
oyvara. [MocneonepaunoHHbIM Nepunoa NPoxoann 6e3 OCOoXK-
HeHun. MNpu PusnKanbHOM ocmoTpe 4yeped 12 mec cocTo-
fHMEe MNauMeHTa OLUEHWBaNOCb Kak YAOBNETBOPWTENbLHOE,
OTMEY€EH CTOMKWUKM pe3ynbtaT (CM. puc. 9). OLeHKa TaXecTH
JIC: LoSSI =1, LoSDI = 1.

MporHos

[lo pesynbrataM NpoBeAeHMs Tpex onepauuin no ayro-
TpaHCcnAaHTaL MKW XKMPOBOM TKaHM B o4ar CKIepoAepMUmr npu
HabnoaeHUM 3a NaLMEeHTOM B TedeHue 12 mec oTmevatoTest
NONOXMUTENbHbIA NMPOrHO3 U CTOMKUW pe3ynbTaT NpoBeAeH-
HOro fieyeHus.

OBCYXAEHME

JIC — XxpoHuyecKoe 3aboneBaHne COeANHUTENbHON TKa-
HW, XapaKTepuaylolleecs MosiBNEHUEM Ha Pa3NWYHbIX y4acT-
Kax KOXHOro MOKpoBa 04aroB JOKalbHOro BOCManeHUs
(apuTemMsbl, OTeKa) ¢ nocnegylowmm GOPMUPOBAHUEM B HUX
CKNepo3a U/unu atpodum KOXM M noanexalwmnx TkaHen [4].
Ha cerogHslwHmnn geHb JIC aBnaetcs TaXKenon couuanbHOM
npo6semMON B Hallel CTpaHe; Mo pasfiMyHbIM CTaTUCTUYe-
CKMM [aHHbIM, KONM4YEeCcTBO [eTen ¢ 3TUM 3aboneBaHUeM
yBe/MYMBaETCS.

Puc. 9. NaumeHT C. ¢ NokanM3oBaHHOM cknepoaepmMmuen (nuHenHas dopma) Yepes 12 mec nocne onepauumn (MMnodunnHra)
Fig. 9. Patient S., 7 years old, localized scleroderma (linear form), 12 months after lipofilling
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McTouHuK: MucbaxoBa A.P. n coaBrT., 2024.
Source: Misbakhova A.R. et al., 2024.




Puc. 10. /lazepHas gonnepoBcKas GpoymMeTpus odara ckieposa o nunodununra (A) u yepes 3 mec nocne nposeaeHus nunosdununra (b)
Fig. 10. Laser-Doppler flowmetry of sclerosis focus before lipofilling (A) and 3 months after lipofilling (B)
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KoHcepBatnBHaa Tepanusa JIC no3BOASET OCTaHOBWTb
pacnpocTpaHeHue 3a60NeBaHUs, 3aMelITb NPOrpeccupo-
BaHWe npoLecca U MaKCHManbHO YMEHbLWNTb KIMHUYECKME
NPOSIBNEHUS.

Kak cneayeT n3 AaHHbIX MTEPaTypbl U OMUCAHHbLIX HaMM
KNMHUYECKMX CNyYaeB, KOHCepBaTMBHas Tepanus CUCTEM-
HbIMW MpenapaTtamMu He pelaeT KOCMETUYECKON Npobembl
npw J1IC, KoTopas BbI3bIBAET 3CTETUHECKYIO HEYLOBNETBOPEH-
HOCTb Y 6OMbLUMHCTBA NauMeHTOB. PUBPO3HbIE U AECTPYK-
TUBHbIE UBMEHEHUS }KMPOBOM TKAHM U AEMUTMEHTALMS KOXKM
NPUBOASAT K nocneyowmnm GeHOTUNMUYECKUM U3MEHEHUSAM
n atpodum nuua. CobCTBEHHAS KUpPoBasd TKaHb sBASETCH
naeanbHbIM MaTepUanom, B CUy TOFO YTO MOSIHOCTbIO ayTo-
NIOTMYHA, YTO OYEHb BaXKHO ANS MALMEHTOB C ayTOMMMYH-
HbIMW MpoueccamMn. B nocnegHue roabl 6bin NPOBEAEHbI
pPAa KIMHUYECKUX HABMIOAEHUIA NMPUMEHEHNS ayTONOrMYHOM
YUPOBOW TKaHu y aetewn ¢ J1C.

Tak, B pab6ote M. El Omari n coaBT. npn HabNOAEHUN
nauuMeHToB 60nee 9 neT nocne BbINOMHEHWUS UNOdUIMHIa
YAOBETBOPEHHOCTb OTAA/IEHHbIMW pe3ynbTaTamu y nauneH-
TOB OLEeHMBanacb Kak 86% [18]. KnnHuyeckme HabnoaeHus
M. Gheisari 1 coaBT. NpPOAEMOHCTPUPOBaNN cneaytollee.
PesynbtaTbl MPUMEHEHUS ayTOIOTMYHOM XUPOBOW TKaHu
npu gedopmaLmn poToBON NOMOCTU U OrPaHUYEHUU OTKPbI-
BaHWA pTa 4epe3 3 Mec nocne npoBeaeHHOoro nMnodunanHra
O6blIM OLEHEHbl Npu nomowu wWwKanbl PogmaHa (MHISS).
KnuHWyecKas oLeHKa nokasana, 4To XMpoBas TKaHb 3HaYM-
TENbHO ynyylnna cnoco6HOCTb OTKPbIBAHUS POTOBOM MOJ0-
CcTM no wkane PoamaHa (p < 0,001). Takke 80% naumeH-
TOB OTMETW/IN 3CTETUYECKOE U PYHKUMOHAIbHOE ynyyLleHuns
COCTOSIHMA Mocne MNpPOBEAEHHOro JfieYeHUs ayToNorM4yHOM
YMPOBOW TKaHbto [19].

3AK/IIOMEHME

Taknm 06pa3oM, XMPYypruyeckoe nevyeHne aeTen ¢ npu-
MEHEHWEM ayTONOMMYHOM KMPOBOW TKaHM MO3BONSIET HUBE-
nMpoBaTh rpybble AePeKTbl MnLa, YIyHLUTb Ka4eCTBO XKU3HU
neten ¢ JIC, noBbICUTb YPOBEHb MX COLMaNbHOM aganTaLumu.
310 06yCNoOB/EHO, BO-MEPBLIX, KOPPEKLUMEN YTPaAYEHHOro
obbemMa 3a CYET nunoacnupara, BO-BTOPbIX, GaaronpusaT-

HbIM BO3/EMCTBMEM ayTOTPaHCMIaHTaTa Ha TOJLLMHY AepMbl
1 MOJKOMXHO-MPOBYIO KNETYATKY B o4Yare cKieposa, yMeHb-
LIEHWEeM MIOTHOCTU U CTATMBAHUS KOXM.

WHO®OPMUPOBAHHOE COIIACUE

OT poauTenen nauueHToOB MONy4eHO [MUCbMEHHOE
MHOOPMUPOBaAHHOE [O06POBONLHOE coOrnacue Ha ny6au-
Kauuio pes3ynbratoB 06CneAoBaHus, NIeYEHUS U MEAMLMH-
CKMX ¢oTorpadmin pebeHKa, a TaKKe Ha NyoenuKauMio KX
M306parKeHU B MEOMUMHCKOM XXypHane, BK/4as ero
3NEKTPOHHYIO Bepcuio (gata noanucanus: 01.06.2024
1 07.06.2024)

INFORMED CONSENT

Patient’s parents have signed written informed voluntary
consent on publication of diagnosis and treatment results,
medical photographs of their children in medical journal,
electronic version included (signed on 01.06.2024 and
07.06.2024).
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060ocHoBaHue. CuHapom lpoTtess — 4pe3BblHaiHO PEAKOE BPOXKAEHHOE MYyJIbTUCUCTEMHOE 3ab0/1eBaHNE C BbICOKOH Bapna-
6€e/IbHOCTbIO KIIMHUYECKMX MPOsIBJIEHUH. YacToTa BCTpe4YaeMOCTH HEN3BECTHa, B MUPOBOW inTepatype onucaHo He 6osiee
200 cny4aeB. CUHAPOM ABSETCS KNAaCCU4ECKUM MTPUMEPOM COMaTUYECKOro Mo3anLn3ma, 4To JIEXUT B OCHOBE pa3paboTKU
TapreTHbIX NpenapaTtoB A/151 ero se4yeHns. OnucaHne KIMHUYecKoro ciay4yas. B faHHOM cTaTbe NpUBOAMTCS onucaHue AByX
KJIMHNYECKMX HabIloAEeHMI C COMaTUYECKMMM BapuaHTamMm HyKIeoTUAHOM rnocaegoBateslbHocT B reHe AKT1 B Mo3anyHOM
¢opme, BbisiBAeHHbIMU MeTogoM NGS. B ogHomM criyyae 6bia Ha3HadYeH TapreTHbIn npenapat u3d rpynrnbl mTOR-MHrmMbHUTopoB.
3aknioyeHune. OnvcaHne GeHOTUMMYECKMX OCOBEHHOCTEN NaLMEHTOB C CUHAPOMOM [lpoTes ABASeTCs KpalHe BayKHbIM
BBuMAY peaKoCTH natosornu. loBbilieHne 0CBEAOMIEHHOCTU Bpayvyem-KANHULUNCTOB O AaHHOM 3abosieBaHMM HeobXxoAuMo
A15 GOPMUPOBaHUS NaaHa AMHAMUYECKOro HabIl0AEHHS C YH4ETOM XKU3HEYTPOXKAIOLLMX MPOSIBAEHUI (PUCK Pa3BUTUS 3/10Ka-
4YECTBEHHbIX HOBOOGPal0BaHWi U TPOM603IM60MK). YunTbiBasi pa3paboTKy U aKTMBHOE BHEAPEHUE B NMPaKTUKY TapreTHom
Tepanuu, reHeTu4eckas BepupuKkauymsa cnHapoma lpoTtes B HacTosiLee BpeMs SBASETCS 0653aTe/IbHOM, 4TO 06y C/10BAUBaET
HeobXxoAMMOCTb NePeCcMOTPa KIMHUYECKNX PEKOMEHAALIMHA.

KnroueBblie cnoBa: KinHU4YeCKui ciydai, cnHapom lNportes, reH AKT1, comatudeckun moldanumam, NGS, AKT1-UHrM6uTopsl,
MTOR-UHrMGUTOPSI

Ana uyntupoBanus: benbiweBa T.C., 3eneHoBa E.E., CemeHoBa H.A., lWapanoBa E.B., CemeHoBa B.B., CarosH [.B.,
BbbiukoBa E.B., fopogunosa [.B., MypauwkuH H.H., Kymnposa 3.B., EmuoBa B.B., BanueB T.T., HaceakuHa T.B., CtpenbHuKkos B.B.
CuHapom [poTes: onucaHue [ABYX KIMHUYECKUX chydaeB. Bonpockl coBpemeHHon neanatpumn. 2024;23(5):343-349.

doi: https://doi.org/10.15690/vsp.v23i5.2797

OBOCHOBAHME

CuHgpom Mpotea (CM, OMIM #176920) — ynbTpapea-
KOe BpOXAEeHHOe 3abosieBaHue, NPosBAdIOLLEEC coYe-
TaHHOW MaToNorMen HEeCKOJIbKUX OpraHoB W cuctem [1].
YacTtoTa BcTpevaemocTtn Cl Hen3BeCcTHa, HO MPEANOOKHU-
TeNbHO MOMET cocTaBnaTb 1 : 105-107 yenosek. B mupo-
BOM nuTepaTtype onucaHo okono 200 cnyvaeB CIl [2-4].
B Poccuu, cornacHo OTKPbITbIM MCTOYHUKAM MHPOPMaLuK,
cooblaeTtcd MeHee Yyem 0 10 nauueHTax [5-11].

BnepBble AaHHbIM CUMHAPOM 6bln onucaH Markiom
KoaHom u Matpuumen XenpeH (M.M. Cohen, PW. Hayden)
B 1979 r. [12]. B 1983 . rpynna y4eHbIx N0 PyKOBOACTBOM
[aHca-Pynonbda Bugemana (H.-R. Wiedemann) npeacrta-
BUa CEPUI0 U3 YeTbIPEX KIMHUYECKMX HabnoaeHun [13].
Torga e, 4ToObl MOAYEPKHYTb MHOroobpasve GeHOoTU-
MUYECKUX OCOBEHHOCTEN, ObINO MPEANOKEHO Ha3BaHUE
«cuMHApoM [lpoTes» — B 4YecCTb ApeBHerpedyeckoro 6ora,
CMOCOBGHOIo NPUHUMATH NIO6YI0 GOopPMY.

Tem He MeHee, UCTOPUYECKM MEepPBbIM MaLMEHTOM
¢ CI cuyutaetca Jxosed Meppuk (Joseph Carey Merrick),
WU3BECTHbIN KaK «4eN0BEK-CNOH», KOTOPbIV paHee Obln npea-
CTaB/leH B KayecTBe MpuMepa THXEeNoro cliyd4asd Henpo-
dunbpomatosza 1-ro tuna [14]. inwe B 1986 r. KaHaACKKe

reHeTukn xoH Tnéoénc (John A.R. Tibbles) n Mankn KoaH
NPeAnoNOXKMIK, YTO NauueHT mor umeTb CI1 [15].

LLUMPOKMIA CNEKTP KIMHUYECKMX NPOSIBAEHUI Y NaLUEH-
ToB ¢ CIl yKasblBan Ha reHeTU4ecKyto npupoay 3abonesa-
HWS, OQHAKO TUN HacnefoBaHWSA JONroe BpeMs ocTaBascs
HesiceH. B 1991 r. J. Goodship # coaBT. onucanu cnyvyam
Bo3MoxHoro CI1 y manbymKa ¢ runeptpoduen 4epena,
NMMPaHrMoOMOKn, NMNOMON U aNuaepMalnbHbIMU HEBYCaAMM,
aTaKKey ero otua Cc ruraHTcKon aMmdaHrmomon nuua [16].
OOHaKo B OCTallbHbIX HAGMOAEHUAX CEMENHbIN XapaKTep
3ab0/ieBaH1s yCTaHOB/EH He Bblf.

Mo3gHee, B 1993 1. 6bina BblABMHYTA rMnoTesa, 4to
B OCHOBE CMHAPOMa NEXUT COMaTUYECKUI MO3aunLm3m [17].
C pa3BUTMEM MOJEKYNAPHO-TreHETUYECKMX METOAOB Aua-
FHOCTUKM Hayancs MOUCK reHa, OTBETCTBEHHOrO 3a pas-
Butne Crl. Tak, X. Zhou 1 coaBT. B 2000 r. npeanonoxuin
y4actue reHa PTEN B natoreHe3e CI1 [18]. OgHaKko npu
nocreayrLnx nccneqoBaHmnax mytaumm B reHe PTEN 6biin
BblsiBNEHbl n1b y 20% nauuneHTos ¢ Cl1 1 y 60nblUIMHCTBA
nauneHToB ¢ cuHapoMmom KoyaeHa [19].

B HacTosilee Bpems cuutaeTcs, 4To B ocHoBe CIl nexat
NOCT3UrOTUYECKME MnaTOreHHble BapuaHTbl B reHe AKT1
(14932.33), netanbHble B NOAHOW reTepo3nrotHon dpopme [1].
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Y 60MbLUMHCTBA NALIMEHTOB C reHeTUYeCKM noaTeepxaeHHbIM CI1
Obl/1 BbISIB/IEH NaTOreHHbIM BapuaHT ¢.49G>A (p.Glul7Lys) [20].
Takxke onucaH nauneHT ¢ Cl1, accoumMnMpoBaHHbIM C MATOreHHbIM
BapuaHToM c.49_50delinsAG (p.Glu17Arg) [21].

l[eH AKT1 BoBneyeH B pasBuTMe He Tonbko CIl, Ho
M HECKOJbKMX BMOOB COMMAHbLIX OMNyXonen — paka MOAOYHOM
enesbl, 3HAOMETPUS, LWWMTOBUAHOM Kenesbl, paka erkoro
M 3/10Ka4YeCTBEHHbIX HOBOOOPaA30BaHM MOYEMNON0BOro TPaKTa
n ap. [22], 4yTo AenaeT ero NepcrnekTMBHON MULLEHbIO 419 pas-
paboTKM TapreTHom Tepanuu. Tak, Hanpumep, MupaHcepTno
(MK-7075, paHee ARQ 092) — aKcrnepuMMeHTanbHbIM annocrte-
pudecknin AKT1-uHrMbuTop ANs npuema BHYTPb, NPUMEHse-
MblI ANS eYeHns psiaa 310Ka4YeCTBEHHbIX ONYX0Nen, MPOXoaUT
KIMHUYECKME WCMbITAHWS A1 BO3MOMXHOMO MCMofb30BaHMs
y nauuneHToB ¢ Cl1[23]. B nutepatype yxKe onucaHbl eAMHUYHbIE
c/yqau ycnewHoro nevexHuns nauuneHtoB ¢ Cl ¢ npuMeHeHnem

Ta6nuua. [InarHoctMyeckne Kputepun cuHgpoma lMNpotes
Table. Diagnostic criteria of Proteus syndrome

AKT1-nHrnéutopa n nepnogom HaénwgeHuna 1 rog m 5 net coot-
BETCTBEHHO [24, 25]. B 06oux cnydasix Habaaanocb yMeHb-
leHne 60/1eBOr0 CUHAPOMA, YBENMYMBAsICA OOBLEM [OBUKE-
HUIM B MOpaKEHHbIX CyCTaBax, a TaKkKe 6bi10 3adUKCMPOBaHO
COKpallleHWe pasmepoB rmnepTpoPpupoBaHHbIX TKaHeN. Kpome
AKT1-MHrMBUTOPOB ONUCaH €AUHUYHBIN OMbIT UCNOSIb30BAHUS
MTOR-UHrM6UTOPa B NevyeHnn naumeHTa ¢ Cl1[26].

B 2004 r. rpynnon y4eHbix noa pykoBoAcTBOM [uem
HryeHa (Diem Nguyen) 6b111 pa3paboTaHbl AMarHoCTUYECKHE
Kputepuu CI1 [27], KOTOpble OCHOBbIBANIUCh UCKIIOYUTENBHO
Ha GEHOTMNUYECKUX OCOBEHHOCTSAX M TedeHnn 3aboeBaHus.
B 2019 r. B cBA3K ¢ onpeaeneHnem atmonoruun CIl n paspa-
O60TKOW TapreTHon Tepannuu KpuTepumn Bbian NepecMoTPEHbI
M paclmpeHsbl [28]. B HacTosiee Bpems BbliAensaoT 3 06LNX
n 10 gononHuTeNbHbIX KpuTepues (cM. Tabnuuy). narHos
CI1 MOXeT 6bITb YCTAHOB/EH, €CNX NAaLUMEHT yaoBneTBopseT

06uwwue Kputepuu 1. Mo3an4yHoe pacrosioeHNe BbiChiNaHum
2. Cnopagn4yHOCTb
3. [llporpeccupyoliee Te4eHne
[lononHuTenbHble 1. UepebprdopMHbIN (MO3rOBUAHBIN) COEAUHUTENbHOTKaHHbIN HEBYC 5 6annos
MoJIOXKHUTENbHbIE 2. JIMHe#HbI BEPPYKO3HbIN 3nMAepMalibHbI HEBYC 2 6anna
Kputepumn 3. Bwcuepomeranus aByx n 6onee opraHoB 5 6annos
4. bBynnesHas amdu3ema v KUCTbI IErKUX 2 6anna
5. ACMMMETPHYHbBIN HEMPOMNOPLMOHANbHbBIM U3BbLITOYHbIN POCT (reMUrnnepTpoodus, 5 6annos
MaKpoAaKTUans, Mmakpouedanus, nocTHaTanbHas Makpouedanums)
6. HepaBHOMepHOE pa3BUTUE KMPOBOW TKaHW (ANDY3HbLIN NTMnomaTtos, 2 6anna
MnoancTpodus, NMNOMbl)
7. HapyweHus popMmrpoBaHUs COCYyA0B (KanunnspHble, BEHO3HbIE 2 6anna
1 numdaTtnyeckne manbdopmarmmn)
8. Tpom603 rny6oKMX BEH U/nUnu TPOMO03MO0NINSA NErO4HOM apTepun 2 6anna
9. OcobeHHocTH MnueBoro GeHoTnna (aonuxouedanus, BbITAHYTOE UL, 2 6anna
HaKNOHHbIE MMa3sHble Weu U/Wnn He3HaYUTEeNbHbIA NTO3, HU3Kas NepeHocuua,
LUMPOKME WIIU BbIBEPHYTbIE HO3APK)
10. CneunduryHble oNyxonu (LMcTafjeHoma SMYHUKOB U MOHOMOpPdHasa ageHoMa 1 6ann
C/IIOHHbIX Xene3 B Bo3pacTe Ao 11 netT, MeEHUMHIMOMa, TECTUKYNApHas
LMCcTageHoMa unn LMcTageHoKapLumHoma)
[lononHuTeNbHble 1. 3HauyuTenbHbIV NPeHaTaabHbIM IKCTPaKpaHWanbHbIA POCT -5 6annos
oTpuuaTenbHble Kputepun | 2. MaKkpocomus -5 6annos
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Background. Proteus syndrome is extremely rare congenital multisystem disease with high variability in clinical manifestations. Its
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and all target drugs for its management are based on it. Clinical case description. This article describes two clinical cases with somatic
variants of the nucleotide sequence in the AKT1 gene, mosaic form, revealed by the NGS method. Target drug (mTOR-inhibitors group)
was assigned in one case. Conclusion. The description of the phenotypic features of patients with Proteus syndrome is crucial as this
pathology is very rare. It is necessary to increase the awareness of clinicians about this disease to develop a plan for dynamic follow-up
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is mandatory nowadays as target therapy is actively developed and implemented, thus, revision of clinical guidelines is recommended.
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BCEM 0OLWUM KpUTepusam 1 umeet 6onee 10 6annoB No CoBO-
KYMHOCTW JOMONHUTENbHbLIX KPUTEPUEB MPU HaNM4MKM naTto-
reHHbIX BapunaHToB B reHe AKTL. lNpu OTCyTCTBMM MyTaLMH
nauueHT fonxkeH HabpaTb 6onee 15 6annos.

B page cnyyaeB B KIMHWMYECKOM KapTUHE NaLMEHTOB
MOXHO BCTPETWUTb MOPAaXKEHWE KOXKM MO TUMNY rMnepTpmxo3a
M CUMMNTOM «MOKaCHWH», @ TaKKe MopaxeHue LeHTpasibHON
HEPBHOW CUCTEMbI (YMCTBEHHAs OTCTaNOCTb, 3MNWUIENCUSA)
[8, 29]. Ana naumeHToB ¢ CI1 0OTMEYEH MNOBbILWEHHbLIN PUCK
pa3BuTna Ao6poKayecTBeHHbIX [30] M 310KaYeCTBEHHbIX
HOBOOGpa3oBaHuu [4, 71].

MpoaoMKMUTENBHOCTL *}N3HM naumeHToB ¢ CIl peako npe-
BbllwaeT 50 net. Kak npaBuio, nauneHTbl nornéatoT B pesy/b-
TaTe pa3BUTUS 3/10Ka4E€CTBEHHbIX HOBOOGPA30BaHUM U TPOM-
603mb60nmn. Tak, Hanpumep, A. Stavotinek 1 coaBT. npuBOAAT
TPY KIMHUYECKMX cnyyas rmbenn naumeHToB ¢ Cl1 B Bo3pacTte
12, 17 n 25 neT COOTBETCTBEHHO OT TPOMOGO3IMOONMK NleroY-
Hon apTepun [31]. B nutepatype onucaHbl KpanHe Tsesble
dopmbl CITy HOBOpOXKAEHHbIX [6, 32, 33] 1 cnyyan npeHaTanb-
Horo BbisiBneHus Cl Ha 38-1 Hep 6epemeHHOCTH [34].

HecmoTpsi Ha pa3BWUTHE reHoTepaneBTUYECKUX TEXHOMO-
rmmn, nevyeHne naymenToB ¢ Cl1 ocTaetcs cMMNTOMaTUYECKUM
W BKIOYAET B €651 KOPPEKLMIO CKENETHbLIX M COCYAWCTbLIX
aHOMaNul, XMPYPruyeckoe MccevyeHue JIMMOM WM HEeBYCOB.
OnddepeHumanbHyto anarHoctuky CI ctouT npoBoAUTb npe-
»ae Bcero ¢ 3abonesaHuamun U3 PROS-cnekTpa (cuHOpOM
Knunnens — TpeHoHe, CLOVES-cuHApPOM, WHOUABTPUPYIO-
Wwnn nuueson nunomatod, CLAPO-cMHAPOM UM Ap.), a TaKxe
¢ cuHapomom KoyaeHa w3 rpynnbl PTEN-accoummpoBaHHbIX
ramMapTOMHbIX ONyX0JieBbIX cCUHAPOMOB (PHTS).

KNUHUYECKUA NPUMEP N¢ 1

O nauueHTe

Hesoyka O., 14 net, oT nepBon 6epeMeHHOCTH, NpoTe-
KaBllen Ha GoHe yrpo3bl npepbiBaHusa B | TpumecTtpe. Poabl
B CPOK, camocTosiTeNbHble, 6€3 OoCnoXHeHWn. Macca Tena
npu poxgeHnn — 2630 r, gnvHa — 51 cm.

B poaunbHom gome y pebeHkKa 6b1n10 BbiiBNEHO 06pa3oBa-
HUEe MSATKUX TKaHen NoAoLBbI 1IeBOV cToMbl. B Bo3pacTe 1 roaa
OTMEYEHO NOosIBNEHUE Pa3HULLbl B [UIMHE KOHeYHocTer (S > D).

dusuKkanbHaa AMarHocTuka

Peb6eHoOK 6bi1 06cnegoBaH MO MECTY XUTenbCTBa —
BbiIBlIeHA JIEBOCTOPOHHAS TEMUTMNEPTPODOUS  HUMKHUX
KOHEYHOCTEN (pa3Huua B ANMHE KOHe4yHocTen 3-3,5 cMm),
NOPOK Pa3BUTMSA KOXM NOAOLIBEHHOW 061aCTK IEBOM CTOMbI,
MaKpogaKTunauns 5-x nanbueB 06enx Kuctemn (puc. 1).

MpeaBapuTenbHbIi AUarHo3

Ha ocHoBaHMKM GEHOTUNMYECKMX OCOBEHHOCTEN (Mpo-
rpeccupyoWwmnin aCUMMETPUYHBIA POCT KOHEYHOCTEN, BPOXK-
[JEHHbIN LepebpndOpPMHbIA HEBYC NEBOW CTOMbI) 6bl Npea-
nonoxeH cuHapom lMpotes.

AnHamMmuKa u ucxopabl

[na KoppeKuun ckenetHon acummeTtpumn B 10 net 6bin
BbIMO/IHEH BPEMEHHbIN 3NUOU3NOAES HUKHEN TPETU TIEBOM
6e1peHHON KOCTU U BEPXHEN TPETK NeBOW 60/bliebepLIOBOM
KocTu. B 13 net 6bin BbIMOAHEH MOCTOSHHbIV 3anNMdM3noaes
HUXHEN TpeTu NeBon 6e4peHHON KOCTH.

C uenblo reHeTM4yecKon BepudUKauumn anarHosa 6bino
NpoBeAEeHO YaCTUYHOE UCCEYEeHUe anuaepmalibHOro Hepyca
nesow ctonbl. MNpu nccnegosanun JHK nonyvyeHHoro o6pas-
L@ MeTogoM MacCOBOro napasnienbHOro CEKBEHMPOBaHUSA
B 9K30He 3 reHa AKT1 BbiIBNEeH paHee OMWCaHHbI KaK
naToreHHbl BapuaHT HyKNIeOoTUAHOW MociefoBaTelbHOCTH
NM_001382430.1:¢.49G>A (p.Glul7Lys) B MO3au4yHOM
dopme ¢ gonen BapuaHTHoro annens 12%.

Takum o06pas3om, cuHapom [lpotea 6bl1 NOATBEPHK-
fJeH (Hanuume mytaumm B reHe AKT1, cooTBETCTBME BCEM
3 06wwmm Kputepusam, 10 6annos No AOMOMHUTENBHbBIM KPH-
TEepUaM — aCMMMETPUYHBbIN POCT KOHEYHOCTEW, Lepebpu-
GOpPMHbIN HEBYC NEeBOK CTOMbl). Pe6eHKy 6bl1I0 peKoMeHa0-
BaHO AMHaMMYeCcKoe HabnoaeHue.

Mpv nnaHoBOM 06cneaoBaHuK B Bo3pacTe 14 neT y nauu-
€HTKM 6blfI0 BbISIBIEHO KMCTO3HOE 06pa3oBaHue NEeBOro Any-
HWKa. Y4nTbIBas BbICOKMI PUCK Pa3BUTUS LIMCTAAEHOMbI AUYHK-
KOB, Oblfla BbINOHEHA OBAPUO3KTOMUS creBa. 1o pesynbratam
FMCTONIOMMYECKOro UccnefoBaHmsa — cepo3dHas LuctageHoma.

MaumeHTKe 6bl1 Ha3dHaYeH UHIMOUTOP CUTHANbHOMO NyTH
mTOR (cuMposiMMyc), HO poauTenn c pebeHKoM 6osee Ha
npuemMe y Bpaya He 6blain, U OLEeHUTb 3GPEKT NPOBOANUMOro
NleYeHns He yaanoco.

MporHos

[ns naumeHTKM OTMEYEH MOBLIWEHHbIN PUCK Pa3BUTUSA
3/10Ka4YeCTBEHHbIX HOBOOOGPA30BaHWM M TPOMOGOIMOONUM.
B cBA3M C 3TUM pEeKOMEHAOBaAHO AMHaAMWUYecKoe Habntoae-
HUE: eXXerogHas KOHCY/bTalMs OHKOMOra, yibTpa3ByKOBOE
uccnegosarue (Y3M) opraHoB GpPIOWIHOM NOAOCTU U Manoro
Tasa, KOHTPOJIb CUCTEMbI FrEMOCTasa.

BpemeHHas wKana
XpOHONorma pa3BuTns 60N1e3HU 1 ee KtoYeBble COObITUS
ans naumeHTtkn O. npeacTaBieHbl Ha puc. 2.

Puc. 1. deHoTnnM4eckne oco6eHHOCTH NaumeHTKM O.: A — aCUMMETPUS HUIKHUX KOHEYHOCTeN; b — MaKpogaKTuIns 60/bLWOro nanbLia 1eBon
cTonbl; B — uepebpudopMHbIi HEBYC EBOK CTOMbI; T — MaKpodaKTUaus 5-x nanbLeB 06enx KUCTen
Fig. 1. Phenotypic features of the patient O.: A — lower limbs asymmetry; B — macrodactyly of the left great toe; C — left foot cerebriform

nevus; D — macrodactyly of 5th fingers on both hands

McTouHuMK: apxuB CemeHoBon H.A., 2023.
Source: Semenova N.A. archive, 2023.
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Clinical Observation

w

KnuHuyeckoe HaGnopeHue

Puc. 2. NaumneHTka O.: XpOHONOrUs pa3BUTUS GONE3HM, KITtoYEBbIE COObLITUSA

Fig. 2. Patient O.: disease chronology, key events

BbisBneHo o6pa3oBaHue
MSIFKMX TKaHEeN NO4OLWBbI
NieBou cTonMbI

BpemeHHbI anndun3noaes HUxKHen Tpetu
neBon 6eJpeHHOM KOCTU U BEPXHEN TPETU
neBomn 60nbllebepLOBOV KOCTU

B ak30He 3 reHa AKT1
BbISIBNIEH NMATOrEHHbIN
BapuaHT p.Glul7Lys (12%)

BbisiBNneHa 1eBOCTOPOHHSSA
remurunepTpobus
(S>DHa3-3,5¢cm)

KJIMHUYECKUA NPUMEP N2 2

O nauueHTe

Manb4uK VY., 6 net, ¢ poxAEeHUs OTMeYaeTcs Hanuyne
NnaToNorM4eckmux obpasoBaHMM Ha KOXKE MNpaBOW KUCTH
n 0b6eunx cton. C 6 Mec M3HU B TOW e 30HE MOSABUIUCH
3/IeMeHTbl B BUAe 6enbix nateH. B 1,5 roga y pe6eHka 6bi
BbISIBNIEH AEMUIMEHTUPOBAHHbLIN Y4aCTOK Ha KOXe CMWHbI,
a HOBOOGPa30BaHUSA KOXM NPaBoOM KUCTKU K1 cTon TpaHchop-
MUPOBaNWCb M B HacTosiLLee BpeMsa UMEIOT BMA NanuiioM

MocToAHHbIN anndunanones
HUXHEW TpeTn nesom
6eapeHHOM KOCcTn

Cepo3sHas
uucTageHoma
NeBOro fIMYHUKa

W paspactaHum (puc. 3). PebeHoK Habnogancs y neguarpa
W XUpypra no MecCTy XXWUTeNbCTBa, le4eHne He NPOBOANIOCh.

dusukanbHaa agMarHocTUKa

B Bospacte 6 net poautenn o6patUAUCb Ha KOHCYSb-
Taumio K oHKogepmartosnory. [Mpu ocMoTpe 6bln BbISIBAEHbI
LepebpndOpPMHbIN HEBYC 06eux CTOM, FMNOMNUrMeHTauus
M MaKpodaKTunug 4-ro nanbli@a NpaBOW KUCTWU, NEBOCTO-
POHHAS remuruneptTpodus. boina BbiNONHEHA AMArHocTuye-

Puc. 3. deHoTunnyeckme ocobeHHoCcTH nauuneHTa Y.: A, b — acMMMETPUS HUKHKUX KOHeYHoCTew; B — LiepebprudopMHbIi HeBYC 06eunx cTom;

[ — MaKpogaKTunus 4-ro nanbLa npaBon KUCTK

Fig. 3. Phenotypic features of the patient U.: A, B — lower limbs asymmetry; C — cerebriform nevus on both feet; D — macrodactyly

of 4th finger on right hand

WUcTouHuK: apxuB benbiwesoin T.C., 2024.
Source: Belysheva T.S. archive, 2024.



CKasi naH4y-61oncusa HoBOOGPa30BaHMM KOXKM CTOM U NpaBon
KucTu. Mo pesynbrataM rMcToN0rM4ecKoro nccneioBaHusg —
nanuaIoMaTto3Hoe 06pa3oBaHMe KOXU, MOKPLITOE YTONLLEH-
HbIM 3MUWAEPMUCOM C @KaHTO30M, B CTPOME COCOYKOB —
numdbonnasmoumTapHas MHOUIbLTPaLKS.

MpepBapUTenbHbIA AUArHoO3

Ha ocHoBaHUU GEHOTUNUYECKUX OCOBEHHOCTEN (BPOXK-
[JEHHbIN LepebprudopMHbIN HEBYC 06enX CTOMN, MaKPOAAKTH-
nvsa 4-ro nanbla NpaBon KUCTK, IEBOCTOPOHHAS reMurunep-
Tpodus) Obl NPEeAnoNioXKeH cuHapom lMpoTes.

AnHamuKa u ucxopabl

[ns noaTBepAeHUs AuarHo3a nauueHTy 6bl10 BbiNos-
HEHO MOJNIEKYNIAPHO-reHeTU4ecKoe ncenegosanme JHK nony-
YeHHbIX 06pa3L0B METOAOM MacCcOBOro napannefibHoro cex-
BEHMpPOBaHMWA. Pe3ynbraT uccnegoBaHUsa — B 9K30He 3 reHa
AKT1 BbIIBNIEH BapuvaHT HYKIeOTUMAHOM nocnenoBaTesibHO-
¢t NM_001382430.1:¢.49G>A (p.Glul7Lys) ¢ 4acToToM
ansTepHaTUBHOro annens 9%.

Taknum o6pa3oM, cuHapom [poTes 6bi1 NOATBEPXKAEH
(Hanunyne mytaumm B reHe AKT1, COOTBETCTBME BCEM TpeEM
obwnm Kputepuam, 10 6annoB No AOMNOAHUTENbHLIM KpW-
TEpUAM — aCMMMETPUYHbIN POCT KOHEYHOCTEW, Lepebpu-
GOpPMHbIN HEBYC 06eux cton). PebeHKy 6bI10 peKoMeHa0Ba-
HO MHaMu4yecKoe HabnaeHme.

MporHos

[na naumeHTa OTMEYEeH MNOBbIWEHHbIN PUCK Pa3BUTUS
3/10Ka4eCTBEHHbIX HOBOOOPa30BaHWM U TPOMOBO3IMOONIUK.
B cBS131 € 3TUM peKoMeHA0BaHO AMHaMUYeCKoe HabloaeHHe:
eXeroflHast KOHCy/bTaumsa oHKonora, Y31 opraHos 6pioLHON
MoSIOCTM M Masioro Ta3a, KOHTPOJIb CUCTEMbI rEeMOCTa3a.

BpemeHHas wkana
XpOoHONOrnsa pasBmuTUa 60NE3HN U €€ KIToYEBbIE COBLITUSA
Ons naumeHTa Y. npeacrtaBieHbl Ha puc. 4.

OBCYXAEHMUE

Cungpom lMpoTes aBngeTca ynsTpapeaKon naTonoruew,
NpU 3TOM CMEKTP KIMHUYECKMUX MPOSBAEHWH YacTo nepe-
KpblBaeTCA C APYrMmMu reHogepmaro3amu, 4YTo 3aTpyaHsaeT
CBOEBPEMEHHYO NOCTAaHOBKY AWarHosa.

o pe3ynbratam aHanusa nutepaTypHbIX AaHHbIX, B 60/1b-
WKHCTBE cnyvyaeB aunarHo3 CI1 6bin BbiCTaBiEH Ha OCHOBE
KJIMHUYECKMUX MPOSBNIEHUI, FEHETUYECKas BepUdUKaLMsa He
BbINofiHANacb. OQHaKO BBMAY Pa3BUTUS TapreTHOW Tepanuu
[OHK-nccnenosaHve 06pasLoB MOPaXKEHHbIX TKAHEN AOIKHO
NpPoOBOANTLCS BCEM MaLMeHTaM ¢ Nogo3peHmem Ha CrI1.

Ons naumMeHToB M3 HallMX KIWHWYECKMX Habnwae-
HuM [OHK-gnarHocTMKa BbINONHANACb B 0O0OMX Crydasx.
BbIIBNEHHbIN BapuvaHT HYKNEOTMAHOW nocnefoBaTesb-
HoCcTU €.49G>A B reHe AKT1l pacnonoXeH B «rops4vyen»
TOYKE U BaXXHOM OYHKLMOHANbHOM MAEKCTPMHOMNOAOGHOM
fomeHe 6enKa, AoNa anbTepHaATMBHOINO anfens cocraBnsana

Puc. 4. lMaymneHT Y.: XpoHONOormMs pasBuTnsa 601E3HM, KNoYEBbIE COBbITUSA

Fig. 4. Patient U.: disease chronology, key events

BoisiBnieH uepebprdopmHbI HEBYC NOAOWB 06eunx cTon,
MaKpozaKTuaua 4-ro nanbla NpaBon KUCTU

12 n 9% cooTtBeTcTBEHHO. B nccnegoBanum M.J. Lindhurst

M COaBT. y 26 13 29 nauuneHToBs ¢ CI1 6bi/1 BbIABEH aHaN0ormy-

HbIV BapuaHT ¢ fonien BapmaHTHoro annens ot 1 o 50% [20].
O6a nauueHTa M3 HaWWX KIMHUYECKUX HabNOAEHWUN

YOOBNETBOPSAIN COBPEMEHHbLIM KPUTEPUAM AMarHocTuku CI1.

B cnyyae naumeHTkM N2 1 B BO3pacTe 14 feT TakKe Oblia

BbISIBIEHa CEPO3Has LUMCTageHoMa AMYHMKaA, YTO He aBAsEeTCS

[IOMONHUTENbHBIM KPUTEPUEM ANArHOCTUKM — MaHUbecTauus

LMCTageHOMbl y NaLMeHTKX Habntoganack B BO3pacTe cTtaplue

11 net. OgHaKO 3TOT Ciyyaw Nog4YepKMBaeT HEOOXOAMMOCTb

NPOJOIKEHNSA HABNIOAEHNS U COXPAHEHWE PUCKOB Pa3BUTUSA

[aHHOW NaTosiornn 1 B 60siee cTaplien BO3pacTHOM rpynne.
YyuTbiBasg BO3MOMHbIE OCMOXHEHMs, naumeHTtbl ¢ CIl

[O/MKHbl HaXOAWUTbCSH Ha MNOXWM3HEHHOM AWHAMWYECKOM

Ha60AEHUN, BKIIIOYAIOLLIEM:

e OCMOTpbl AepmaTonora, xupypra, optoneaa, nyJ1bMOHO-
nora, odTtanbmonora, rMHeKonora/yposiora, OHKosora
eXerogHo (nNpuv Heo6XxoAUMOCTU — Yalle);

® OLIEHKY CUCTEMbI CBEpPTbIBaHMSA KpoBK 1 pa3 B nonroaa;

e Y3W BEH HWXKHUX KOHe4yHocTen 1 pas3 B rog, HayuHas
c 25 nerT;

e Y3W opraHoB Manoro Ta3a exerogHo;

e peHTreHorpaduio Nerknx exerogHo.

Ha cerogHsWHNM ieHb NCNOJSIb30BaHME TapreTHOM Tepanunu

B fieyeHuun CI1 He NoATBEPKAEHO KIMHUYECKMMWU peKomeHaa-

LIMAMK, OHAKO MOXKET ObITb PACCMOTPEHO B OTAE/bHbIX Cly4ya-

AX, 4TO onpeaenser HeobxoaumocTb JHK-aMarHoCcTMkmn 1 cBo-

€BPEMEHHYIO MOCTAHOBKY AvarHo3da. NGS-ceKBeHupoBaHue

C MCMNOMb30BaHMEM NaHeNU reHoB curHanbHoro nytv PI3K/

AKT/mTOR no3BonsieT NnpoBoanTb anddepeHLmManbHyo auar-

HOCTUKY (EHOTUIMUYECKM CXOXMX 3aboneBaHun ansg onpege-

JIEHMA NPaBUIbHON TepaneBTUYECKOM TPAEKTOPUN NaLMEHTa.

3AK/TIOYEHUE

Ha cerogHsaWHWN AeHb AMArHOCTMKA MO3aWM4HbIX FEeHO-
4epmaTo30B, BKIOYas cMHAPOM [poTes, pyTUHHO OcyLlecT-
BASieTC BO MHOMMX nabopatopusx. BoisBneHne naToreHHbix
BapuaHToB B reHe AKT1 BO3MOXHO B TOM YMUC/E MPW CPaBHU-
TeNbHO HU3KOM 0/1€ BapUaHTHOrO annens, 4To 3Ha4YUTENbHO
NOBbLILWAET MPOLEHT FEeHETUYECKM MOATBEPMKAEHHbIX Chy-
yaeB. [AHK-anarHoctMka nauueHToB ¢ cuHapomom [poTtes
o6ycnoBneHa pa3BUTUEM W BHEAPEHUEM B KIIMHUYECKYIO
NPaKTUKy TapreTHoM Tepanunun, a TakKe MOXKET 6bITb UCMNOSb-
30BaHa ansa auddepeHumnanbHOn AMarHoCTMKK ¢ 3aboneBa-
HUAMM M3 FPYNNbl CMHAPOMA M36bITOYHOIO pocTa.

WHOOPMUPOBAHHOE COIJIACUE

OT 3aKoHHOro npeactaButens nauueHta N2 1 (maTb)
NnoslydeHO MUCbMEHHOEe WHPOPMUPOBaAHHOE [O06POBOJSIb-
Hoe cornacve Ha nybfavKauuio pesynbrtatoB ob6cnefoBaHus
W nevyeHus (gata noanucanua: 18.10.2023).

OT 3aKOHHOro npefcraBuTens nauneHta N2 2 (matb)
nosy4eHo nuUcbMeHHOe WHbOPMUPOBaAHHOE [O06POBOJIb-
HOe cornacue Ha nyénunKauumio pesynbraToB 06cnefoBaHus
1 nevyeHunsd (oata noanucanus: 25.04.2024).

MaH4y-6noncus HoBoob6pa3oBaHUM
KOXW CTOM W NPaBoW KUCTH

BbisiBNieHa NEBOCTOPOHHSASA
remurunepTpodms

B aKk30He 3 reHa AKT1 BbisiBneH
naToreHHbl BapuaHT p.Glul7Lys (9%)
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INFORMED CONSENT

Patient No. 1 legal representative (mother) has signed
written informed voluntary consent on publication of
diagnosis and treatment results (sighed on 18.10.2023).
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written informed voluntary consent on publication of
diagnosis and treatment results (sighed on 25.04.2024).
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O6ocHoBaHue. CUHAPOM «HEPHUYHOro MapduHa» y HOBOPOXKAEHHbIX, XapaKTEPUIYIOLMICS LUMPOKO PacrpoCTPaHEHHbLIMU
Y3/10BbIMM MTOPAKEHUSIMU KOXKM, MPEACTaBAAET TPYAHOCTM B AUArHOCTUKE BCAEeACTBME Pa3HOO6pa3HoM 3TMOI0rMU. TMOI0rM-
yeckne GaKTopbl BKIOHAKOT B CE651 BDOXKAEHHbIE MHpEKUNM, BHYTPUYTPOBHYIO reMOIMTUYECKYI0 60/1€3Hb, MYJIbTU(DOKa/IbHbIE
COCyAMCTbIe aHOMasMM U HEOMIACTUYECKME COCTOSIHUS. BpoXKaeHHble HeoHaTa/lbHble IeMKO3bl BASIOTCA peaKuMn 3abose-
BaHUSIMU U ONPEAENSIOTCS, KaK MpaBuio, B TeYeHME NePBOro Mecsila KM3Hu. OnucaHue KIMHU4YeCcKoro ciay4as. B faHHOM
KJIMHUYECKOM Hab1l04eHnM NpeACTaB/eHa NaLMeHTKa ¢ BPOXAEHHbIM OCTPbIM MUEI0ONAHbIM JIEMKO30M M BbIPaXKEHHbIMU KOX-
HbIMW NPOSBAEHUSIMM 3a601€BaHus. JleHeHME BKIIKOYaI0 PUCK-a4anTMpPOoBaHHY0 XMMUOTEPATMIO C NOCAEAYIOLLEN alIoreHHOM
TpaHcnaaHTaunel reMornoaTMYeCcKmnx CTBOJIOBbIX KIETOK OT ran/iongeHTMYHOro JoHopa (oTua). 3aKmoyeHme. BaxKHOCTb MeX-
AMCLMINIMHAPHOIO MoAX0Aa K IEYEHMIO NALIMEHTOB C BPOXKAEHHbLIMM IEAKO3aMU 3aK/TI04aeTCsl B CBOEBPEMEHHOM ONpeaeneHnm
BapuaHTa 3ab0/1eBaHusl, MPOrHOCTUYECKOM rPynbl PUCKA U Havyase nporpamMMHOro J1e4eHus.

Knro4eBblie cnoBa: KIMHUYECKMI Clydal, HOBOPOXAEHHbIE, CUHAPOM «4ePHUYHOro MapurHa», KoxKa, 1eMK0o3, AETU
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Blueberry Muffin Baby Syndrome in a Patient with Congenital
Leukemia: Clinical Case

Background. Blueberry muffin baby syndrome in newborns is characterized by diffuse nodular skin lesions and it is difficult for diagnosis
due to diverse etiology. Etiological factors include congenital infections, intrauterine hemolytic disease, multifocal vascular abnormalities,
and neoplastic conditions. Congenital neonatal leukemia is rare disease and it is usually revealed during the first month of life. Clinical
case description. This clinical case presents a patient with congenital acute myeloid leukemia and severe skin manifestations. Treatment
has included risk-adapted chemotherapy with subsequent allogeneic hematopoietic stem cell transplantation from a haploidentical donor
(father). Conclusion. The significance of multidisciplinary approach in management of patients with congenital leukemias consist of timely
determination of the disease variant, prognostic risk group, and initiation of programmed treatment.
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OBOCHOBAHME

CuHAPOM «4epHUYHOro MadpduHa» (CYM) (CHH.: cMHAPOM
YEePHUYHOro nupora) ABNSETCA pPeaKMM U Hecneuuduye-
CKMM KJIMHUYECKUM KOXHbIM MaTONIOrMYECKMM MPOSIBIEHU-
€M Y HOBOPOXIEHHbIX, 411 KOTOPOro XapaKTepHbl MHOXe-
CTBEHHblE NATHUCTO-Nanyne3Hble 31eMEeHTbl CUHE-KPaCcHOro
n/vnn GUoNeToBOro LIBETA, CKIIOHHbIE K CINSAHUIO [1]. TepMUH
blueberry muffin baby syndrome wu3HayanbHO WCMONL30-
Ba/icA AN OMMCAHUSA KOXHbIX MPOSIBNEHUN BPOXAEHHOM
KpacHyxu y aeten BO BpeMs 3nMaemMum 3Toro 3aboseBaHns
B CLLA B 1960-x rT. [2]. HoO CHM MoxeT npeactaBnaTb cO60M
W NOCTHaTalbHOE NPOSAB/IEHWE BHYTPUYTPOOBHOIO aKCTpame-
AynnsipHOro remono3a3sa. MNpuynHa AnnTenbHOro gepMasbHo-
ro 9puTPONO33a HeN3BeCTHa. B xoge HopManbHOro aM6puro-
HaNbHOrO Pas3BUTUA 3IKCTPaMeayiapHoe KPOBETBOPEHME
NPOMCXOANT B Psiie OpraHoB (MeyeHb, cenel3eHka v ap.),
BK/IlOYas AepMy; 3Ta aKTMBHOCTb COXpaHsieTcs Ao 5-ro mec
6epeMEHHOCTU 1 NPKU POXAEHMU He onpeaenseTcs [3].

BTopuyHble (MO OTHOLWEHUIO K 3KCTpaMeaynisipHoOMy
KPOBETBOPEHMIO) MOPAMKEHUS KOXM Y HOBOPOMKAEHHbIX
W AeTen NepBOro rofa M3HW MOryT pa3BMBaTbCH BCnea-
CTBME CNeayloLmX NPUYNH:

1) BHYTPUYTPOOHbIE UHPeKUMM (TORCH-nHbeKunn (Toxoplas-
ma — ToKconna3ameHHasa uHpekums; Rubella — KpacHyxa;
Cytomegalovirus — umMTomeranoBupyc; Herpes — repnec),
MUKOMIa3mMo3, X1aMnamnos, MCTepnos, cudunmnc, napeo-
BMPYC, 3HTEPOBUPYC, BMpYChl renatuta B, C, BUY, npoune
BMPYCHbIE N GaKTepuanbHble MHPEKLMN);

2) HecneundUyecKne U3MEHEeHUs KPOoBK (CMHAPOM TpaHC-
dy3unmn 6nnsHela-6nnaHela, HacneaCcTBEHHbIV chepoLm-
TO3, reMonnTMyecKas 60/1€3Hb HOBOPOXKAEHHDIX);

3) HeonnacTUMYyeCcKMe naToNorMyeckne npoLeccbl — Kak
remMaTosiorMyecKkomn, Tak M MHOM NMpMpoabl (MacToUMTO3,
rMCTUMOLMTO3, HermpobnacTtoma, pabaoMnuocapKkoma, nem-
K03) (cM. Tabnuuy) [1, 3].
3noKa4vecTBeHHble HOBooOpasoBaHus (3HO) y HOBOPOX-

[EHHbIX ABNSAIOTCA PEAKMMMU, HO MX BaXKHO Yy4MTbiBaTb MpU

andbdepeHunanbHONM AMArHOCTUKE, B TOM YMCNE KOMXHbIX

NaToNOrMYECKUX COCTOSIHUMIW. B nepnoae HOBOPOXKAEHHOCTH

OAHUM U3 Hanbosiee YacTo BCTPEYAIOLLMXCH OHKOTOMMYECKUX

3a601eBaHN, COMPOBOMXKAAIOLWMXCS KOXKHbIMWU MPOSIBNIEHN-

amMu, aBnseTcsa Henmpobnactoma (HB). Jepmartonornyeckue
nposiBnexHusa npu HB npeacraBnsoT cobon reHepanmM3oBaH-

Hble paccesiHHble MefKMe (< 2 ¢M) NNoTHble 6e3601e3HeH-

Hble nanynbl U/Wan NOABUKHbBIE NMOAKOXHbIE Y3E/IKU CUHETO,

KpacHoro unun puonetoBoro uBeTa [4, 5].

Ewe oaHnm noteHumanbHo datanbHbiM 3HO y HOBOPOXK-
[leHHbIX aBnseTca ocTpbin nenkos (OJ1). UMeHHO npu ocTpoMm
mMuenongHom nevikosde (OMJ1) y 15-20% HOBOPOXAEHHbIX
OTMEYEHbI MOpPaXKeHUs KOxu [6]. HeoHaTanbHbIM NENKO3
K/IMHUYECKN XapaKTepmU3yeTCs KOXHbIMU WHOUAbTpaTamu
Hapsay ¢ renaTonveHanbHbIM CUMHAPOMOM W TMMNEPNENKO-
LMTO30M, B TO Bpems KaK numdageHonatns BCTpevyaeTcs
penko. JleikemMuabl Ha Koxe 06bl4HO NpeacTaBneHbl Gpuone-
TOBbIMU U/WNKN CUHE-CEPbIMU HEGONbLIMMKN 6E€3601E3HEHHDI-
MW nanynamu (y3efikamu), Yalle Ha rofioBe, Wee u TyNoBuLLe.
Buoncus KOCTHOro Mo3ra MOXeT 6bITb HEJOCTATOYHO MHPOP-
MaTMBHOW M3-3@ BO3MOXHbIX C/ly4aeB CMOHTAHHOW perpec-
cnumn OMJ1 M HEBO3MOXHOCTU OMpeAEeneHns BCero crnekrpa
[AMAarHOCTUYECKMN 3HAYMMbIX @aHTUIE€HOB Ha NMOBEPXHOCTU Nen-
KEMUYECKOM KNeTKu [7]. B CBA3K C 3TUM BO3HMKAIOT CNOXK-
HOCTW B OMNpefeNieHUn TaKTUKK JNIeYeHUs, KoTopas 3aBUCUT
OT MMMYHOBMOIOTMYECKNX XapaKTEPUCTUK NenKo3a. Cneayet
OTMETUTb, YTO Yy AETEN NEepBOro roaa xmn3Hu OJ1 xapakTepusy-
0TCA HEBGNAronpPUATHLBIMU KIMHUYECKUMU (TMNEPNENKOLIUTO3,
nopakeHue LieHTpanbHom HepBHOM cuctemsl (LLHC), cnHapom
OCTPOro SIM3Mca OMyXO/n, KPOBOTEYEHUS) U BUOOrMYECKH-

Ta6nuua. MNpUYnHbLI CUHAPOMA «HepPHUYHOro MaddUHa»
Table. Causes of blueberry muffin syndrome

Mpynnbi

3360neBaHMIA 3a6oneBaHue/B0o36yAUTENb

e ToKconia3mos

e KpacHyxa

e LlnTomeranosupyc

e [IpocTou repnec

e Bupyc Kokcaku
BpoxaeHHble e BeTpsiHas ocna
MHEKUMMN e Xnamunauu

e BMY

e T-IMMOTPONHbLIN BUPYC YenoBeKa
e [lapBoBupyc

e Bupyc dnwreiiHa — bapp
e Cudunuc

e Cdepountos

°  ANNoOMMMYyHU3aLMUS

e CuHApOM TpaHchy3um 6nm3HeLa-
6nu3Hela n peTomaTepuHcKas
TpaHcdysus

[emaTonornyeckue
HapyweHus

° HeKeToTMYeCKasi TMNeprimLMHEMHUS
(rnMumHoBas aHuedanonaTus)
* MeBanoHoBas aumMaypus

MeTtabonuyeckue
HapylweHus

e BpoKaeHHbIM MOHOGNACTHbIN NENKO3
Heonnactnuyeckne | e Helpo6nactoma

3a6oneBaHus e BpoaeHHas anbBeonspHas
pa6gomuocapkoma

e MHOXeCTBEHHbIE FeMaHrMoMbl
MlaaeH4YeCKOoro Bo3pacta

BpoxkaeHHble e MynbTudOKanbHbIN

nopaxeHus NIMMbaHTMo3HA0TENMOMATO3

cocynos e CuHAPOM rony6oro pe3amHoBoro
Mny3bIp4aToOro HEBYCa U MHOXECTBEHHbIE
rMOMaHrMoMbl

e JlaHrepraHCOKIETOYHbIN TMCTUOLNTO3

rme
Apy e HeoHaTanbHasa KpacHasi Bo/l4aHKa

MU (OBGHapyXeHue LMTOreHeTUYECKUx nepectpoek KMT2A)
0COB6eHHOCTAMM 0onyXxonu. C y4eToM HebGnaronpuUaTHbIX GaxTo-
pPOB NporHo3a peaynbratbl neveHns OMJTy HOBOPOXKAEHHbIX
0CTaloTCA HEeyA0BNETBOPUTENbHBIMU [8].

B [aHHOM KAMHWYeCKOM HabnlogeHun npeacraBlieHa
nauMeHTKa ¢ BpoXaeHHbIM OMJT 1 BblpaXeHHbIMU KOXHbIMU
nposiBNeHnsMu 3aboneBaHus. JleyeHne okasanoch yCrneLHbIm
M BKIOYaNo B cebs PUCK-afanTUPOBaHHYIO XMMWUOTEPaNUIO
C nocneayloLen annoreHHoN TpaHcnnaHTauuen reMonoaTuye-
CKMX CTBOJIOBbIX KNETOK OT raniouaeHTUYHOro JoHopa (oTua).

KNIMHUYECKUIA NPUMEP

O naumeHTe

PebeHoK WN. (oeBo4Ka) OT TpeTben 6epeMeHHOCTH (nep-
Bas 6epeMeHHOCTb — 2002 1., AeBOYKa, 340poBa; BTOpas
6epeEMEHHOCTb — MEAMLMHCKUI abopT; TpeTbs 6epemeH-
HOCTb — HacTosLas), BTOPbIX CPOYHLIX CaMOCTOATENbHbIX
POLOB B rO/OBHOM MpEA/sieXaHUU MpU CPOKE recrauuu
40 Hepn (OCNOXXHEHWUS POAOBON AEeATENbHOCTU: NpexaeBpe-
MEHHbIV pa3pblB MI0AHBLIX 060/104EK — OKONOM/0AHbIE BOAbI
CBET/bIE) C Maccow Tena npu poxkaeHnn 4260 r, oLeHKoM No
wKane APGAR 7/8 6annoB 6blla HanpaBfieHa B OTaeNneHve
WHTEHCMBHON Tepanuu HOBOPOXAEHHbIX. HacneacTBEHHbIN
W anneproaHaMHes He OTArOLLEHbI.

Mpu poxaeHun obpauwany Ha cebsl BHUMaAHWE MHO-
YKEeCTBEHHble HOBOOOpa3oBaHUA pa3mepamun oT 14 X 15
4o 41 X 43 MM, BO3BblLAOWMECS HaL YPOBHEM KOXM,
C LBETOBbIM NOAMMOPOU3MOM — OT KOPUYHEBO-6aArpoBOro
LBeTa A0 CUHIOWHOrO (puc. 1).
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 1. MaupneHntka U., 4 aHa. CocTosiHWe [0 Havana crneumanbHOro neYeHns cornacHo npotokony OMJ1-MRD 2018. Busyanuaupytotcs
MHOECTBEHHbIE Nanysbl U y3/bl AMameTpom o 4,3 cM, 6arpoBO-CHHIOLIHOTO LiBETa

Fig. 1. Patient ., 4 days old. Pre-treatment status, AML-MRD-2018 protocol. Multiple papules and nodes (up to 4.3 cm in diameter)
of purple-blue in color are visualized

UcTounuk: apxns HUWN JOUT dIrBY «HMUL, oHkonorun um. H.H. BnoxmHa» MuH3gpasa Poccuu.

Source: archive of the National Medical Research Center of Oncology named after N.N. Blokhin of the Ministry of Health of Russian Federation.

dusukanbHas gMarHocTMKa

KnuHnyeckoe nccnegoBaHune obLLero aHannaa KpoBu npu
nocTynaeHnn pebeHKka B OTAeNeHue peaHuMaunn U MHTEH-
CMBHOM Tepanuu BbiBMNO: NeiKouutel — 93 X 109/n,
remMornobuH — 162 r/n, TpoM6oLnTel — 209 X 109/5.
JlenkounTapHasa dopmyna He UccnegoBaHa.

Mpn LMTONOrMYECKOM WCCNEeA0oBaHMM KOCTHOMO MoO3ra
Ha BTOPOM [AEeHb YXWM3HU pebeHKa — MyHKTaT KNETOYHbIN,
77% cocTaBnstoT 6/1aCTHbIe KIETKU C MOPPOSIOrMYECKUMMU
yepTamMu MOHOUMUTAPHOW NuHUK anddepeHunpoBKU. Bce
POCTKM HOPManbHOro KOCTHOMO3rOBOr0 KPOBETBOPEHMUS,
Kpome NMMdOMAHOro, yrHeTeHbI. [0 pe3ynstatam LUTOXMMU-
YeCKUX nccnenoBaHuin BepudnumpoBaH anarHos: OMJ1, M5B.

MMMyHObEHOTUN 61acTHOM MONyNsaUMU KINETOK KOCTHO-
ro mosra cootBetrctBoBan OMJ1 ¢ Koakcnpeccuen CD56.
Mo gaHHbIM NMKBOpPOrpammsbl: UMTO3 — 19/3, 6enoKk —
0,2 r/n, apUTpoLmnThl — 64 X 1012/5, 6nacTHble KNEeTKU He
BblsiBfieHbl. [10 AaHHbIM LIUTOreHEeTUYECKOro UccneaoBaHus
6nacTtoB BbiiBIeHa nepecTtponKka reHa MLL. MepecTpoika
[aHHOro reHa fBnseTcs GakrtopoM He61aronpuUsaTHOro Npor-
HO3a, YTO OOBSACHAET Heob6X0AMMOCTb MpoBeAeHUs Gonee
BbICOKOJO3HOM XMMUOTEPANuUM U, TEM HE MeHee, HeyLoBNEeT-
BOpUTENbHbIE PE3YNbTaThl IeYEHHS.

MpeaBapuTenbHbIN AUArHO3

Mo pe3ynbTataM KOMMIEKCHOro obcnefoBaHUst pebeH-
Ky BepuPUUMPOBAH OCHOBHOW KIMHUYECKUM [AMArHo3
«BpoxAEeHHbIN OCTPbIN MUENoUAHbIN Nenkos, M5B-BapuaHT,
Cc KoaKkcnpeccuen CD56, nepectporka reHa MLL. LHC 1.
[pynna BbICOKOrO pUCKa».

[AMHaMuKa u ucxopbl

Ha wecton geHb XU3HU pebeHKy No MeCTy UTenbCcTBa
MHWLMMPOBAHO cneuunanbHoe NevyeHne CornacHo npoToKony
OMJ1-MRD 2018. Mo oKoH4YaHWK Tepanumn AOCTUTHYTa KIUHK-
KO-remaTtofioryeckas, MofieKynspHas pemMuccus no pesynb-
TataM UMMYHODEHOTUMMYECKOrO MCCAefoBaHUS — MWHU-

ManbHas ocTtatoyHas 6onesHb cocTaBnsna 0%, B KOCTHOM
MO3re 61acTbl He 0OGHAPYKEHbI.

B Bo3pacTte 2 mec 14 gHen pebeHOK rocnutann3mpoBaH
B Hay4yHo-uccnegoBaTenbCKUM MHCTUTYT AETCKOM OHKOIOMMM
n rematonornm um. akag. PAMH J1.A. lypHoBa ®IBY «<HMMWL|
OHKonoruun um. H.H. bnoxnHa» MuHsagpaBa Poccun ansa noo6-
ciegoBaHus U NPoOBEeAEHNsT KOHCONMAAUMK B 06beMe BbICO-
KOZO3HOM MNONIMXMMUOTEPANUM C MNOCNeayloWen annoreH-
HOWM TpaHCMNaHTauuen reMonoaTUHECKNX CTBOOBbLIX KIETOK
(anno-TrCK) oT rannouMaeHTMYHOro AoHopa (oTua).

CocTosiHMe nauueHTKM 6bi10 cTabunbHbiM. KnuHuyeckne
nposieneHms OMJ1 otcyTcTBOBanu. KoXHble NOKPOBbI U BUAK-
Mbl€ CIM3UCTble 060104KM BblNi CBOGOAHLIMM OT BbICbINaHWUM.

CornacHo pesynbrataM n1abopaTopHO-UHCTPYMEHTab-
HbIX UCCnegoBaHUi, coxpaHsanacb pemuccus OMJ1. Pexum
npeaTpaHcnIaHTaLMOHHOI0 KOHAULMOHUPOBAHWS BKOYan
TpeocynbdaH 36 r/mM2 Ha -6, -5, —4-it aHu, dnyngapabuH
120 Mr/m2 — Ha -6, -5, —4, —3-i aHu, TMoTena 10 Mr/Kr —
Ha —3- 1 —2-1 HU. UMMyHOCynpeccuBHas Tepanus: pUTyK-
cumab 375 mr/m2 Ha —1-e cyt, abaTauent 10 Mr/Kkr —
Ha -1, +7, +14, +21, +28-1 gHK, unknocnopuH A 1 mr/Kr —
¢ —1 gHq, umknodochammng 50 Mr/Kr — Ha +3-1, +4-1 OHW.
Anno-TI'CK npoBegeHa OT ranjionaeHTM4Horo goHopa (otua)
¢ TunupoBaHuneM 6/10 no HLA-cucteme.

B paHHeM nocTTpaHcnnaHTaumMoHHoM nepuoge (ao 100 cyt
oT TICK) y nauMeHTKM oTMeYanucCb creaytolwne OCNOMHEHUS:
ocTpas peakums «TpaHCniaHTaT npoTuB Xxo3suHa» (oPTIX)
Il cTagmu, ¢ NopaxKeHNeM KOXM (MENKOMATHUCTas CbiMb Ha KOXe
KOHEYHOCTEN, €AMHUYHbIE 3NIEMEHTbI Ha TYNOBMLUE) (puc. 2),
KULIEYHMKa, NeYeHn; BTOpPMYHas apTepuanbHas rmnepTeH3us,
LUMB-nHbeKUMA (TOKYCbl MOparkeHUs: KPOBb, KULLEYHUK), ABY-
CTOPOHHAA MHEBMOHMS, TUNODYHKLMS TpaHCcnnaHTata ¢ pas-
BUTMEM anna3um KpoBeTBopeHus. [poBeaeHHas KOMMNIEKCHas
Tepanus, BKIOYaBWas MNPOTUBOBMPYCHbIE, MMMYHOCYyMpec-
CMBHble, aHTMOaKTepualnbHble, TMNOTEH3WBHbLIE MNpenaparsl,
remoTpaHchy3nmM okazanacb HeapPeKTMBHOW. Pa3BuBLUMECSH
OC/IOXHEHUSI OKa3anucb ¢daTanbHbiMK Ansi 60/bHOW, U OHa



Puc. 2. MaupneHTka W., 3 mec. BudyanuanpyeTcs MENKONATHUCTas ChiMb Ha KOXKeE TyNoBMLLa, KoHeYHocTen. oPTIX, kKoxHas dopma. 27-e cyT ot anno-TICK
Fig. 2. Patient I., 3 months old. Finely-spotted rash is visualized on the skin of the body and limbs. aGVHD, cutaneous form. 27th day from allo-HSCT
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McTouHuK: apxue HUW JOUT ®IrBY «HMUL, oHkonoruun um. H.H. BnoxuHa» MuH3gpaBa Poccuu.
Source: archive of the National Medical Research Center of Oncology named after N.N. Blokhin of the Ministry of Health of Russian Federation.

ymepna Ha 60-e cyt ot anno-TICK no npuyunHe oPTIX, Tskenon
rMNOGYHKLMUM TPAHCMIaHTaTa ¢ pa3BUTMEM anna3nun KPOBETBO-
PEHWSI, CENTUYECKOrO LIOKa, MONMOPraHHOM HE0CTaTOHHOCTHU.

BpemeHHas wKana
XpoHONIOrMsA pasBuUTUA 3ab0/eBaHUsA U €ro KIYeBble
CcOObITUS ANd NauMeHTKU W. npeacTaBfieHbl Ha puc. 3.

OBCYXAEHUE

TepMuH «mnaieHYeCK1n NenKo3» BKItoYaeT BapuaHTbl O,
[MarHo3 KOTOPbIX YCTaHOB/IEH B MepBble 12 MeC XW3HM.
MnapgeHyeckue OJ1 BKIOYaIOT OCTPbIA NMMBOBNACTHbIN nen-
Ko3 (0J1J1), OMJ1, 6unuHenHble n budeHotTunmyeckme OJ1.

BpoxaeHHbin OJ171 peructpupyetcs ¢ 4yactoton 4,3-8,6
Ha 1 M/JIH HOBOPOXAEHHbIX U AWArHOCTUPYeTCH B TeyeHue
nepsoro mecsua »u3Hu [9, 10]. 3a nocnegHue 10 net
B OTEYECTBEHHOM M 3apybeXKHOM nuTepaType OnNncaHo OKO0

200 cny4aeB BpoOXAeHHOro nenkosa [10-12]. CuHApOMBI
OJ1]1 BK/IKOHAIOT @aHEMUYECKUI, remopparnieckum u numaoo-
nponndepaTMBHbii. Kpome Toro, B aebiote 3aboneBaHus
4acTo PErncTpUpyoTCcs MHOEKLMOHHBIR U KOCTHO-CyCTaBHOM
cuHapomebl. Mpu nopaxexnmnn LIHC onpepensietcs oyarosas
unu obemosrosas cumnrTomatuka [13-15].

Hawn6onee yacteimun BapruaHtamm OMJ1, cornacHo PpaHKo-
amMepuKaHo-6puUTaHCKoM KnaccubuKkaumun (French-American-
British; FAB), aBnstoTcg MuenomMoHouuTapHbii (M4) u MOHO-
uuTapHbii (M5) [12]. Opyrue cnydan OJ1 npeacraBieHsbl
ocTpbiMK B- 1 T-nMHENHbIMM NMMOOBAACTHBIMU NENMKO3aMU,
NlenKo3amu cMelwaHHoro ¢eHoTvna. Hanbonee yacTo BbISB-
NI9EMbIMU  LUMTOTEHETUHECKUMU NEepecTponKamMu ABASIOTCS
1(4;11)(921.3;923.3)/KMT2A-AFF1, t(1;22) (p13.3;913.1)/
RBM15-MKL1 w t(8;16)(p11.2;p13.3)/KAT6A-CREBBP.
KnuHu4eckne nposiBAEeHUS BKKOYAKOT renatosiueHasbHbIn
CUHAPOM, pa3BWTME aHEMWYECKOro, remopparMyeckoro,

Puc. 3. NMauuneHTKka W.: xpoHonorus passutus 601e3HU, KtoYeBbIE COBLITUSA

Fig. 3. Patient I.: disease chronology, key events

KPOBETBOPEHUS, KPOME NMMGbOUIHOIO, YTHETEHbI

LlMTonornyeckoe nccnenoBaHmMe KOCTHOro Mo3ara: 77% coctaBnsioT
61acCTHble KNEeTKM ¢ MOPGDONOrMYECKUMM YePTaMn MOHOLIMTAPHOW TIMHUK
onbdepeHUnpoBKN. Bce pocTKM HOpManbHOro KOCTHOMO3roBOro

LinToreHeTnyeckoe nccnegoBaHune: nepecTtporka reHa MLL

Pazsutne oPTIX ¢ noparkeHnem
KOXM (MENKOMATHUCTaN ChiMnb
Ha KOXe KOHeYyHoCTeN,
€IMHNYHbIE 3NEMEHTbI
Ha TynoBMuLLE)

2 veo14 aer il 60-e yroranno-TreK

MHoOecTBeHHble BepuduumposaH MHuumumposaHo Anno-TICK
HOBOOGpa30BaHMs OCHOBHOWM cneunanbHoe
pasmepamu KNMHUYECKMIA AUarHos: Jie4eHune cornacHo
ot 14 X 15 «BporKAeHHbIN OCTpbIv NpoToKony
10 41 X 43 mwm, MMWENOUAHbIN NEeKo3, OMJ1-MRD 2018
BO3BblIlLAOWMNECH M5B-BapuaHT,
Hafj ypoBHEM C KO3Kcnpeccuen
KOXMW, C LLBETOBbIM CD56, nepecTpoiika
nonMumopdmuamMom — reda MLL. UHC 1.
OT KOPUYHEBO-6arpoBoro [pynna BbICOKOro
LiBETa A0 CUHIOWHOro pucka»

lMpnumeyvaHme. oPTIX — ocTpasn peaKkuus «TpaHcnnaHTaT NPoTUB Xxo3siMHar; LUHC — ueHTpanbHas HepBHas cuctema; OMJT — ocTpblii
MUenouaHbiv nenkos; TTCK — TpaHcnnaHTauus reMonoaTMYeCKUX CTBOJSIOBbIX KITETOK.

Note. aGVHD (oPTIMX) — acute graft-versus-host disease; CNS (LIHC) — central nervous system; AML (OMJ1) — acute myeloid leukemia;

HSCT (TIFCK) — haematopoietic stem cell transplantation.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

MHOEKLMOHHOIO CUMHAPOMOB, nopaxkeHus Koxun u LUHC, Ha-
6nogaemble B 20% cnyvyaeB. OTIMYUTENBHON 0COBEHHOCTbIO
SIBNSETCA BO3HUKHOBEHME CMOHTAHHOM PErpeccun B HEKO-
TOpbIX ciyy4asax, ocobeHHo npu OJT ¢ TpaHcnokauunen t(8;16)
[12, 16]. TpaHcnoKkaumn u Tpucomuun 21, 11923 u t(1;22)
(p13;913) aBnstoTcs Hambonee pacnpocTpaHeHHbIMKU op-
MamMu XPOMOCOMHbIX abeppaLni, COYETaHHbIMU C HEOHa-
TanbHbIM NENKO30M. ITU UMTOreHeTU4ecKMe aHoMasuu,
O6GHapyXEeHHbIE B TEMKEMUYECKHMX KIIETKaX HOBOPOXKAEHHbIX
W MNafeHuUEeB, SBHO OT/IMYAtOTCS OT TaKOBLIX Y AeTeN cTapLie-
ro Bo3pacrta M B3POCAbIX, 1 3TO MOXET YaCTUYHO OOGBACHUTb
YHUKabHble GMONOTMYECKME XapaKTEPUCTUKM 3abosieBaHUsA
B JaHHOM BO3pacTHoM rpynne [17-21].

YacTtota nopaxeHusa koxu npu OJ1 konebnetcs ot 15 go
60% y oeten nepBoOro roga *u3Hu, npu atom B 40-50% cny-
4YaeB [JaHHbIA CUMMTOM MOXET ObiTb MNEPBbIM NPOSBAEHUEM
CUCTEMHOrOo 3aboneBaHus [17, 22]. KoXKHble 3/IEMEHTbI Yallle
BCEro npeacraBfeHbl MAOTHBIMU MOABMMKHBIMU BUONETOBbI-
MU FeHepann30BaHHbIMKU NanynaMu Uan ysnamu agnaMeTpom
0o 1-2,5 cm, 4TO NpuaaeT UM CXOXKECTb C Arogamu YepHUKM.
Mogo6Hasa ApKas KIMHWYECKasl Mpe3eHTauus cTafa OCHO-
BaHMEM AN 06beauMHeHus 3Tux npusHakos B CHM [23].
CornacHo nuTepaTypHbIM AaHHbIM, KOXKHble NPOABAEHUS NP
CYM B pedKux cnydasix MMelT CKIOHHOCTb K CMOHTaHHOM
perpeccun npu OJT y aeten nepBoro roga *KM3Hu, HO TOUHbIN
MeXaHM3M JaHHOro ¢eHomMeHa noKa HeussecTeH [18, 19].
Y 6onblmnHcTBa 60/bHBIX OJ1 N0 Mepe NPOBEAEHNS CUCTEMHOWM
XMMUOTEPANUM NPOUCXOANT PEFPECC U KOXKHbIX MOPaXKEHU.

3AKJ/IIOMEHUE

OOHUM M3 MNepBbIX CUMMNTOMOB BPOXAEHHOro NenMKosa
MOTYT GblTb KOXHbl€ NPOSBAEHUS 3a601eBaHUs, YTO ANKTYET
HEO0BX0AMMOCTb MOBbILEHNST OHKONOTMYECKOW HACTOPOKEH-
HOCTW Cpeau [AepMaTtofioroB, HEOHATONOroB U MneavaTposB,
HabnoaaLWmMX AeTEN NepBOoro roga »n3Hu. NoHnmaHe BO3-
MOXHOCTU 3KCTpameaynnsipHblx npossneHnn OJT nomoxKeT
BKIOYNTb gaHHoe 3HO B anddepeHumanbHo-anarHocTmye-
CKUW psaa OepmaTtosiorMYyecKmMx MNaTonorni, CBOEBPEMEHHO
06paTnTb BHUMAHWE Ha U3MEHEHUS B O6LLEM aHaNn3e Kpo-
BM M COKPaTUTb AMArHOCTUYECKUI 3Tan, a B pe3ynbrate —
HayaTb crneundryecKoe MPOTUBOOMNYXONEBOE NEKapCTBEH-
HOe nevyeHne B ONTUMasibHO KOPOTKME CPOKM.

UWHO®OPMUPOBAHHOE COINIACUE

OT poauTenst naumeHTa Nosy4eHo NMcbMeHHoe MHGOPMUPO-
BaHHOe A06POBObHOE corflacue Ha Ny6nnMKauumio pesynbraTtoB
ero o6cnefoBaHus U edeHus (oata nognucanus: 16.08.2023).
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Patient’s parent has signed written voluntary informed
consent on publication of examination and treatment results
(signed on: 16.08.2023).
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O6ocHoBaHue. Ckiag4atasi naxvaepmus npeactaBiseT cob0m peakyo J06POKaYeCTBEHHYIO 4edOpMaLMI0 KOXKM roJ10Bhbl,
XapaKTepu3yIoLLYyIOCs Ype3MEepPHOH Npoanpepaumnen u rmneptTpopuen Koxu 1 noagKoXXHOM KaetdyaTku. B HacToswee Bpems
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CKOWH KapTWMHOM NaxmuaepMun, KOTOPOMY 6bl/10 BbIMOJHEHO XMPYPrMYECKOE MCCEYEHNE NAaTOOrMYECKMX TKAHEM KOXKM r0/10BbI.
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Hun. [Mpn aTOM natoreHHble BapuaHTbl B reHe NRAS He 6bisin BbisiB/ieHbl. 3aKar4eHne. [aHHbii cay4an JeMOHCTpUpyeT
CJIOXKHOCTb AnpdepeHLmnaibHON AMarHOCTUKM naxmaepmmmn, 4To 06yC/10BANMBaET HEOOX0AMMOCTb TLaTe/IbHOro 0bc¢ae[0Ba-
HUS NaLMEeHTOB, BK/OYas NPoBeAeHUe MoOPGOreHeTUHECKOro nccae10BaHms 06pa3L0B MopaxKeHHbIX TKaHeM.
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OBOCHOBAHME

Cknagyatass naxugepmusa Koxu ronoBbl  (CIKT,
paquidermia verticis gyrata, cutis verticis gyrata, “bulldog”
scalp syndrome) — pefKoe JOOGPOKaA4YeCTBEHHOE KOXHOEe
3abosieBaHMe, KOTOpPOe MNPOSIBASETCS MOCTENEHHbIM op-
MUPOBaHWEM M3BUTbLIX Ny6OKNX 6OPO3a Ha KOXKE rofioBbl,
HaMnoOMMHaIOLMX MO3rOBble N3BUINHDI [1].

MNepBoe ynoMuHaHWe 3aboneBaHns oTHocuTeA K 1837 T,
Korga ovMH M3 ocHOBaTenen ¢paHLy3CKOM AepmMaTofniornu
Han-Jlyn-Mapk Annbept (Jean Louis Marc Alibert) onucan
LepebprdOopMHbIN BMA CKanbNa WM aan emy Ha3BaHue cutis
sulcata [2]. bonee nogpo6Ho CIIKI npeactaBun Abenb
Po6epT (Abel Robert) B 1843 . Ha npumepe 18-neTHen
OEBYLIKW C MaHudecTaumen 3abonesaHus B 14 net [3].
Hdanee B 1893 r. T. McDowall onucan covetaHue CIIKI
C YMCTBEHHOW oTcTanoctbio [4]. A B 1907 r. YHHa (Paul Gerson
Unna) onucan Tpu HoBbIx cnydas CIKI n BBen o6uien3BecT-
HbIM B HacTosiLee BpeMs TepMUH — cutis verticis gyrata [5].

PacnpoctpaHeHHOCTb 3ab0/ieBaHUsA Cpeau MYMCKO-
ro HacefleHMs HECKOJIbKO Bblle W cocTaBnser 1 crnyyamn
Ha 1 M/IH, B TO BpeMs Kak cpeau *keHcKkoro nona CIKI BcTpe-

YyaeTcsa ¢ Yactoton 0,026 Ha 1 MAH [6]. BoisBNeHHble pas-
NYUA NOIBONUAN NPELNONOKUTL Hannyne X-cLeneHHoro
TMNa HacnefoBaHua [7], oAHAKO ybeauTeNbHbIX AaHHbIX
B MONb3Yy 3TOW rMMNOTE3bl Ha CEroAHAWHNA AEHb HET.

B 1953 r. Ha ocHOBaHuW 0630pa 275 cnydaes CIKT,
OMUCaHHbIX K TOMY MOMEHTYy B nuTepaType, S. Polan
n T. Butterworth Bblazenv“nn NEPBUYHYIO U BTOPUYHYIO Naxu-
nepmuto [8]. NosaHee, B 1984 r. J.M. Garden u J.K. Robinson
YyCOBEPLIEHCTBOBaANM W paclupuam KnaccubukaLluio
CIMKT [9], pasaenus nepBuyHyto CIMKI Ha n3on1MpoBaHHyo
1N CUMNTOMAaTUYECKYIO (CM. Tabnuuy).

Mogasnsiowee 60MbWKUHCTBO NepBuYHbIX dopm CIKI
HayMHaeT pas3BMBaTbCHA MNOC/AEe MNOSIOBOr0 CO3pPeBaHUS,
a noJsiHaa KIMHUYecKas KaptuHa dopmupyetcs K 20—30 ro-
fAam [10]. BpoxaeHHble ciy4yan BCTpevatoTes O4eHb peKo
M 0ObI4HO accoLMMpPOBaHbl C HacNeACTBEHHbIMU CUHA-
pomamu. Tak, Hanpumep, R. Bortone v coaBT., a TaKxe
M.C. Snyder n coaBT. OnucCbiBalOT COYETaHWE BPOXKAEH-
Hon CIKI ¢ cuHapomom TepHepa [11, 12], F. Larsen
n N. Birchall — coyetanue CIMKI ¢ cuHapomom HyHaH
y HOBOpPOXAEeHHOro ManbyunKka [13]. Cpean XKeHWnH nep-
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MMnepniasuna CoeanHUTENbHOM TKaHW COBCTBEHHO IepMbl U anuaepmuca
Ha GoHe NMMdOCcTasa U CTOMKOro paclunMpeHmnst IMMdaTUYECKUX COCyI0B,
MOMET Hab/0aTbCa HOPMasbHOE CTPOEHUE KOMKM
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Mpnumeyvanme. CMKI — cknagyatas naxuaepMus KOXu ronosbl.
Note. CVG (CIKI') — cutis verticis gyrata.
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in the NRAS gene were not revealed. Conclusion. This case demonstrates the complexity of differential diagnosis of pachydermia that
leads to careful examination of patients with morphogenetic studies of affected tissues samples.

Keywords: clinical case, cutis verticis gyrata, giant congenital melanocytic nevus, immunohistological study, Melan A, p16, NRAS

For citation: Belysheva Tatiana S., Zelenova Ekaterina E., Gassan Tatiana A., Ambarchyan Eduard T., Denieva Malika I., Vishnevskaya
Yana V., Nasedkina Tatiana V., Murashkin Nikolay N. Cutis Verticis Gyrata Differential Diagnosis: Clinical Case. Voprosy sovremennoi
pediatrii — Current Pediatrics. 2024;23(5):356—-362. (In Russ). doi: https://doi.org/10.15690/vsp.v23i5.2792



Clinical Observation

KnuHuyeckoe HaGnopeHue

BMYHaa dopma CIKI npeacraBneHa He 6onee Yyem 5 cny-
yasmu B nuTepartype [3, 13, 14].

BropuyHas CMKI BcTpeyaeTcsa B NONyAsLMK CPaBHUTENb-
HO 4acTo [8] M MOXeT 6blTb acCoLMMPOBaHa C HEBOUAHbLIMU
aHoManusaMK (MenaHoumuTapHble HEBYCbl, ramMapTOMbl, Hen-
podn6poMbl, GUG6POMBbI, LUAUHAPOMBI) U NMOPOKaMK pa3BU-
TUS KOXM rON0BbI (TMNOMATO3HbIE HEBYChI, HEBYCbI COEANHU-
TENbHOM TKaHM), @ TaKXe C BOCNauUTeNbHbIMKM AepMaTo3amMu
KOXMW ronoBbl (3K3ema, ncopuas u ap.). Kpome atoro, CIMKI
MOXET HabnoaaTbCs MNpuU NEepPBUYHOW TUNepTpodUYEeCKOm
ocTeoapTponatMmn (NaxuaepmonepuocTos) — HacneacTBeH-
HOM 3aboneBaHWK, aCCOLMMPOBAHHOM C MATOMEHHbIMU
BapuaHTamu B reHax HPGD (ayTOCOMHO-PELLeCCUBHbIN TUM
HacnegoBaHusa) n  SLCO2A1 (ayTOCOMHO-AOMMWHAHTHbIN
TMN HacnegoBaHus) [15, 16]. Ans aaHHoro 3aboneBaHWs
XapaKTepHO coYeTaHMe Naxnaepmuu, nepnocTosa, CMMNToMa
«6apabaHHbIX Nano4veK».

Kak npaBuno, anarHo3 CMKI MoXKeT 6bITb 3anofo3peH
nocne pgepmaTtofiormdyeckoro ocmotpa (puc. 1). Y 60nb-
WMHCTBA MaUMEHTOB MNaTofiorMyeckoe HoBOOGpa3oBaHWe
NIOKaNn3yeTcss B TEMEHHOM W 3aTblIOYHOM 06nacTax Wau
OTMeYaeTcsl ToTalbHOE BOBJ/IEYEHME KOXKM BOJIOCUCTOM
YyacTu ronoBbl. CKNagKM KOXKKW MsSrkue, ryéyatble, Npunoa-
HUMatowmecs Ha 1—2 cm, 06bIYHO PacnoNOKEHHbIE BAOSb
GPOHTOOKUMMUTaNBHON NMHKUK Y GOPMUPYIOLLME XapaKTep-
HbIH PUCYHOK, HANOMWHAILWMIA MO3rOBble M3BUAKUHLI [17].
B rny6buHe 60p0o3j 4acTo pa3BMBaOTCH MaLepaLms M IKC-

Puc. 1. BHelwHun Bua nauneHTta 18 net ¢ nepB1U4HoOM GopmMon

CIKT. KoXKHbl# naTonorMyeckuin npoLiecc oKannsyeTcs B TeMEHHOM

1 3aTblIOYHOM 06NACTAX, HaZ MOBEPXHOCTLIO CKIALOK OTMeYaeTcs
XapaKTepHOe pa3pexeHune BoNoc

Fig. 1. Appearance of 18-year-old patient with primary form of CVG.
Cutaneous pathological process is localized in parietal and occipital
areas, typical thinning hair can be noted above the folds surface
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MUcTouHuK: Benbiwesa T.C., 2023.
Source: Belysheva T.S., 2023.

cyAaums, COMpPOBOXAaeMble HEMPUATHLIM 3amnaxoM, a Haj
NMOBEPXHOCTbIO CKNAAOK MOXEeT GopMMpPOBaThLCS paspexe-
Hue Bonoc [18]. Mpu 3TOM, B OTIMYME OT CUHAPOMA BSSION
KOXMK, 6opo3abl B cnydae CIKI He pacnpaBnsaioTcs npu
HapaBnMBaHuu [19].

Mpu nopo3pennn Ha CMKI nauneHTy TpebyeTcs KOM-
nneKkcHoe o6cnegoBaHMe, BRIOYatolee B ce65 NepBUYHbIN
0CMOTP, c60p AaHHbIX CEMENHOro aHaMHesa, nabopaTopHble
(nccnegoBaHWe rOPMOHaNbHOro MPoduas, OCHOBHbLIX GMO-
XMMUYECKUX MOKa3aTeNien, MapKepoB BUPYCHbIX MHOEKLUI)
N MHCTPYMEHTaSbHbIE (PEHTrEHOrpadus CycTaBoB, KOMMbIO-
TepHas Tomorpadus U MarHUTHO-pe30HaHCHas ToMorpadpus
BHYTPEHHUX opraHoB) metoabl [14]. B psige cnyyvaeB angd
YTOYHEHUS AMArHo3a PeKOMEHA0BAHO BbINMOAHUTL GUMOMNCHLO
HOBOOGPA30BaHWM KOXKKM FON0BbI C NOCNEAYIOWMMHU FTMCTOSO-
TMYECKUMMU U UMMYHOTUCTOXMMUYECKUMU UCCNIEA0BaHUAMM.

B cBA3M ¢ pa3BUTUEM MOSIEKYNAPHO-TrEHETUYECKMX METO-
OB AMArHOCTUKM HEKOTOPbIM MauueHTaM MOXKET noTpeso-
BaTbcs [HK-uccnegosanue. TaKk, Hanpumep, KIMHUYECKas
KapTuHa Lepe6bpudopMHOro HeByCa CalbHbIX Xene3 04eHb
noxoxa Ha CIKI. OgHako B 3TOM c/ly4ae HeByC siBAseTcs
BPOMAEHHbIM, aCUMMETPUYHbLIM, B OCHOBHOM JIOKan1ayeTcs
B BWMCOYHOM 06/1aCTM M 4acTO acCoLMMpOBaH C comaTuye-
CKoW MyTauuen B reHe FGFR2 [20].

NeveHune naumeHToB ¢ nepsuyHon CIKI, Kak npaBuno,
3aK/Ilo4aeTca B rMrmeHn4eckon o6paboTke 60p0o3s C Lesbio
NPOPUNAKTUKU UMHPEKLMOHHBIX OCMOXHEHUN. TaKKe BO3-
MOHO XMPYPrM4eCKOe UCCeYeHMEe NMoparKeHHbIX TKaHewn [21].
Kpome 3Toro, nauMeHTbl AOMKHbI HAX0AMTbCS NoA AUHAMMU-
YeCKUM HabnogeHem y HeBponora, odTanbmosora u gep-
mMaTofiora € Lefnbio BbISBAEHUS COMYTCTBYIOLEW MaTONOMMK
APYrux OpraHoB W/WMn HacneacTBEHHbIX FTEHETUYECKMX CUH-
[POMOB B cfly4ae NepB1MYHON CUMMNTOMATUYECKOW GOPMbI.

Ons nauneHToB ¢ BTOpU4YHOM CMKI AONOAHUTENBHO
K BblllenepeyncneHHoMy TpebyeTcs nevyeHne OCHOBHOMO
3ab0neBaHus.

KAUHUYECKWUA NPUMEP

O nauueHTe

MauuneHTt B., 17 net. Co cnoB oTUa@, NaTONOrMYECKUE
N3MEHEHWUS KOXM BOJIOCUCTOM YaCTU rofioBbl M NMOSCHUYHOM
061acTi cnesa NPUCYTCTBOBANW C POXKAEHMS U yBENNYMBA-
SINCb MPONOPLMNOHANBLHO GUIMONOrMYECKOMY POCTY pebeH-
Ka. lMocne nyb6epTaTHOro neproga oTMeYvanuchb yBenmyeHme
HOBOOGpPa3oBaHUs B 06/1aCTU BONOCUCTOM YacTW rO/OBbI,
nosiBfieHne LepebprdopPMHOM CTPYKTYPbl, Y3NOBbIX 3NIEMEH-
TOB B npeaenax HoBooGpazoBaHusA (puc. 2A), 4TO cTano
noBOAOM Ans o6palleHUs K OHKOAepMaTosory.

®dusuKanbHaga AMarHocTuKa

Ha MOMEHT ocMOTpa Ha KoXe BOOCUCTON YacTu roJioBbI
B TEMEHHO-3aTbl/I0YHON 06nacTu cnpaBa onpegensnacb
OKpyrnas 6asKa TEMHO-CEepOoro uBeTa, ¢ uepebpndopMHON
NOBEPXHOCTbIO, AMameTpom Ao 10 cm. B npegenax HOBOOG-
pasoBaHWs BU3yann3npoBanncb eAnHUYHbIE y3/bl PO30BOro
M ceporo useta gvametpoM 4o 0,7 cm. Ha Koxe NosCHUYHOM
obnactu cneBa onpeaensisiocb NATHO TEMHO-KOPUYHEBOrO
LuBeTa, C YETKUMMU rpaHMLIaMK, HEMPaABWUIIbHbBIX O4epTaHuw,
nvameTpom okono 20 cm.

Mpn KoMnnekcHoM o6cneaoBaHUK NAToiorMmn Co CTOPO-
Hbl APYrMX OPraHOB U CUCTEM HE BbISIBNEHO.

MpeaBapuTeNbHbIA AUArHo3

BBuay BPOXKAEHHOrO XapakTepa HOBOOGpPa30BaHUSA
M AMHAMUKKU UBMEHEHM Gbln NPEAMNONOXKEH ANArHO3 BPOXK-
[EHHOro TUMraHTCKOro MefaHouuTapHoro Hesyca (BIMH)
KOYXW ronoBbl.



Puc. 2. BHewHuit BuA naumeHta: A — Ha MOMEHT o6pallieHus B Bo3pacTe 18 neT; b — Ha atane npuMeHeHUs TKaHeBbIX paclimMpuTenen

(aKcnaHaepoB); B — cocTosiHKe MOc/e XMPYPrUYecKoro iedeHns

Fig. 2. General appearance: A — admission at the age of 18 years; B — using tissue expanders; C — after surgical treatment
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McToyHuK: benbiwesa T.C., 2022.
Source: Belysheva T.S., 2022.

AnHamuKa n ucxopabl

C uenbto auddepeHumnanbHOM AMarHOCTUKK € naxuaep-
MUeN NauMeHTy 6blna BbIMONHEHA GMOMCKUA y4acTKa KOXMK
BOMOCWUCTOM 4acCTW TOMOBbI C MOCAEAYIOWMM FUCTONormye-
CKWUM 1ccneaoBaHueM.

MpY MUKPOCKOMMU B MOBEPXHOCTHbIX y4acTKax HOBOOG-
pa3oBaHMUa ONpeaensioTcs rHe3aHble CKOMIEHUS OAHOTUIM-
HbIX HEGO/bLUMX HEBOUAHbLIX KINETOK 6€3 MUTo308B (pnc. 3b).
B 6onee rny6oKux oTaenax PETUKYNSpHOM AepMbl, B TOM
yucne Mexay npuaaTkaMu KOXKM, OMyxofieBble KNETKU CTa-
HOBATCA Gonee KPynHbIMW, TEPSIOT THEe3[JHOe CTPOEeHUe,
OTMEeYaloTCs MX pacCesiHHbI pocT (puc. 3B) M npu3HaKku
Henputnzaumm (puc. 3IN). Beibyxalowmi y3enoK npeactaBneH
GU6pPO3NPOBAHHON COEAMHUTENBHON TKaHbIO C HEOOMbLIU-
MU cy63anuaepmMasnbHbIMU CKOMIEHUSIMU HEBOWAHBIX Kie-
TOK. Taknm 06pa3oM, HOBOOGPA30BaHUE KOXWU BONOCUCTOM
yacTu ronosbl 6bI10 pacueHeHo Kak BIMH ¢ gecmonna-
CTUYECKMM KOMMOHEHTOM. [1Ns NOATBEPXAEHWS AuarHosa
TaKXe 6blf0 BbIMNOJHEHO MMMYHOTMCTOXMMUYECKOE Uccre-
JoBaHMe. BbiiBneHa aKcnpeccus MenaHouWTapHbIX MapKe-
poB — Melan A (puc. 4A) u HMB45, poKanbHasi Mo3anyHas
aKcnpeccusa pl6 (puc. 4b), oTMevaeTca HU3Kas nponudepa-
TUBHas aKTMBHOCTb KiB7 (puc. 4B).

YuutbiBass pasmepbl M NoKanu3auuio obpas3oBaHus,
a TaKXKe Mo 3CTETUHECKUM COOBPaXKEHUSIM, B NOCIeayoWeM
GbINI0 NPOBELEHO XMPYPrMyecKkoe ucceyeHue B npepenax
3[00POBbIX TKAHEN C UCMONb30BAHWEM TEXHONOMMW IKCMNaH-
[IEPHOr0 pacTsaXeHUs TKaHew (puc. 2b). MepBbiM aTanom noj
KOXY BOJIOCMCTOW 4acTW FOMOBbl Ha MpUnexalux K obpa-
30BaHWIO 30HaX OblIM MMMAAHTMPOBAHbLI 2 CWUAMKOHOBbIX
3KcnaHaepa. Lenb gaHHOro BMellatenbcTBa — Mosyye-
HMEe Heo6X0aAMMON NnoLwaan opraHOTUNMYECKOW NMOKPOBHOM
TKaHW Ans nnactuku fedekta. MNocne atana TKaHEBOro
pacTsKeHUs NpoBeAeH BTOPOW 3Tamn XMPYPruyecKoro nevye-
HUS — uccevyeHne o6pas3oBaHMa € MNacTUKoM JedeKra
nepemelLleHHOM NOKPOBHOM TKaHblo (puc. 2B).

MpM MaKpOCKOMUKU MOBEPXHOCTb KOMHOMO JIOCKYyTa Ha
BCEM MPOTSKEHUU MUMEET MENIKO3EpPHUCTLIM BUA GneaHo-

KOPMYHEBOTO LiBETA. B LeHTpe nocKkyTa onpeaensieTcs ysen
pa3mepamn 0,8 X 0,7 X 0,5 cm cepoBaTo-6€KEBOrO LBETA
Ha paspes3ax, BblOyxaloWnn Haj MOBEPXHOCTbIO (MUKPO-
CKOMWYECKMI CPe3 Ha ManoM yBeWYEHWUM NPEeACTaB/eH Ha
puc. 3A). Tuctonornyeckoe wuccnefoBaHne COOTBETCTBYET
nepBMYHOMY OMMUCAHMUIO BUONCUUHOIO MaTepuana.

Puc. 3. [ncTonornyeckoe nccnegoBaHne obpasua ncceHeHHom

KOYXM rof10Bbl (OKpaLlMBaHWe reMaToKCUIMHOM-303MHOM):

A — y4aCTOK KOXM C BbIGYXatoLMM ONyXoneBbIM y3nom; b — rHesgHble
CKOMNEHWSI HEBOMAHbIX KNETOK; B — paccesiHHble HEBOUAHbIE KINEeTKH

B PETUKYNSPHOW AepMe Mexzay NpuaaTkaMu KoXu; [ — npusHaKku
HeWpuUTU3aLMK B rYGOKMX yHacTKax HOBOOGPa30BaHUs

Fig. 3. Histological study of excised scalp sample (hematoxylin-eosin
staining): A — skin area with protruding tumor node; B — nevoid
cells nests; C — diffuse nevoid cells in reticular dermis between
dermal appendages; D — signs of neurotization deeper in the lesion

B
McToyHuK: BuwHesckas 4.B., 2022.
Source: Vishnevskaya Ya.V., 2022.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 4. iIMMyHornctoxMMmyeckoe uccnefoBaHune obpasua Koxu ronoBbl (yBennyenme X 100): A — anddysHas akcnpeccusi Melan A B onyxoneBbix
KneTkax; b — mo3anyHas akcnpeccusa pl6 B onyxoneBbix KneTkax; B — Ki67 akcnpeccus B eAnHUYHBIX OMyX0neBbIX KNeTKax, BbipaxeHHas

3Kcnpeccusa B 6a3asbHOM Cfoe anuaepmuca

Fig. 4. Immunohistological study of scalp sample (X100): A — Melan A diffuse expression in tumor cells; B — p16 mosaic expression in tumor

cells; C — Ki67 expression in single tumor cells, pronounced expression in epidermis basal layer

~ A -, - -

McTouHuK: BuwHeBckas 9.B., 2022.
Source: Vishnevskaya Ya.V., 2022.

YuutbiBas accoumaumio BFTMH ¢ natoreHHbIMy BapuaHTta-
MU B reHe NRAS, 6b1/10 BbINOMIHEHO MOJIEKY/IAPHO-TEHETUYE-
cKoe uccnegoBaHue Ha nnatdopme NextSeq 2000 lllumina
METOOM MapHO-KOHLLEBOro 4teHma (2 x 150 n.o.) Ha oc-
HOBE METOAMKWM TMBPUAN3ALMOHHOIO CEeNeKTMBHOro 060-
raweHus ¢parmeHtamu HK ¢ vMcnonb3oBaHMeEM NaHenu
reHoB «MenaHoma». CNUCOK reHoB, BXOAALWMX B Uccneaye-
MYIO TapreTHyto naHenb: BRAF, LRP1B, TP53, TERT, FAT4,
GRIN2A, PTPRT, PTPRD, CDKN2A, PREX2, NF1, ROS1,
NRAS, KMT2C, NOTCH1, ERBB4, KDR, ARID2, FGFR3,
HRAS, ARID1A, HDAC9, PTEN, APC, PIK3CA, KIT, CTNNB1,
TET2, PDGFRB, ATRX, SETD2, TSC2, SF3B1, TSC1, MET,
GNAQ, PPP6C, RAC1, PDGFRA, SYK, BAP1, KRAS, NF2,
DDX3X, MAP2K2, GNA1, MITF, MAP2K1, CCND1. OaHaKo
naToreHHbIX BapMaHTOB B WCC/AEeQyeMbIX FeHaX, BKtoyas
NRAS, He o6Hapy»eHoO.

MporHo3s

YyutbiBas pagmkanoHoe yaaneHne BIMH, puck pa3suTtus
MeNlaHOMbI He NpeBbIWAaeT 06LWenonyasauMoHHOro. MauneHTy
PEKOMEH/0BAHO AMHAaMUYeCcKoe HabnoaeHue.

OBCYXAEHME

BpoxkAeHHbIM MenaHouWUTapHbIA HEBYC siBASieTCA A06pO-
Ka4yeCTBEHHbIM HOBOOOGpPa30BaHUEM KOXMK [22]. [MraHTCKUM
cyuTaloT HeBYC pa3dmepom oT 20 cM WM 3aHMMaloLWMIK aHa-
TOMUYECKyto obnacTb [23], Npy 3TOM NOTEHLMaN 3/0Kaye-
CTBEHHOCTU PE3KO yBennyiuBaetcs. [ BOIOCUCTOM 4acTu
rofioBbl y NaLMEHTOB AETCKOro M NoApoCTKOBOro Bo3pacTa
FTMraHTCKMM MPUHATO cYMTaTb HEBYC OT 5 cM B auameTpe.
Takke BIMH, KaK 1 B cny4yae Halwero nauueHTa, 06bl4HO
MPWUCYTCTBYET C POXKAEHUS U MOXET TpaHCcHOopMMpoBaThCS
C TEYEHMEM BPEMEHM C UBMEHEHMEM MUIMEHTALMM U pas-
BUTUEM BblIpaXKEHHOW AePOpMaLINUU KOXKM.

B 6onbwnHcTBE cnyvyaeB BIMH accounnpoBaHbl ¢ coma-
TMYeCKMMKU mMyTaumnsamun B reHe NRAS [24]. OgHaKo nocnea-
HWe uccnefoBaHWS AEMOHCTPUPYIOT HOBblE TEeHETUYECKUe

anbTepauunn. Tak, Hanpumep, B uccnegoBaHuun V. Martins
da Silva n coaBT. natoreHHble BapuaHTbl B reHe NRAS 6binu
ob6HapyXeHbl y 9 n3 21 nauueHTa, Mytauumn B reHax BRAF,
KRAS, PIK3CA 6binu BbisiBNEHbl N0 1 ciyyato Ha KaxKablvi reH,
fusion-myTaumm o6HapyXKeHbl y 2 U3 21 nauyueHTta, coyeTa-
HWEe MyTaLWn B HECKONbKMUX reHax — y 4 n3 21 nauueHTa.
Mpun atom B 3 U3 21 cny4yas MyTauuun He 6blin BbISBEHbI HA
B OAHOM U3 UccreayeMblx reHoB [25].

[Ons Hawero nauMeHTta Oblla UCNOb30BaHa LWKMPOKas
naHenb reHoB, OAHAKO NaToreHHbIX BapnaHTOB B Uccneaye-
MOM 06pa3ue He 6blI0 06HapYXeHO, YTO BBUAY BbllleCKa-
3aHHOro He UcKIto4aeT anarHo3 BIMH.

B oTanune oT NprMoGpPETEHHbLIX MENnaHOUMUTapHbIX HEBY-
coB, Mopdonornyeckaa KaptuHa BIMH xapaktepuayetcs
NMOBbILEHHbIM KOJIMYECTBOM MENaHOLUMUTOB B 6Gas3afibHOM
cnoe anuaepmMuca nNpy OTCYTCTBMM B COCOYKOBOM CloE Aep-
Mbl. TaKXe 4acTo OTMe4yaeTcs rHe3[HOe pacrnosioXKeHue
HEBOMAHbIX KNETOK BOKPYr NPUAATKOB KOXW. Mpu nposeje-
HUM UMMYHOTMCTOXMMMYECKOrO MCCNeAoBaHuUsl, KaK npaBu-
N0, 0GHapyKMBaOTCA NULWb €ANHUYHbIE HEBOUAHbLIE KIETKM
C NMONOXMTENbHOW aKcnpeccuen Kib67, 4To NnoaATBEPKAAET MX
HU3KWIW NOTeHUMan npoandepauunm [26].

B Hawem KIMHMYEeCKOM HabnogeHun pesynbtar Mop-
$OoNorMyecKoro MccneaoBaHUsl MOSHOCTbIO COOTBETCTBYET
BI'MH: rHe3gHble cKonAeHnsa OAHOTUMHbIX HEOGObLIMX HEBO-
MOHbIX KNETOK 6e3 MWTO30B, MOJIOKUTENbHAA 3KCNpeccus
Melan A n HMB45, dokanbHasa Mo3anyHas akcnpeccus plo,
HU3Kasa nponndepaTMBHasa akTMBHOCTb KiG7.

HecmoTps Ha U3BECTHbIE KPUTEPUN AMATHOCTUKM, B paae
CNy4aeB YCTaHOBNEHWE AMarHo3a NpeAcTaBAseT onpeaeneH-
Hyt0 TpyAHOCTb. Tak, Hanpumep, M.E. Cullom 1 coaBT. np1BO-
a1 onncaHue 20-NeTHEro Myx4uHbl ¢ KMHUKow CIKI [27],
0[JHAKO, KaK W B HalwleMm HabnwogeHuu, nocne goobenenoBa-
HUA 6b11 BepuduumnpoBaH BIMH.

OnddepeHumanbHaa AMarHoCTMKa B 3TOM Cllydyae Kpaw-
He BaXkHa, NnockonbKy BIMH accouunpoBaH ¢ NoBbIWEHHbLIM
PUCKOM pa3BuUTUS MenaHoMmbl — 3-11% [28, 29]. Npuyem



nokanusdauus BIMH Ha Koxe rofioBbl MOXET CONPOBOXKAaTb-
CSl HEMPOKOMXKHbIM MenaHO30M WM 3HAYUTENIbHO MOBbIWAET
PUCK MenaHOMbl MeHWHreanbHbix o6onoyeKk [30]. B cBasu
C 3TUM TaKTUKa BeaeHuns nauuneHTos ¢ CMKI 1 BIMH npuH-
unnuanbHo otnunyvaetca. B cnydyae CIKI xupypruyeckoe
NleYyeHne NoKasaHo C Liefibio 3CTETUHECKON KOppEeKL MK, npu
BIMH BofocucTon 4acTu ronoBbl MaLMEHTbl HYXAalTCH
B MOXW3HEHHOM AMHAMWYECKOM KOHTPO/IE AEPMATOOHKONO-
ra, HeBposiora, odpTanbMosiora, a XMpypruyeckoe neveHue,
Nno laHHbIM NUTEPaTYPbl, CNOCOGHO HECKONIbKO CHU3UTb PUCK
ManurHm3auuu B npegenax HosoobpasoBaHua [29, 30].

3AK/TIOMEHUE

HecmoTps Ha XxapaKTepHy KIMHU4YecKyto KapTuHy CIIKT,
nauveHTam pPeKoMeHJ0BaHO KOMMIeKCcHoe obcneaoBaHue,
NMOCKOJIbKY ANs psifa KOXXHbIX 3abofeBaHui ONUcaHbl aTu-
NMUYHbIE MNPOSIBNEHUS, HanoMuHatowme 60po3abl U U3BU-
JNIMHbI. PasnunyHbIiM NPOrHO3 W MOAXOAbl K Jie4eHuto obyc-
NI0BAMBalOT HEO6XO0AMMOCTb CBOEBPEMEHHOW MOCTAaHOBKM
NpaBWAbHOrO AMarHo3a.

WHO®OPMUPOBAHHOE COINIACUE

OT nauuMeHTa Mnony4eHO MUCbMEHHOE WHGOPMUPOBAH-
HOe [06pOoBOJIbHOE cornacue Ha NybnMKauuilo OnucaHus
KNMHWYECKOro cnyyaa u ¢otorpaduin (gata noanucaHus:
17.06.2022).
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0O60cHoBaHHue. ATonu4eckuii gepmatut (AT[) — XPOHUYECKOoe BoCrannuTeslbHoe 3a601eBaHNe KOXM, KIMHUYECKMMU MPO-
ABJIEHNSIMM KOTOPOTrO SIB/ISIOTCS 9K3E€MATO3HbIE MopaxeHus v 3ya. OfHa U3 KIMHUYECKMX popM 3a60/1eBaHUs — Naf0HHO-
rofjolBeHHas aK3ema. BBuay BoBaeyeHmss GyHKLUMOHAIbHO 3HAYUMBbIX 30H, TAMECTU CUMITOMOB, C/0OXHOCTH [JOCTUXKEHUS
pemuccun 3a601eBaHMe 3HaYMMO HapyLIAeT KayecTBO KU3HM MaLMEeHTOB, a MOTOMY SBJISIETCS aKTya/lbHONH M HepelleHHOH
Mpo61eMol B IETCKOM AepmaTtosoriu. OnucaHue KIMHUYECKOro cjy4das. B ctatee npejctaBieHa cepmsi KIMHUYECKUX Cy-
yaeB naumneHToB ¢ AT/l ¢ BoBe4YEeHUEM NafloHelN M MOoAOLWB, MPOAEMOHCTPMPOBABLUMX M00XMTE/bHbIA pe3ynbTaT Ha poHe
JIeYEHUSI F@HHO-UHXEHEPHbIM BMOJIOMMYECKMM NpernapaTom Aynuaymao. 3akadyeHue. IK3emMa 1a[0Hel U MoJoLB KaK 0Ha
13 popm AT/] B KIIMHUYECKOM NPaKTUKe AepMaToJIora TSXesI0 MoAAaeTcsl TONUYECKOM Tepanum, a UCrosib30BaHUe CUCTEMHbIX
BapMUaHTOB JIEYEHUS] HE TOJIbKO OrPaHUYEeHO K MPUMEHEHMIO B IETCKOM BO3PacTe, HO U He IBSETCS J0CTaTO4YHO 3¢ PEeKTUB-
HbIM. HazHa4YeHue reHHO-UHXEeHEepPHOro 6MoIOrMYECcKoro npenapara Aynuaymab npeactaBaseTcs o4HUM U3 3PPEeKTUBHBIX
MEeTO/10B JIe4eHMsl JAHHOIO COCTOSIHMS Y TaKMX MaLMeHTOB.

KnioueBble cnoBa: 1€TH1, aTONMYECKUI JepPMATUT, IK3eMa NaJoHel 1 MOoAOoLLB, AMarHoCTUKa, NedeHune, aynuiymat

Ansa untupoBaHms: MypawkuH H.H., Onpatun J1.A., Maenosa E.C., Ennwes P.B., MatepukunH A.W., UBaHoB PA., JleoHoBa M.A,,
denopos [1.B., CaBenoa A.A. 3pdeKTMBHOCTb Aynunymaba npu nagoHHO-NOAOWBEHHON 3K3eMe Yy AeTei. Bonpock! coBpe-
MeHHo# negmnatpmmn. 2024;23(5):363-369. doi: https://doi.org/10.15690/vsp.v23i5.2803

OBOCHOBAHME KayeCTBO XWM3HU pebeHKa U ero CembW, HeraTuBHO BNUSAET
MopaxeHne nagoHer 1 NoAOLWB SABASETCS PacnpPOCTPAHEH- Ha NCMXOCOLMabHYIO COCTABNSIOLLYIO €0 Pa3BUTUS. TAXeCTb
HbIM MPOSIB/IEHWMEM aTonMyeckoro agepmatuta (AT[) y geten, 3aboneBaHns obycnoBMBaeT 4YacToTy obpaliaemMocTu 3a

npu 3ToM Gonee YacTo OTMEYaeTcsl BOB/IEYEHHOCTb KUCTEW MEAMLIMHCKOM MOMOLLbIO, HETPYAOCMOCOBHOCTb, B TOM YuUCe
(XpoHMYECKas 3K3emMa KWUCTEW), YTO 3HAYUTENIbHO CHUMKaET poauTens, HeraTMBHYIO CaMOOLIEHKY pebeHKa v ap. [1-3].
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Dupilumab Efficacy in Children with Palmoplantar Eczema

Background. Atopic dermatitis (AD) is a chronic inflammatory skin disease with such clinical manifestations as eczematous lesions
and itching. One of its clinical forms is palmoplantar eczema. It is urgent and unresolved issue in pediatric dermatology as this disease
significantly affect the patients’ quality of life due to involvement of functionally significant areas, symptoms severity, difficult induction
of remission. Clinical case description. This article presents case series of patients with AD involving palms and soles who have shown
positive results to the treatment with genetically engineered biologic drug — dupilumab. Conclusion. Palmoplantar eczema, as one of
the forms of AD, hardly responds to topical therapy in clinical practice of dermatologist. Moreover, systemic treatment is not only limited
in pediatrics, but also is not effective enough. Prescription of the genetically engineered biologic drug, dupilumab, seems to be one of
the effective methods for management of this disease in these patients.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

3THoNOrMs aK3eMbl KUCTEN CNOXKHas, MynbTUdaKTopHas
M 3a4acTylo 3aBUCUT OT COCTOSIHUS GapbepHOM GYHKLMK
Koxun. N3BecTHO, 4To 59% cnyyaeB pa3BUTUA IK3EMbI
KUCTEN MOXHO 0OBACHUTb 9K30rEeHHbIMKU GaKTopamu, Toraa
Kak 41% o6bsicHaeTca 3HAoreHHbimMu [4]. Tlpu Hapyuwe-
HUKU KOXKHOro 6apbepa OTMEeYaeTcs ero noBblWeHHas npo-
HULAEMOCTb, YTO CO3JaeT YCNoBWMS ANS MPOHWKHOBEHUS
annepreHos u pasgpaxutenen. lNpu AT[ Habnwogaetcs
HapylleHne KOXHoro 6apbepa, B CBS3M C YeM 3TO 3abo-
neBaHue saBnseTcsd GaKTopomM pUCKa pPa3BUTUS IK3EMbI.
MaumeHTbl ¢ AT, ¢ MyTauusamu reHa dunarrpuHa oco6eHHo
noABepPXKeHbl 3TOMY pUCKY [D5]. OaHaKo cneayeT OTMETUTD,
4yTO MyTauusa reHa éwunarrpuHa 6e3 conytcTByowero At
He MPUMBOAMT K 3HAYMMOMY MOBLIWEHUIO PUCKA 3IK3EMbI
nagoHew [6, 7].

KnuMHUYecKne nposiBAEHUS KOXKHOMO MaToNorM4yecKoro
npouecca B 06nactv nagoHen n nogows npu AT y geten
BapuabenbHbl. B 3aBMCUMMOCTH OT Bo3pacTa 1 cTaamm 3abo-
NleBaHUA B KIMHUMYECKON KapTuHE MOryT npeobnagatb npwu-
3HaKW ANCTUOPOTUYECKOW U/UNN TUNOTUYECKOW SK3EMbI [B].
3ayacTylo 3TM COCTOSIHMS MOTyT CMEHATb ApYr Apyra M6o
COCYLLEeCTBOBaTb OAHOBPEMEHHO Ha Pa3fMYHbIX ydacTKax
KOXXW B YKa3aHHbIX aHaTOMMUYECKMX obnactsax [7].

Kpome Toro, ana AeTcKoro Bo3pacTta HepeaKknuMu SBAs-
OTCA HYMYNSIPHbIE MOPaXKEHMS, a TaKKe IK3ema KOHYMKOB
nanbLeB, XapaKTepuayowmecs TOPNMAHOCTbIO K MPOBOAK-
MOMY fieqeHuio [7].

B HacTosiliee BpeMs 06LENPUHATON COBPEMEHHOM Knac-
cudUKaLmMK 3K3eMbl KUCTEN M cTON HET. BmecTte ¢ Tem, 3acny-
MBaAET BHUMaHUS KnacCUPUKaLWs, NPeasioKeHHas B PyKo-
BoAcTBe EBponencKoro obuiectBa KOHTAKTHOIMO AepmaTuta,
B COOTBETCTBMM C KOTOPOK BbIAENSAOTCA ABa TMMNa 9K3EM: 9K30-
reHHasl M aHAoreHHas [8]. IK30reHHble TUMbl 3K3EM BKJIOHaOT
B ce6a UPPUTAHTHbLIA KOHTAKTHbIK AepMaTuT, annepruieckuni
KOHTaKTHbIM AepmaTuT, GENKOBbIM KOHTaKTHbIM aepmaTut /
KOHTaKTHYIO KpanuBHULY. SHAOrEHHbIE TUMbl — aTOMUYECKY!HO,
rMNEePKePaToTUYECKYID, OCTPYIO PELMANBUPYIOLLYIO BE3WKY-
NIAPHYIO0, M3BECTHYD POCCUMCKOM LUKOME AepMaTosiorMn Kak
«aucrnapoTnyecKas» aksema (cm. Tabnuuy) [5].

OnddepeHymanbHas [OUaArHOCTUKa Mexay OCTpou
N XPOHMYECKOM 3IK3EMOMN OCHOBbIBAETCH Ha ANUTENIbHOCTU
TeyeHnsa (MeHee 3 Mec) U YacToTe peuMamBoB (oAWH pa3l
B roa u pexe) [8].

OK30reHHble NOATUMbI CBA3aHbl C GbITOBBIMU MW MPO-
deccroHanbHbIMKU BO3OENCTBUAMU UM UX KOMOWHaLMEN.
TaK, Ans MPPUTAHTHOM 3K3eMbl XapaKTepHa CBfA3b C pery-
NSIPHBIM KOHT@KTOM C Bfaron, NpoAykTamu MUTaHus, mac-
laMy U MexaHMYeCcKMM BO3aencTBueM. [ing annepruyeckon
(noaTBEpXAaeTCA MONOKMUTENbHLIMKU NaTy-TeCTaMu) — MNpo-
deccroHanbHoe 1M 6bITOBOE BO3AENCTBME GMOLMAOB, apo-
MaTM3aTopOoB, PE3MHOBbLIX A00aBOK, 3MOKCUAHOM CMObI,
HUKensa. BenKkoBbI KOHTaKTHbIM AepMaTUT NpoBOLMpyeTCH
BO3AENCTBMEM HaTypasibHOro Kay4yKOBOro faTeKca, nuuie-
BbIX NpoayKToB [9, 10].

ATOonMYyecKas 3K3emMa KUCTeNM BO3HMKaeT Yy MnauneHToB
C CyWECTBYIOWWUM UK NepeHeceHHbiM paHee AT[. [daHHas

Ta6nuua. Knaccudumkaumsa ak3embl KUCTEN
Table. Classification of palms eczema

®  VPPUTAHTHbIA KOHTAKTHbIN AepMaTuT

® annepruyeckui KOHTaKTHbIN AepMaTuT

®  OeNKOBbIM KOHTAKTHbIW AepMaTtuT /
KOHTaKTHas KpanueBHuLa

OK30reHHble

® 3K3eMa KucTewn
OHAOreHHble ® runepkepaToTMyecKas
® OCTpas peuuanMBupyroLas Be3nKynapHas

rpynna nauveHToB MMEET MOBbIWEHHbIN PUCK ee pas3Bu-
TMS, B TOM 4YMCIE U LA C MyTauusamMu reHa dunarrpuHa.
[aHHbIM NOATUN MOXKET 6blTb M30JMPOBAHHBLIM MK COYe-
TaTbCs C MPPUTAHTHbLIM, anNepruyecknM M UHTEPNPETUpY-
€TCs KaK 9K3eMma, Bbl3BaHHas HapyweHnem 6apbepHOoMn
QYHKLUMK, CBA3AHHBLIM C aTOMMYECKMM 3a001eBaHUEM KOXM.
ATonunyeckas aK3eMa HayuMHaeTcs B paHHEM AETCKOM BO3-
pacTte, U cpeaHui BO3PacCT MNaLMEHTOB 3HAYUTENbHO HUXKE,
yem ansa gpyrux noatunos [8]. MnepKepaToTMyecKas aK3e-
Ma npeactaBnser cobon orpaHUYEHHbIN rMNepKkepaToTnye-
CKUIW gepMaTtuT nagoHen [11], 4acTo ¢ TpelumHamu, Ho 6e3
Be3KKyn [12]. JaHHbIK NOATUN Yallle COYEeTaeTCs C 3K3eMOm
Ha cTtonax [13]. lMoaTnn OCTpOW peuuaMBUPYIOLLEN BE3U-
KyNSIPHOW 3K3eMbl Ha3blBaeTC TakXKe NoMAOOMKCOM, Wn
ONCTMOPOTUYECKOM 3K3EeMOW, OHAKO B HacToslllee Bpems
B MMPOBOW N1TEpaType NPoCieXXMBaETCs TEHAEHLMS OTKa3a
OT TakKoW TEPMWUHONOMMKU. ITO peumamBupylollas dK3ema
C BE3UKYNSAPHbIMKU 3fieMeHTamMu, gnauiasaca 2—3 Heq, 6e3
COOTBETCTBYIOLLEN KOHTAKTHOMW anneprum n 6e3 04eBUAHOro
pasgpaxkuTens, KOTopbli Mor 6bl ee Bbi3BaThb. Cneagyet oTme-
TUTb, YTO MWKO3 Ha Tene W anneprus Ha nblaeBblX Knewemn
06CYyKAaloTCa KaK BO3MOXHble MpoBoLupylolmne daKTopbl
ONCrMapoTUYECKOM aK3embl [14, 15].

JK3eMa KUCTEN YacTO COMPOBOXAAETCA IK3EeMOW CTon.
lNonepeyHoe uccnegoBaHue, BKAYalolWee MNauMeHToB
C 3K3eMOM KUCTEeNM M3 [OEBATU pPa3/IMyHbIX €BPOMNENCKUX
CTpaH, nokasano, 4to y 29% nauueHToB 6blia COMyTCTBY-
IoWas 3K3emMa Ha cTtonax — C caMOM BbICOKOW 4YacTOTOM
y NauMEHTOB C AMArHO30M «[UMEepPKePaToTUHECKUA NoaTvn
3K3eMbl» [13]. OgHako y 18% nauneHToB ¢ AMarHo30M «pas-
Opa<aloWKnim KOHTaKTHbIM AepMaTuT» TaKKe Oblna 9K3emMa Ha
HOrax, Y4To yKa3blBaeT Ha TO, YTO COBMECTHOE BO3HWKHOBE-
HWe aepMaTtuTa KUCTEN 1 CTOM He OrpaHUYNBaETCs SHAOrEH-
HbIMW NoATMNamu [5].

JlajoHHO-NOAOWBEHHAA 3K3emMa JIerkoro TeyeHus
06bI4HO XOPOLWO MNOoAAAaeTCs NEYEHUIO IMONEHTaMK, a TakK-
YK€ MECTHbIMWU [JIIOKOKOPTUKOMAAMM PasinM4yHOM CTeNeHU
AKTUBHOCTU W MHIMBUTOpPamMu KanbuuHeBpuHa. OagHaKo
Npu CpeaHeTSKEeNon u Taxenon dopmax 3aboneBaHus
TAKoro Ne4YeHuss MOXKeT OblTb HeJoCTaTo4yHO. B nogo6HbIX
ciydyasx nokasaHa cucTeMHas Tepanusi, apceHan KoTopom
OOCTaTO4YHO Mas. TaK, BbICOKY 3ODEKTUBHOCTb NpU eye-
HUW NagOHHO-NOAOLWBEHHOM 3K3EMbl B MMPOBOM NpPaKTUKe
noKasas CUCTEMHbIN PEeTUHOUA aNUTPETUHOWMH, OCOBEHHO
TUNoTn4yeckon dopmbl 3aboneBaHusl, ogHako B Poccuu
3TOT npenapaTt He 3apeructpupoBaH [16, 17]. TakKe cne-
AyeT MOMHWTb, YTO CUCTEMHblE PETMHOWALI MOryT MPUBO-
OWTb K NpeXAeBpeMEHHOMY 3aKpbITUIO 30H POCTa KOCTEW,
4YTO OrpaHM4yMBaET UX MPUMEHEHWE B AETCKOM MpPaKTUKe,
a TaKxe y 6epeMeHHbIXx M B nepuod naktauuun. Kpome
TOro, Ha3Ha4as npenapar AeBOYKaM-MoAPOCTKaM, cneayet
y4YuTbiBaTb €ro TepatoreHHoe aevcreue. [pyrum BapuaH-
TOM CUCTEMHOW Tepanuu nagoHHO-NOAOLWBEHHON 3K3EMbI
MOXKET ObITb LMKAOCMOPUH, OAHAKO B CBA3M C HaiU4u-
eM noTeHuMasnbHbiX NO60YHbIX 3PPEKTOB (apTepunanbHas
rmnepTeH3ns, HedpPOTOKCUYHOCTb, HEOMa3nn) OH He pPeKo-
MeHAyeTCs K MPUMEHEHUIO Yy aeTen. Kak M UMKIOCMOPUH,
K NPUMEHEHUIO Yy AeTEN HE PEKOMEHAYIOTCS MeToTpeKcaT
M azatmonpuH [18].

Ha npeactaBneHHOM OnbITe 6bII0 OTMEYEHO, YTO OAHUM
M3 COBPEMEHHbIX CPEACTB, AEMOHCTPUPYIOLWNX 3DDEKTUB-
HOCTb MPU XPOHUYECKOM dOopMe ISHAOrEHHbIX MOATMNOB
NajOHHO-MOAOWBEHHON 3K3eMbl, ABASeTCA Aynuaymab.
Oynunymab npeactaBnser cobon 4enoBeYeCKOe MOHOKIIO-
HaNbHOE aHTUTENO, CEIEKTUBHO CBSA3bIBAIOLLEECS C a-LIEMbIO
peuentopa uHTepnenkuHa (IL) 4, wnHrubupywouwee IL-4
M IL-13 — uMTOKMHbI Th2 BOCNanuTeNbHbIX PeaKkLni, nexa-



LWMX B OCHOBe nartoreHe3a AT[ W NagOHHO-MOAOWBEHHOM
3K3eMmbl [19]. B HacTOAWMMN MOMEHT CyLLECTBYIOT psig Mpo-
CMEKTUBHbIX U PETPOCMNEKTUBHBLIX WMCCNeAOBaHUMM U cepui
KJIMHUYECKUX cnydaeB adPeKTUBHOCTK aynuaymaba y B3poc-
NbIX NALMEHTOB C TaA0HHO-NOAOLWBEHHOM 3K3eMon [20-22].

BmecTe ¢ TeM, AaHHble 06 adPeKTUBHOCTM aynuiaymaba
y AeTeN Npu 3TOM COCTOSIHUM CKYAHbI.

B npeactaBneHHON CEpPUN KIIMHUYECKMX Cly4aeB OMnuUChl-
BaeTca adPEeKTUBHOCTb Aynuaymaba y aeten ¢ AT/, y KoTo-
pbIX MO0 KIMHUYECKas KapTuHa 3aboneBaHus COMpoBO-
OaeTcs BOB/MIEYEHNEM B NATONIOMMYECKUM NPOLIECC KUCTEWN
W cTOonM, NGO C TeYEHMEM BpeMeHU 3aboneBaHue TpaHchop-
MUpOBanocb B GopMy C MPEUMYLLECTBEHHbLIM MOParKEHUEM
nagoHen 1 NoaoLB.

KNUHUYECKUA NPUMEP N¢ 1

O nauueHTe

Manbuuk XK., Bnepsbie noctynun B8 HUN getckon aepma-
Tonorun ®ray «HMHL, 3gopoBba aeten» MuHaapasa Poccumn
B Bo3pacTe 13 neT ¢ KanobaMu Ha BbICbIMaHUSA Ha Koxe
najoHen W MoAolB, COMPOBOXAAKOWMECH BblparKEHHOM
60/1€3HEHHOCTbIO M 3YA0M, a TaKKe Ha CYXOCTb KOXM.

Co cnoB MaMbl, Manb4uK ctpagaet At ¢ 3 net. Bbl-
CbliNaHWs Ha NafoHAX W MNOAOLWBax MOSBUAUCH BMNepBble
B Bo3pacTe 8 net. 06patunmcb 3a MeAMLMHCKOM NOMOLLbIO
K AepmaTonory, noctaBieH AWarHo3 «ncopuas», HasHave-
Ha MecTHas Tepanus Ma3sblo GeTameTas3oHa MponuoHa-
Ta — C HeAO0CTAaTOYHOM MONOXKUTENbHOM AMHAMUKON B BUAE
CcoXpaHeHus BbiCbiNaHui. B Bo3pacTe 12 neT nauueHTy no
MECTy ¥uTenbcTBa Oblla NpoBedeHa 6uoncua ¢ nocneny-
oMM NaToMOopdONOrMYECKUM UCCNedoBaHUEM, KOTOpoe
BbIIBU10 MPU3HAKKU XPOHUYECKOMN 3K3eMbl. B nevyeHunu npu-
MEHSANNCb TOMWYECKME [IOKOKOPTUKOUAHbBIE MpenapaTsl,
WHIMOUTOPbI KanbLUWMHEBPUHA, 3MONEHTbl — 6€3 3Hauyu-
MOW AUMHAMWKK. MauuneHT HanpaBneH Ha nevyeHne B GrAY
«HMMWL, 3popoBbsa geten» ang onpeaeneHns TakTMKKU asb-
Henwero BegeHus.

dusuKkanbHaa AMarHocTMka

KOXHbI NaTONIOrMYECKMM NpoLecc WMMen OorpaHu-
YEeHHbIK XapaKTep, NOKanM30BajiCa Ha KOXe safoHen
1 nogows, 66l NpeacTaBAEH 3PUTEMATO3HO-CKBAMO3HbIMM
WHOUNBbTPATUBHbIMU BASILIKAMKU C TNyGOKUMWU TpPELMHaMK,
NMOKPbLITBIMKU FeMopparMiecKUMmn KOopKamu. XapaKTepHa
rMNEepPMHENHOCTb NagoHen. Koxa ¢ yMepeHHOM CyxoCTblo,

B KyOGMTalbHbIX M MOAKOMEHHbLIX fMKax BW3yaln3uUpyroT-
Cc apuTeMaTo3HO-nanyse3Hble 3eMeHTbl. Cy6GbeKTUBHO
oTMeYyanucb 60MIe3HEHHOCTb B 06M1acTv TpeLlWuH, 3ya
KOXMu (puc. 1).

JTaGopaTopHble uccnegoBaHus

O6uwum aHaianu3 KpoBM: MOBblIWEHWEe 303UMHODUIOB
0,89 X 109(7,2 %).

buoxnmmyeckui aHain3 KpPOBMU: B KPOBM MOBbILEHME
ypoBHs obuero IgE — 780 Ea/mn (Hopma < 200 Ea/mn).

KnauHndeckmn aHaan3 mMoyu: 6e3 naToSIoOrMYEeCKUX
U3MEHEHUN.

YnbTpa3ByKoBoe UCCe[oBaHUE OpraHoB OpPIOLWHOM
110/710CTH: 6€3 3HAaYUMbIX OTK/IOHEHWUN.

MauneHT KOHCYNbTMPOBAH 3HAOKPMHOMOIOM MO MOBO-
[y NOBbIWEHHON Macchbl Tena — 98 Kr npu pocte 167 cwm,
BbICTaBMIEH [AMArHO3 «3K30rEeHHO-KOHCTUTYLMOHaNbHOE
OXMPEHUE».

MpepBapUTenbHbIA AUArHO3
ATONMYECKMIM aepMaTtuT, nogpoctkoBasa dopma, cpegHe-
TAXKenoe TeveHue. JlagoHHO-NoAOWBEHHAs 9K3eMa.

AnHamuKa u ucxopabl

Bo Bpems cTauMoHapHOro NedyeHus nauneHT nosyyan
3MOJIEHTbI, BbICOKOAKTUBHbIE TOMUYECKUE TMIOKOKOPTUKOU -
Hble npenaparthbl, IOKaNbHYO Y3KOMOJIOCHYID doToTepanuto
311 HMm. Ha ¢poHe neyeHns oTmevanacb ymepeHHas NoJI0Ku-
TenbHasa AMHAaMWKa, BMECTE C TeM, COXPaHAIUCh MHDUNbTPA-
uns 6nsLWeK, TPeLmHbI.

B cBA3K € TAXKECTbIO TEYEHUS KOXKHOIO npoLecca 1 Top-
NMUAHOCTbIO K MPOBOANUMOMY NIEHEHUIO BbINO MPUHATO pelle-
HMe 06 WHUUMALWMK FEeHHO-UHXKEHEPHOW OGWONOrMyYecKon
Tepanuu npenapaTom aynuaymaé B WHULMUPYIOLWEN [03MK-
poBke 600 mr ¢ nocneayrowmnm BeegeHnem 300 mr 1 pas
B 2 Hefd, NOAKOMHO.

Ha ¢oHe npoBogumMon Tepanuun B TedeHue 4 mMec yaa-
NI0Cb AOCTUTHYTb perpecca BbicbiNaHuh (puc. 2). OueHKa
KOXXHOro npouecca npoBoaunacb Mpu MOMOLWN MHAEK-
ca TsKecTu 3K3eMbl nagoHen (Hand Eczema Severity
Index; HECSI). 3a nepuoa HabnaeHUs MHAEKC CHWU3WACH
¢ 175 po O.

MporHos
[MporHo3 6naronpuUsATHbIN.

Puc. 1. MaumneHT XK., 13 net. KoxHbIV NAaTONOrM4eCKMIn NPOLLEeCC OrpaHMYeH KoXen nagoHeil 1 noJoLwBs (onucaHue B TEKCTE)
Fig. 1. Patient Zh., 13 years old. Skin pathological process is limited to the skin of palms and soles (described in the text)

McToyHmK: MypalukuH H.H., 2023.
Source: Murashkin N.N., 2023.

CURRENT PEDIATRICS /2024 / V.23 /N2 5

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2024 / TOM 23 / N2 5



g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 2. MauuneHT XK., 13 net. Perpecc BbicbiNnaHuit Ha doHe Tepanuu agynuiymabom. OueHka adpheKTUBHOCTU Yepes 6 mec
Fig. 2. Patient Zh., 13 years old. Rash regression on dupilumab therapy. Efficacy evaluation after 6 months

McTouHumK: MypalwukuH H.H., 2023.
Source: Murashkin N.N., 2023.

KAMHUYECKWUIA NPUMEP N2 2

O nauueHTe

Manbuuk K., 6 net. boneet At/] ¢ 6 mec. OKono roaa Hasag
cTanu GECNOKOUTb PELIMAMBUPYIOLLME BbICHINAHWUS Ha NafoHSX.
B neyeHun B Te4eHWe ANUTENBHOIO BPEMEHWU NPUMEHSNN Knobe-
Ta30/1, C NONOXKUTENTbHON IMHAMUKOW, OAHAKO B Te4yeHne 5—7 aHen
nocne oTMEHbl HacTynasno 060CTPEHNE KOXKHOro npouecca.

®dusuKanbHaga AMarHocTUKa

KOXXHbIM naTo/fiorMyeckui npouecc 6bi1 npeacTaBfeH
nopaeHWeM B BWE 3PUTEMATO3HbIX NHATEH C BE3MKyNa-
MU M MNyCTylaMU Ha KOXXe 06eunx NnafoHew, C LWenylweHnem
Ha MOBEPXHOCTH, TPELWIMH C reMopparM4ecKMMn KopKamu
Ha MoBepxHOCTU. CyOGbEKTUBHO OTMeYanucCb 3yA JlajoHewn,
60M1€e3HEHHOCTb B MeCTax TpelmH (puc. 3).

JlaGopaTopHble uccnegoBaHus

06l aHaiu3 KpPOBM: TOBbILIEHWE 303MHOPUIOB
1,2 X 109(7,6 %).

BUOXUMMYECKNI aHa/In3 KPOBM: B KPOBW MOBbILLIEHWE
ypoBHs obulero IgE — 754 Eg/mn (Hopma < 200 Ea/mn).

Puc. 3. MauuneHT K., 6 net. KoxHbIM NaTonorMyeckni npouecc
C nopakeHuem NlafoHewn (onnucaHue B TEKCTE)

Fig. 3. Patient K., 6 years old. Skin pathological process

with involvement of palms (described in the text)

KnnHunyecknit aHaam3a Moyu: 6e3 naToNorMyeckux
N3MEHEHUN.

YnbTpasByKoBoe wuccriegoBaHue opraHoB O6pPIOLHOM
ros10cT1: 6€3 3HaYNMbIX OTKIOHEHWUN.

MaunMeHT KOHCYNbTUPOBaAH ANETONIOOM W anieprosiorom,

BbICT@B/IEH AMarHo3 «aniepruiyecknin PUHUT».

MpeaBapuTeNbHbIA AUArHO3

Atonuyeckun gepmatuT (oetckaa dopma), pacnpocTpa-
HEHHbIW, CTagus 0O6OCTPeHUs, TaKenoe TeyeHue. Aucrua-
poTUYECKas 3K3eMa KUCTEN.

[AMHaMuKa u ucxopbl

Ha ocHoBaHMM TaKenoro teyeHus 3aboneBaHus, OTCYT-
CTBUS MONOMKMUTENBHOM AMHAMWKKM Ha (OHE NPUMEHSEMOro
NeYeHnsi MECTHBIMU KOPTUKOCTEPOUAAMM BbICOKOM MOTEHLMK
6bINI0 NPUHATO peleHne 06 MHMUMALMK NaLMeHTy Tepanuu
reHHO-UHXEHEPHbIM 6MONOrMYECKMM NpenapaTom aynuiymab
B fo3upoBKe 300 Mr ¢ fanbHenweM npMemMom npenapara no
cxeme 300 Mr 1 pas B 4 Hefl, NOAKOXKHO. Ha ¢poHe npoBoaMMON
Tepanuu yaanocb JOCTUTHYTb perpecca BbiCbinaHum (puc. 4).

Puc. 4. MauuneHT K., 6 net. Perpecc BbicbiNaHun Ha GoHe Tepanuun
aynunymabom B TeyeHue 4 mec

Fig. 4. Patient K., 6 years old. Rash regression on dupilumab therapy
for 4 months

McTouHMK: MypalukuH H.H., 2023.
Source: Murashkin N.N., 2023.

McTouHuK: MypalwkuH H.H., 2023.
Source: Murashkin N.N., 2023.



MporHos
MporHo3 6naronpuUsATHbIN.

KAUHUYECKHUHA NPUMEP N? 3

O naumeHTe

Manbuuk E., 15 net, noctynun B HUN getckon gepmaro-
norun ®rAy «HMUL, 3gopoBbs aeten» MuH3sgpasa Poccumn
C Xanob6amu Ha BbICbINaHWS Ha CTOMax.

Manbuumk ctpagaet AT/, ¢ paHHero getctea. Mi3HavyanbHO
KOXHbIM NPOLECC NOKanM30BasiCA Ha KOXKe TynoBuLa, npes-
naeynn, NOAKONEHHbIX SIMOK, OAHAKo B Bo3pacTte 9 neT
NOSIBUINCH MPU3HAKK NoparkeHus cton. PaHee HeoaHOKpaT-
HO MPOXOAWUS CTaLlMOHAPHOE fle4yeHne C Noay4YeHUeM Tonuye-
CKMX KOPTUKOCTEPOUAOB, GOoTOTEPANUU — C NMONOXKUTENBHOMN,
HO KpaTKOBPEMEHHOW AMHaMUKOW. HacTtosiasa rocnutannaa-
umsa B Gray «<HMUL, 3gopoBbs aeten» MoBTOpHas.

dusuKanbHaa guarHocTuka

KOXHbIM NaTONOrMYeCcKmi NpoLecc nmen orpaHUYeHHbIn
XapaKTep, NoKanM3oBasics Ha Koxe nogows, Obln npej-
CTaBNEeH 3pPUTEMATO3HO-CKBAMO3HbIMU WHPUALTPATUBHbI-
MW BRlIKaMK, IBNEHUAMMU NMXeHUPUKaummn (puc. 5).

JlaGopaTopHble uccnefoBaHus

061ymni aHamM3 KpoBu: 6€3 3HA4YMMbIX OTKJIOHEHWIN OT
pedepeHCHbIX 3HAaYEHUN.

BUOXUMMYECKMIA aHanu3 KPOBM: B KPOBMW MOBbILIEHWE
ypoBHs obuwero IgE — 277 Ea/mn (Hopma < 200 Eg/mn).

KnuHn4yeckut aHanma moyn: 6e3 NaToNOrM4eCKMxX
U3MEHEHUN.

YnbTpa3ByKoBO€e wWcc/ejoBaHMe OpraHoB OPIOLHOMN
rnosiocTn: 6€3 3HAa4YNUMbIX OTK/TOHEHUH.

MpeaBapuTenbHbIi AUarHo3
ATONMMYECKNIM oepMaTtuT, NogpocTKoBasa dopma, cpeaHe-
Tsenoe tevyeHue. JlagoHHO-NOAOWBEHHAs 3K3emMa

AnHamMuKa u ucxopabl
Bo Bpemsl cTauMOHaApHOro feyeHus nauumeHT nony4van
OMOJIEHTbI, BbICOKOAKTUBHbIE TOMWYECKUE T[TTIOKOKOPTUKO-

Puc. 5. MauuneHT E., 15 neT. KoXHbI NaToNorMyeckunii npoLecc orpaHuyeH

KOXKeMN NoJoLB (ON1McaHue B TEKCTE)

Fig. 5. Patient E., 15 years old. Skin pathological process is limited to the skin

of soles (described in the text)

McToyHmK: MypalukuH H.H., 2022.
Source: Murashkin N.N., 2022.

WAHble npenapaTbl (KNo6eTa30), TOKabHYO Y3KOMOMAOCHYO
doTotepanuio 311 HM. Ha poHe nedyeHuns otmevanacb nono-
UTenbHas AMHaMuKa.

B CcBSI3N C TAXKECTbIO TEYEHMS KOXKHOMO npouecca, Top-
NMUAHOCTbIO TEYEHUS, BbICOKOM BEPOATHOCTbIO 0BOCTPEHUS
3a6051eBaHUs OblN0 MPUHATO pelleHne 06 MHULMALMKU FTEHHO-
WHXXEHEPHOM BMONOrMYECKON Tepanun npenapaTom aynuny-
Mab B nHuumupytollen gosnposke 400 mr, ¢ nocneaylowmm
BBegeHnem 200 mr 1 pa3 B 2 Hef, NOAKOMXKHO.

Ha doHe npoBoanMon Tepanum B TedeHre 6 Mec yaanocb
[OCTUMHYTb perpecca BbiCbiNaHui (puc. 6).

MporHos
MporHo3 6naronpuUsATHbIN.

OBCYXAEHUE

OncohyHKLNA KOXKHOro 6apbepa KaKk npu AT, Tak v npu
NafOHHO-MOAOLWBEHHOM 3K3eMe CBfi3aHa C YMEHbLUEHUEM
COAEpPKaHMS LepaMmnaoB 1 aKCnpeccun GepmMeHTOB, y4acTBY-
owux B Metabonmame NMNMAoB porosoro cnos [23], a Tak-
e C MMMYHONOrM4yeckon aucohyHKuMen, 06YyCNOBSIEHHOM
Th2-TMNOM MUMMYHHOTO OTBETa, YTO ONpeaensieT USMEHEHNS
COAEpPKaHUS NMNUAOB M GENKOB, NOAABAEHUE CTPYKTYpPHO-
PYHKUMOHaNbHOM LLeNOCTHOCTM 06/1aCTH NAOTHbIX KOHTAaKTOB
anuaepmmuca U MHIIMOGUPOBaAHUE YPOBHS IKCMPECCUM aHTU-
MUKPOGHbIX NENTUAO0B, PEryIUPYIOLLMX FTOMEOCTa3 KOXKHOro
6apbepa [23]. XapaKTepHON YepTOM IK3EMbI KUCTEN SBNSET-
€A TOT PaKT, YTO 3HAYUTENIbHO CHUMKAETCS IKCMPECCHS CTPYK-
TYpPHbIX 6apbepHbIX 6e1KoB dunarrpyHa u xopHepuHa [24].
Knetkn Th2 1 Th22 npoayumpytoT psa LMTOKMHOB, TaKMX KaK
IL-1, IL-5 u IL-13, o6ycnoBnuBalowmx aktMBauUMio MNPOu-
depaumnmn KepaTMHOLMUTOB U CHUKEHUE YPOBHSA GEepMEHTOB,
perynampyowmx npoLeccbl AecKkBamauun, YTO KIMHUYECKM
BblpaxKaeTcs rmMnepKkepaTo3oM npu 1ajoHHO-NOAOWBEHHON
aKseme [24, 25]. OgHMM 13 KTOYEBbLIX CUMMTOMOB MPU 3K3e-
Me KUCTEN ABNSeTCs 3yd, CBA3aHHbIM C UMTOKMHOM IL-31,
BblCBOOOXAaeMbIM KneTkamu Th2 [23].

MaTtoreHeTnyecKas Tepanus 3K3embl IaJoHEN M NOAOLWB
[I0/1*KHa OKa3blBaTb cneuuduryeckoe MHrMbupyloLlee gencTene
Ha MeauaTopbl Th2-BocnaneHus U B TO e Bpemsl obnagaTb

Puc. 6. MauueHT E., 15 neT. Perpecc BbiCbinaHuii Ha poHe
Tepanuu aynunyma6om. OueHKa apPpeKTMBHOCTH Yepes 6 Mec
Fig. 6. Patient E., 15 years old. Rash regression on
dupilumab therapy, efficacy evaluation after 6 months

McTouHmK: MypalukuH H.H., 2023.
Source: Murashkin N.N., 2023.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

afgeKkBaTHbIM npodunem 3dPeKTUBHOCTU U 6E30MacHOCTU.
HecmoTpst Ha TO, 4TO B natoreHes AT/l 1 9K3eMbl BOB/EYEHbI
MHOIME CWUrHaNbHble NyTW, akKTMBauusa Th2-onocpeaoBaHHbIX
MMMYHHbBIX MEXaHM3MOB C nocneaylollern npoaykuuen IL-4
n IL-13 npeacrtaBnseTr co60M AOMUHUPYIOLWMI NaToreHeT1ye-
CKMI MeXxaHn3M [26]. MMeHHo aynunymab aBaseTcs ABOMHbIM
MHrMOUTOPOM nepefaym curHana IL-4 u IL-13.

B npeactaBneHHbIX KAMHUYECKUX CnydYasix MPOAEMOH-
CcTpupoBaHa apPEKTUBHOCTb aynunyMaba y AeTen C 3K3emMon
nafjoHen n nNodolwBs, paHee He noaaaBaBLUEeNCcs TONMUYECKOM
Tepanuu. Y BCex NauMeHToB Habnojanacb CTOMKas pemMuc-
cva 3ab6oneBaHns: paspelleHne KOXHOro naToNorMyeckoro
npolecca v OTCyTCTBME 3yaa M 60/I€3HEHHOCTM B 06aacTu
BblCbiMaHMi. OTMeYanocb 3Ha4yMMoe yiyylleHWe KayecTBa
XU3HKU aeTen. Bo Bpems nedyeHus aynnaymaboM BO3MOMKHO
pa3BUTUE TaKUX HeXenaTeNbHbIX SBMEHUH, KakK peakuus
B MECTE MHbLEKLMWU, anneprmiecKkMin KOHbLIOHKTUBWT, repne-
TMYecKas MHbeKums, 303nHoduAnsa n ap. Cpeam onmvcaHHbIX
HaMV NaLMEeHTOB HexenaTesbHbIX ABNEHUI He HaboAanoch.

JlafOHHO-MOAOWBEHHAsA 3K3eMa y NauMeHTOB LETCKOro
BO3pacTa ¢ AT/l He aBnseTCs PeAKOCTbiO U CTaBUT HEMPOCTYHO
3ajavy B JOCTUKEHUN PEMUCCUM KOXKHOMO npoLiecca. M ecnu
npu Ne4YeHnun nerkom GopmMbl MOXKHO 060MTUCE IMONEHTaAMMU,
TOMMYECKUMU KOPTUKOCTEPOMAAMU U UHTUOUTOPaAMMU Kab-
LMHEBPUHA, TO cpeaHeTsKenasa u Tsenas GopMbl TPeByOT
Ha3Ha4YeHWs CUCTEMHOMN Tepanuu.

MpeactaBneHHble B JaHHOM COOOLIEHUN KIIMHUYECKUE
cnyy4av AEMOHCTPUPYIOT 3HAYUMYIO NOSIOKUTENbHYIO AUHAMMU-
Ky Te4EeHMS NaOHHO-MOAOLWBEHHON 3K3EMbI CPEAHETAKENOM
W TSXKENOW CTEeNEHN y AeTen Ha GOHe neveHns aynunymabom
B AO/ITOCPOYHON KIIMHUYECKON NEepPCneKTMBeE.

3AK/TIOYEHUE

[aHHble KIMHUYECKUX UCCnefoBaHum, HaLl JIMYHbIV ONbIT
NPUMEHEHNS TEHHO-UHXEHEPHON OGUONOrMYECKOW Tepanuu
npenapatom gynuiymab B ne4eHnun NagoHHO-MOAOWBEHHOM
3K3EeMbl JEMOHCTPUPYIOT, YTO OCBELLEHHbI B CTaTbe BapuaHT
CUCTEMHON Tepanuu 3ODEKTUBEH B AOCTUKEHUN PEMUCCUU
3aboneBaHus, ee NPOASEHUN, a TaKKe NOBbLIWEHUN Kade-
CTBa }KM3HM NaLMEHTOB.

WHOOPMUPOBAHHOE COITIACUE

OT 3aKOHHbIX MpeacTaBUTENIEN MNAUMEHTOB MOJSyY4EHO
nUCbMeHHOEe WMHMOPMMUPOBAHHOE [O6POBOSILHOE cornacue
(ana kKnnMHMYeckoro cnyvyasa N2 1 — 06.02.2024, ans KauHu-
yeckoro cnyyas N2 2 — 09.04.2024, ans KIMHUYECKOoro cny-
yaa N2 3 — 23.05.2024) Ha ny6anKaumo onucaHusa KIUHU-
YECKMX clydaeB 1 U306paXKeHU NaumMeHToB B MEAULIMHCKOM
YypHane, BK/o4as ero 3N1eKTPOHHY BEPCHIO.

INFORMED CONSENT

Patients’ legal representatives have signed written
voluntary informed consent (for clinical case N2 1
06.02.2024, for clinical case N2 2 — 09.04.2024, for
clinical case N2 3 — 23.05.2024) on publication of clinical
case description and their photos in medical journal, on-line
version included.
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O6ocHoBaHue. [lauyneHtTam C 1aA0HHO-MNOAOLWBEHHbIM MCOPUA30M MPU HEAOCTAaTOYHON 3POEKTUBHOCTM CTaHAAPTHOM
Hapy)KHOM Tepanuu, GU3noTepaneBTUYECKOI0 JI€YEHUS, Teparnmm KaacCU4eCKUMU MMMYHOCYpeccopamm pEKOMEH0BaHO
NIe4EeHUE rEHHO-UHXKEHEPHBIMU BMOIOrMYECKUMM NpenapaTamu. Hamu npeactaBieHbl pe3y/bTaThl 1€4€HNUST YCTEKMHYMaboM
PE3NCTEHTHOrO K CTaHAaPTHbIM MeToAaM Teparnun NafloHHO-MOAOLLBEHHOIO rcopuasa y geten. OnucaHne KJIMHUYECKOro
cny4as. [lpeacTtaBieHbl pe3ynbTaTbl 1€4YEHUS YCTEKMHYyMabom 12 ciyyaeB nafJOHHO-MOAOLBEHHOMO rncopuasa y AeTen.
lMpn npoBeaeHun goo6cAe0BaHNS AaHHbIX 3@ Ha/MYne KOMOPOUAHbLIX NaTo0OrMI Yy ONUCbIBAEMbIX MaLMeHTOB BbISIBIEHO
He 6b1/10, 1 B CBSI3U C OTCYTCTBUEM MPOTUBOMOKa3aHUI UM B6blia MHULMUPOBaHa reHHO-UHXeHepHasi 6MoIorMyecKas Tepa-
nus npenapaTtom yCTeKMHyMab B 403€e 45 Mr nofKOXHO COlaCHO PEKOMEHAYyeMOH cxeme nevyeHuns. Yepes 12 Hep nocne
Hayvana Tepanuu yctekmHymabom y 58,33% fetern oTMeqanoch OCTUKEHME nokasatens nHaekca PASI 90. 3aknovyeHue.
MaymeHTam ¢ n1afloHHO-MOAOLLBEHHbLIM MCOPMa3oOM BBUY CUCTEMHOIO XPOHUYECKOIO MaTo/IorM4ecKoro npouecca v nopa-
KEHUST PYHKLIMOHAIbHO 3HaYUMbIX 30H MPU HEAOCTAaTOYHON 3QPEKTUBHOCTH CTaHAAPTHOM HapyKHOW Tepanuu, puanotepa-
eBTUYECKOIO JIEYEHUS, TEPANUU KIaCcCUYeCKMMMU UMMYHOCYpeccopamMmu npu OTCYTCTBUM MPOTHBOMOKa3aHUM MOXET ObiTb
PEKOMEHOBAHO JI€YEHUE FEHHO-UHXEHEPHbLIMW GUOIOrMYECKMMU npenapaTamm, B YaCTHOCTU YCTEKMHYyMaboM, COrlacHo
PEKOMEHYEMON CXeEME.

KnioyeBble cnoBa: By/sibrapHbii rncopuas, 1ajOHHO-MOAOLBEHHbIM 1COPUa3, METOTPEKCAT, FeHHO-UHXeHepHas 6uoaornye-
cKas Tepanusi, ycTeKMHymab
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MBaHoB PA., MaBnoBa E.C. 3dPpeKTMBHOCTb YCTEKMHYMaba Npu NalOHHO-NOAO0WBEHHOM Ncopuase y AeTen: cepus KInHu4e-
CKUX cnyyaeB. Borpockl coBpemeHHon negnatpum. 2024;23(5):370-375. doi: https://doi.org/10.15690/vsp.v23i5.2806
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Ustekinumab Efficacy in Children with Palmoplantar Psoriasis:
Case Series

Background. Management with genetically engineered biologic drugs is recommended for patients with palmoplantar psoriasis when
standard external therapy, physical therapy, and classical inmunosuppressants lack efficacy. We present the results of ustekinumab
administration in children with palmoplantar psoriasis resistant to standard therapy. Clinical case description. The results of
ustekinumab administration in 12 children with palmoplantar psoriasis are presented. No comorbid pathologies were revealed in these
patients during further examination. Thus, genetically engineered biologic therapy with ustekinumab (45 mg subcutaneously according
to the recommended treatment regimen) was initiated due to the absence of any contraindications. 58.33% of all patients have
achieved lower scores of PASI 90 index 12 weeks after therapy initiation. Conclusion. Management with genetically engineered biologic
drugs such as ustekinumab (according to recommended regimen) may be suggested for patients with palmoplantar psoriasis due to
its systemic chronic pathological process and lesions of functionally significant areas and in cases when standard external therapy,
physical therapy, and classical immunosuppressants lack efficacy, in the absence of contraindications.
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OBOCHOBAHME

Mcopras aBNSETCA CUCTEMHBLIM  MYNbTUDAKTOPHbLIM
XPOHWYECKMM BOCMaNMUTENbHbIM MMMYHOOMOCPEOBAH-
HbiM 3ab0/eBaHMEM C TFEHETUYECKOW NpeapacrnonoxeH-
HOCTblO [1], Mpy KOTOPOM HabnoAaeTCs MOpaXKeHUe KOXMH,
HOITEBbIX NMIACTUH KUCTEN, @ TaKXKe B pade cny4yaeB — apy-
rMX OpraHoB M TKaHewn [2, 3]. B Mupe pacnpocTpaHeHHOCTb
ncopuasa cocrtaBnsietr ao 8,5% cpean B3pocnoro n ao 2%
cpeau aetckoro Hacenexus [4, 5], a 3a6oneBaemMocCTb Nco-
prasom y aeTewn 3a nocnegHune 50 neT Bo3pocna 6onee yem
B ABa pa3a [6, 7].

Moa HabnogeHnem B OTAENEHWW AepMaToNornun 1 annep-
ronormn HUW petckon pepmatonormm ®ray «HMWL 3p0-
pOBbS AETEN» HAXOAMIUCL 12 AeTer MYXCKOrO U EHCKOro
nona, crpafjarolmx NagoHHO-MOAOWBEHHLIM MCOPMA30M,
PE3UCTEHTHbIX K CTaHAAPTHLIM METO/IaM Nle4eHUst (KOMOUHA-
LMS HApY>XHOW M Y3KOMOSIOCHOW CpeAHEBOIHOBOM Tepanuu),
cpeaHu Bo3pacT KoTopbix coctaBun 13,9 = 3,06 ropa.
Y BCex nauMeHToB OTCYTCTBOBa/IM NPOTUBOMNOKA3aHUS K Npu-
MEHEHUIO TEHHO-UHXEHEPHbIX BMONOrMYECKUX NpenapaToB
1 npu goo6cnefoBaHm He Obl0 BbISIBIEHO COMYTCTBYIOLMX
3aboneBaHuin. K 12-i Hep neyeHus yCTEKMHYMaboM AOCTU-
eHue nokasatens PASI 75 Ha6noganock y 83,33% nauu-
eHToB, a PASI 90 — y 58,33%.

[anee npuBOAUTCA KIMHUYECKUN NpPUMEP NEeYEHUS
NlafJOHHO-NOAOLWBEHHOIO MNcopuasa YCTEKMHYymMaboM Yy pe-
6eHKa 13 nerT.

KNUHUYECKHUHA NPUMEP

O naumeHTe

B oTtaeneHve gepmartonorun v annepronoruu nocTynun
naumeHT C., 13 neT, ¢ )anobamu Ha BbICbINaHUs, Npenmy-
LLLEeCTBEHHO Ha KOXKe TafjloHEeN M NOJOLB, a TaKXKe Ty/0BMLa,
npunyxaHne cycTaBOB KMUCTEW W CTOM, 60/Mb B YKa3aHHbIX
cycTaBax, yMepeHHbIV 3yA.

ManbymK poauncsa oT nNATon 6epeMeHHOCTH, MPOoTEKaB-
wen 6e3 o0cobeHHOCTEN, BTOPbIX POAOB B CPOK MNyTEM MIaHO-
BOr0 KecapeBa cevyeHus, 6e3 OCN0XHEHWI, Macca Tena npu
poxaeHnn — 3900 r, annHa Tena — 54 cMm. Ncxop nepson
6epeMeHHOCTM — poabl Ha 39- Hea 6e3 OCNOXKHEHWN,
pebeHoK 340poB. I3 aHamHe3a M3BECTHO, YTO OTeL, pebeH-
Ka CcTpafaeT By/NbrapHbiM ncopuasoM. epBble BbiCbiNaHUs
nosiBuNMchb B Bo3pacte 10 net Ha Koxe nafgoHHOW MoBepx-
HOCTM 06enx KUCTew, B Bo3pacTe 11 net pacnpocTpaHMInCh
Ha KOy 06eux nogows. [MauMeHT KOHCynbTMPOBaH Bpa-
4OM-IepPMaTOBEHEPOSIOrOM MO MECTY XWUTeNnbCTBa, MPOBO-
avnacb Tepanus 3MONEHTAMMU U TOMUYECKUMU [NIIOKOKOPTH-
KOCTepouaamu C BPEMEHHbIM MONOXUTENbHbIM 3QDEKTOM.
C ceHTa6psa 2022 1. BbICbIN@HMSA pacnpoCTPaHUINCh Ha KOXY
06eunx CToN M NagoHen C NOSBAEHUEM MOKHYTUS U TNYyOOKUX
TpewwH. B Bo3pacte 11 neT roga KOHCYyNbTMPOBAH BpayoMm-
[lepMaToBEHEepPOsIOroM MO MECTy XWUTeNbCTBa, Ha3Ha4vyeHa
TonMyecKas Tepanusi KOMOMHMPOBAHHBLIMMU TIIOKOKOPTUKO-
cTeponaamMmun M MeTunypaunioBor masbto 1 pa3 B AeHb Ha
BbICbIMaHUS B Te4yeHne 2 Hepd, Aanee npoBoaunachb Tonuye-
CcKas Tepanus masblo Takponammyca 0,1% 2 pasa B AeHb Ha
BbICbIMaHUA B Te4eHne mecsua 6e3 aMHaMuKn. B Bo3pacte
12 neT KOHCYNbTMPOBaH BpayoM-AepMaToBEHEepPOsIoromM Mo
MECTY XMUTENbCTBA, YCTAHOBMEH AMArHO3 «1afOHHO-MOAO-
LWBEHHbIN NCopuas», Ha3Ha4yeHa Tonuyeckas Tepanus: Ma3b
Takponumyca 0,1% 1—-2 pa3a B AeHb Ha BbICbINaHKs B TeYe-
HMe mecsua, Janee Kpem UMHK nupuTnoH 0,2% Ha BbiCbl-
naHua 1-2 pas3a B [eHb B Te4yeHue Mmecsla, oTMevancs
HEe3HauYuTeNbHbIM NONOXKUTENbHbBIN 3QdEKT. B cBA3M € Heqo-
CTaTO4HON 3PDEKTUBHOCTLIO MPOBOAMMON Tepanuu BpavyoM-
[lepMaToBEHEepPOsIOroM Mo MECTYy XWUTeNbCTBa B BO3pacTe
12 net Ha3HayeHa Tepanusa meToTpekcatom B Ao3e 10 mr

NOAKOXHO 1 pa3 B Hegento B TeyeHwe 5 Hed, ponmeBon
KMCNOTON 1 Mr BHYTPb, KpOME AHA MHBEKLMW METOTPEKCa-
Ta W cnepytowero AHA. lNepBas MHbEKUWUS MeToTpeKcaTa
B Ao3e 10 mr noaKkoxHo O6bina nposegeHa 18.02.2023,
nocnegHaa nHbekuna — 18.03.2023. B Bo3pacTte 12 neT Ha
doHe TepanumM MeToTpeKkcaTom oTMeYanacb oTpuLaTenbHas
[IMHaMWKa B BW/E PacrnpoCcTpaHeHUs BbICbINaHW Ha KOXY
TYNOBULLA, BEPXHMX U HUKHUX KOHEYHOCTEN. B cBS3K ¢ HEad-
(GEKTUBHOCTbIO NMPOBOAMMOWN paHee Tepanuu W TAXKEeCTbio
KOMHOro naTonorMyeckoro npotlecca nauveHT B Bo3pacTe
13 neT 6blN rocnUTannM3npPoBaH B OTAENEHWE AePMaTONOMMK
n annepronorun HUM petckon gepmatonorum HMWLL 3p0-
poBbS AeTen Ansg o6cnefoBaHns U TeYeHus.

®dusuKkanbHaa gMarHocTMKa

[Mpn ocMoTpe y NauneHTa KOXKHbIM NaTonorMyecKmu npo-
LlecC MMen pacrnpoCcTpaHeHHbIM, CUMMETPUYHbIM XapaKTep,
Obl1 NpeacTaBneH 3puTeMATO3HbIMKM ManynamMu u 6asaw-
KaMu, YelyrlKamu M NOKaNM30BacCs Ha KOoxe TynoBMLLa,
BEPXHUX M HMKHUX KOHEYHOCTEN. Ha Koxe o6enx naaoHewn
(puc. 1) n nogows (puc. 2) Habnganucb nanynbl U GAALW-
KW C BbIpaKEHHON WHOUALTPaUMEN, [NTYOOKUE TPELLMUHbI.
OLEeHKa CTeNeHn TIKECTU Te4YeHUs ncopmnasa NpoBoannach
Cc ncnonb3oBaHuem nHaexkca PASI, ero 3HavyeHue cocTaBu-
no 21 [8]. Cy6beKTUBHO 6GECNOKOU YMEPEHHbIV 3Yya.

MpepBapUTeNnbHbIA AUArHO3
MauneHTy ycTaHoBNEeH npeaBapuTeNibHbIA AWArHO3:
«JTagOHHO-NOAOLBEHHbIN NCopHUas».

PesynbTathl 06CcNnegoBaHus
Mpn nocTynneHun pocT nauuneHTa cocTtaBnsan 167 cwm,
Macca Tena — 60 Kr.

Puc. 1. [Manynbl 1 6AKLIKK C BblpaXKeHHOW MHOWUALTpaLmen,
rny6oKu1e TpeLmHbl Ha KoXXe 06enx nagoHen y naumeHTa 13 net

C NaflOHHO-MOAOLBEHHbLIM MCOPUA30M

Fig. 1. Papules and plaques with severe infiltration, deep fissures
on the skin of both hands in a 13-year-old patient

with palmoplantar psoriasis

\

McTouHuK: MypalukmH H.H. 1 coaBrT., 2023.
Source: Murashkin N.N. et al., 2023.
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Clinical Observation
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KnuHunyeckKoe Ha6noaeHue

Puc. 2. Manynbl 1 GASLWKK C BblparKeHHOW UHdUALTpaLUmen, rmybokme
TPELMHbI Ha KoXKe cTon Yy nauueHTa 13 neT ¢ NagoHHO-NOAOWBEHHbIM
ncopvasom

Fig. 2. Papules and plaques with severe infiltration, deep fissures
on the skin of both feet in a 13-year-old patient with palmoplantar
psoriasis

McToyHuK: MypalwkuH H.H. 1 coaBrt., 2023.
Source: Murashkin N.N. et al., 2023.

B pesynbtate nabopaTopHbIX MCCNEef0BaHWM CbiBO-
POTKM KPOBW OO6GHapyXeHbl MNOBbIWEHHbIE 3HA4YeHuUs
ypoBHen O6unupybuHa obuwero — 30,47 MKMONb/n
(pedepeHcHble 3HaveHns 3,7-20,5 MKmMOnb/n), TPUMIU-
uepngos — 2,44 mmonb/n (pedepeHcHble 3HavyeHusd
0,41-1,56 MKMoOnb/n), ocTaNnbHble MNOKa3aTenun (KAMHU-
YEeCKMN aHann3 KpoBKM C nenkouutapHown Gopmynon, pac-
LUMPEHHbIN GUOXMMUYECKMMN aHanM3 KPOBWU W NUMWUAHbIN
npodunb, KIMHUYECKMI aHanmM3 Mo4n, deKanbHbIA Kanb-
NPOTEKTUH) B Npeaenax HopManbHbIX 3HA4YEHWN.

Mpun ynbTpa3sBykoBOM uccnegosaHun (Y3W) opraHos
OpIOLWHOM MONOCTM OBGHaAPYKEHbI MPU3HAKKU YBEIUYEHUS
YENYHOro ny3blpsi, BTOPUYHbBIX UBMEHEHWIN NOAXKeNyaA04HOM
¥enesbl, renatocnieHomMeranmm, Me3ageHura.

MauMeHT KOHCYNbTMPOBaH Bpa4yoOM-pPeBMaTo/oroM, Mo
pe3ynbrataM emy 6bI10 peKoOMeHA0BaHO NpoBeaeHne A006-
cnenoBaHusl B o6beMe Y3M MeNKMx cycTaBOB KUCTEW U rone-
HOCTOMHbIX CYCTaBOB, PEHTreHorpadum KUCTen ¢ 3axBaTom
Jly4e3ansiCTHbIX CYCTaBOB A1 UCKITIOYEHUS NCOpPUaTUYECKO-
ro apTpuTa Cc nocneayoLen NoBTOPHOM KOHCYbTaLMeNn.

Mo paHHbIM Y3M MenKux cycTaBOB KWUCTEW: MONOCTb
NACTHO-PaNaHroBbIX, MPOKCUMasbHbIX U AUCTalIbHbIX MEX-
$anaHroBbIx CyCTaBOB He pacluMpeHa, CUHOBWaNbHas 060-
JIOYKa C 06eunx CTOPOH He YTOJEHa, KOHTYpPbl CYCTaBHbIX
NOBEPXHOCTEN POBHbIE, CYXOXKMINSA Ha YPOBHE CycTaBoB 6€3
BMAUMbIX UBMEHEHUN.

Mo paHHbIM Y3W roneHoCcTOMHbIX CyCcTaBOB: MOJIOCTb
CyCTaBOB He pacluMpeHa, CMHOBMWabHas 060/104Ka ¢ 06eunx
CTOPOH He YTOo/lEHa, KOHTYpbl CYCTaBHbIX MOBEPXHOCTEN
POBHbIE, CYXOXW/IUS Ha YpPOBHE CycTaBOB 6e3 BWAMMbIX
N3MEHEHUN.

Takum o6pa3om, Mo AaHHbIM Y3W Menkux cycTaBoB
KUCTEN W TONEHOCTOMHbIX CYCTaBOB [AaHHbIX 3a CUHOBWUT
He BbISIBNIEHO.

[MpK pPEeHTreHONOrMYecKoOM WUCCcneaoBaHUM KUCTEW ycTa-
HOBJIEHO, 4TO PEHTreHONIOrMYecKMe NPU3HaKK (BbISIBIEH-
Hble YNJIOTHEHUE MSATKUX TKAHEW, OKOJIOCYCTaBHOE YMEPEH-
HOe MOBbIWEHNE MPO3PAYHOCTM KOCTHbIX CTPYKTYp crneBa
W cnpaBa, He3Ha4YUTENbHbIN Cy6XOHAPaNbHbIN OCTEOCKIEPO3)

MOTyT COOTBETCTBOBATb apTPUTY, PEHTreHONOrnYecKas cra-
s | Npu conocTaBNEHUU C KITMHUYECKON KapTUHOW, TaKKe
HabnaaeTcs YMEPEHHbIM OCTEONOPO3.

Hannune BbISBAEHHbIX U3MEHEHUI HELOCTaTO4YHO AN
NMOCTAHOBKM AMarHo3a ncopmuaTmyecKoro aptpura.

Mpn uccnegoBaHMM Ha Hanuuue annensa 27 nokyca B
rmaBHOro Komnnekca rucrocoemectumoctu HLA (HLA-B27)
annenb HLA-B27 He oGHapyeH.

[To pesynbratam goob6cneaoBaHUa NaLMeHT NOBTOPHO
KOHCYNbTMPOBaH BpPayYoOM-pPeBMaToONOroM. 3aKflo4veHue:
B HacTosillee BPEMS AaHHbIX 3a Haluyue apTpuTa HeT,
OJHaKO HeobXOAWM KOHTPONb, 601€BOM CUHAPOM Mpe-
MMYLLECTBEHHO 3a CYET CrnbaTtesibHON KOHTPAaKTypbl Nanb-
LeB KUCTEeM BCNeacCTBME TAXKECTM TeYeHUS OCHOBHOro
3abosieBaHus.

KnuHuyeckum guarHos
MauuneHTy 6bln yCTaHOBMEH AMarHo3: «JlagoHHO-NOAOLL-
BEHHbIV Ncopuas».

AunHaMuKa u ucxogabl

MauneHTy B nepuoa rocnutanuMsaumnm B CTaLMOHa-
pe npoBefdeHO creaylolee fevyeHue: XIoponupamuH
20 mr/mn 1 mn B passeaeHun ¢ NaCl 0,9% — 200,0 mn
BHYTPUBEHHO KanenbHO N2 7, HapyXHas Tepanus, BKIO-
yawllasa B cebsa yBlaHEHUE KOXW aMONieHTaMu 2 pasa
B CYTKM, Ha BbICbINMaHWs Ha KOXe KWUCTeM M cTonm Ma3sb
6etameTa3oH 0,05% + cannumnnoBasa kKncnorta 3% Ha HOYb
noJ OKK/03U1I0, Ma3b peTuHona nanbmutat 0,5% Ha ovaru
Ha KOXe najoHen v nogows 1 pa3 B [AeHb MNoj ceTya-
TYlO NMOBSA3KY, Ha BbICbINaHWUSA Ha KOe TynoBwulia, Bepx-
HUX M HUXHWUX KOHe4yHocTen Ma3b b6etameTtas3oH 0,05%,
canvumnoBasa kucnota 3% 2 pasa B CyTku. [lpoBegeHo
dun3noTepaneBTUHECKOE fleYeHMe: Y3KOMoocHasa cpea-
HeBonHoBasa Y®-tepanusa (YPB 311 HM) B KonuyecTBe
8 npoueayp, NeKapCTBEHHbIE Ne4ebHble BaHHbI C CEPHbIM
KOoHUeHTpaToM B o6beme 80 mn npu TemnepaType BoAbl
36-37 °C B Konu4yecTBe 7 npoueayp.

B cBA3K ¢ HegocTaTo4YHbIM 3GPEKTOM OT NMPOBOANMOWN
Tepanuu, oTcytcTBueM addeKTa OT Tepanum MeToTpeKca-
TOM MO MECTY XXMUTENbCTBA, TAXKECTbIO KOXKHOI0 natosiornye-
CKOro npouecca, nopaxeHnem GyHKLMOHaNbHO 3HAYUMBbIX
30H (TafOHK M NOAOLWBbI), OTCYTCTBMEM MPOTUBOMNOKa3aHWUN
M KOMOPOWAHbIX COCTOSHWM B Bo3pacTe 13 neT nauueHTy
HavaTa reHHo-uHXXeHepHas 6Guonornyeckas Tepanus npe-
napatomMm YCTeKMHymMab 45 Mr MoAKOXKHO Mo cheayloulemn
cxeme: 1-9 UHbeKuuMs B Bo3pacTe 13 net, 2-e BBeAeHUe
yepesd 4 Hepn, 3aTeM Ka)joe nocnegylollee BBeaeHWe
C BPEMEHHbIM NPOMEXKYTKOM B 12 Hef B A03MPOBKe 45 mMr
NMOAKOMXHO.

Ha MOMEHT BbIMMCKM Y NaLMeHTa OTMEeYeHa MNOMOXKMK-
TenbHas AMHaMWKa B BUAE AOCTUKEHMS MOKa3aTens MHAEK-
ca PASI 49.

Cnycta 12 Hea nocne Havyana Tepanuu yCTEKMHYMabom
NpW KOHTPONbLHOM OCMOTpE HabnoAainCh NOSTHOE OuuLlLe-
HWE KOXHOro MOKPOBa OT BbICbINAHWM M JOCTUXKEHWE NaLy-
€eHTOM noKasartens nHaekca PASI 90 (puc. 3, 4).

MporHos

Y nauumeHTa nNporHo3 6aaronpusTHbIA, PEKOMEHAOBAHO
AVWHamMU4yecKoe HabnaeHve y Bpava-gepmaToBeHeponora
M NPOLOMIKEHNE Tepanuun npenapaToM ycTekMHymab B Ao3e
45 Mr NOAKOXHO 1 pa3 B 12 Hel AIUTENbHO.

BpemeHHas wKana
XpOHONOrns pasBUTUS U KIoYeBbIE COObITUS 60M1Ee3HM
nauueHTa npeacTaBneHbl Ha puc. 5.



OBCYXAEHUE

Mpy ycTaHOBMEHUM TSKENOro TeyeHus ncopuasa
y neTten TpebyeTcs Ha3HavyeHue 3QDEKTUBHOrO neveHus
c OGnaronpusaTHbiM npodunem 6e30MacHOCTM Ha Au-
TenbHbIM CPoK [9]. B HacTosllee Bpems TaKow Tepanuen
ABNSAIOTCA FEHHO-UHXXEHEPHbIE GMONOrMyeckmMe npenapa-
Tbl, MPUMEHEHWEe KOTOpbIX MO3BOASET B 6O0/blIEN YacTu
CNy4aeB 3HAYUTENbHO CHU3UTb CTEMEeHb TSXKECTU TeyeHus
3a60n1eBaHNs C OOCTUMEHMEM MOSHOMO OYULLEHUS KOXM,
a TaKXe HUMBEeNMpoBaTb PUCK PasBUTUA KOMOPOMAHbIX
nartosiormn [10-12].

MMMmyHOnaTtoreHe3 ncopuasa ykasblBaeT Ha Beayllyto
ponb T-KNETOYHOro 3BEHA MMMYHWTETA, a TaKKe CHUHTe3a
NPOBOCMANUTENbHbIX LLUTOKMHOB, TaKMUX KakK paKTop HEKPO-
3a onyxonu anbda (TNF-a), HTepnenkmH (IL) 1, IL-8, IL-17,
IL-12/23 un IL-36, Bbi3blBaOWMNX abeppaHTHbIN MMMYHHbIN
OTBET, 4YTO MPUBOAMT K TWUMUYHOM KIIMHUYECKOW KapTUHE
6one3Hu [13]. KntoyeBoe 3HaveHne B naToreHese rncopuasa
umetot IL-17 un IL-12/23, obpasylolme Tak Ha3biBaeMyto
«L-23/Th-17 curHanbHyto ocb» [10, 14, 15].

YyutbiBas AaHHble acneKkTbl MMMYyHOMaToreHesa Mnco-
prasa, OCHOBHbIMWU MMUILEHAMMU [N BO3AEMCTBUSA TEHHO-
WHXEHePHbIX 6uonornyeckunx npenapartos asngtotcs TNF-a,
IL12/23 n IL-17 [16].

B HacTosiwiee Bpemsa B Poccuickon Pepepaumn ans
NleYeHns NaumeHToB AETCKOro Bo3pacTa, CTpajatoLmx nco-
prasom, paspelleHbl cneayloume 6uonorndyeckme npenapa-
Tbl [10, 17, 18]:

1) wmHrnéutopbl TNF-a 3aTaHepuenT (pa3pelieH ¢ 6 ner)

W aganMMmymab (paspelleH ¢ 4 ner);

2) wHrnMéutop IL12/23 ycTeKnHymab (pa3peLleH ¢ 6 ner);
3) wmHrnéutop IL-17A cekyKnHymab (pa3peLlleH ¢ 6 neT).

YcTeknmHymab npeactaBnsieT cobon YenoBeYecKoe MOHO-
K/IOHaNIbHOE aHTUTEN0, KOTOPOEe HeWTPanuayeT cybbeanHuuy
p40, nogaBnseT GMONOrMYECKyl0 aKTMBHOCTb IL 12/23,
aKTMBALMIO UMMYHHbIX KNETOK WM BblpabOTKy MmpoBocnanu-
TeNbHbIX LUTOKMHOB [12].

HepaBHO 6blnM OonNy6AMKOBaHbI pe3ynbTaTbl OTKPbITO-
rO MHOIOLLEHTPOBOro nccnegoBavms ¢asbl |l npyumeHeHns
yCTeKMHYMaba B nevyeHun AeTen, CTpagalolmMx cpegHeTsxe-
NbIM 1 TSXKENbIM Ncopna3om B Bo3pacTte oT 6 o 11 net, —
CADMUS Junior. NccnegoBaHue NpoaeMOHCTPMPOBaNo, HYTo
K 12-1 Hep NeYeHuns yCTeKMHYMaboM AOCTUXEHME NoKa3aTe-
na PASI 75 Habnioganoch y 84,1% nauuneHTos, a PASI 90 —
y 63,6 %, a K 52-1 Hen Tepanuu y nauneHtoB 6-11 net
nokasartenb PASI 75 6bin gocturHyt B 87,8% cny4vaes,
a PASI 90 — B 70,7% [18].

MpeactaBneHHble [OaHHblE OKa3alWCb CTATUCTUYECKM
3HA4YMMO Bbllle B CPaBHEHWW C AaHHbIMW MCCNefoBaHUSA
3 PEKTUBHOCTN YCTEKMHYMaba y MOAPOCTKOB B BO3pacTe

Puc. 3. Manynbl M 6191LKM Ha KOXKe 06eunx nafloHen y nauneHta 13 net
C NafoHHO-NOAOLWBEHHBIM NCOpUa3om cnycTs 12 Hea nocne Havyana
Tepanuu yCTEKUHYMaboM

Fig. 3. Papules and plaques on the skin of both hands in

a 13-year-old patient with palmoplantar psoriasis 12 weeks

after ustekinumab therapy initiation

McToyHmK: MypalukmH H.H. 1 coaBrT., 2023.
Source: Murashkin N.N. et al., 2023.

Puc. 4. [Manynbl 1 6A9LLKM Ha KOXe NOAOLB nauueHTa 13 net

C NaflOHHO-MOAOLIBEHHbBIM NCcopua3om crnycTs 12 Hep nocne Havyana
Tepanuu ycTeKnHymaoom

Fig. 4. Papules and plaques on the skin of both feet in

a 13-year-old patient with palmoplantar psoriasis 12 weeks
after ustekinumab therapy initiation

McToyHumK: MypalwkuH H.H. n coasr., 2023.
Source: Murashkin N.N. et al., 2023.

Puc. 5. XpoHonorusa pa3sutus 601e3HM U KtoYeBble cobbiTus ans nauvenTa C., 13 net
Fig. 5. Disease progression chronology and key events, patient S., 13 years old

MepBble BbICbINaHWA Ha KoXe
nafloHen 1 NofoLWB, Ha3HavyeHa
MeCTHaqa Tepanua

HaszHayeHne meToTpeKcaTta No MecTy
UTENbCTBA, PacnpoCTpaHeHWe BbiCbiNaHun
Ha KOXy TY/I0OBULLLA U KOHEYHOCTEeM

YXyAleHve CoCTOSHUS, NosiIBNEHNE
Ha KOXe NafloHei U NoJOLB 06UIbHOTO
MOKHYTUS U TPELLMH, NPOLO/MKEHA
MecCTHas Tepanus 6e3 adpdekTa

[ocTuxkeHune nHaekca
PASI 90 cnycta 12 Hep
OT Havana Tepanuu
YCTEKMHYMabOoM

MHWuMmMpoBaHa Tepanus
YCTEKMHYMab0OM, JOCTUKEHNE
nHaekca PASI 49 K MOMeHTY

BbIMWUCKKU U3 CTaLMoHapa
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12-17 net (CADMUS), 4TO roBOpUT B NONb3Yy 3GPEKTUBHO-
CTW 60slee paHHEro Ha3Ha4yeHUs leYeHUs TAXKENoro ncopum-
asay fetei [19, 20].

B npeactaBneHHOM HamMK KIMHUYECKOM Ciy4Yae NafoH-
HO-NOAOLBEHHOrO ncopuasa y pebGeHKa OTCYTCTBOBaNIM
KOoMOpOuaHble 3ab60neBaHUs U NPOTUBOMNOKa3aHWs K Ha3Ha-
YEHUIO YCTEKMHYMaba, B CBA3K C 4eM eMy Gblia MHULMKMPO-
BaHa Tepanus Mo BbllIEONUCaAHHOM cxeme. YCTeKMHymab
noKasan BbICOKYID 3D(PEKTUBHOCTb NEeYeHUss C OOCTUIKe-
Huem y 58,33% peten nHaekca PASI 90 B TeyeHue 12 Hepq
nocne UHMUMaLmm Tepanunu, 4To CONOCTaBMMO C MUPOBbLIMMK
nccneaoBaHUS MM,

3AKJ/IIOMEHUE

lNcopras — cucteMHoe BoCnanutebHoe MHOrodpaKTop-
HOe XpOHM4YecKoe 3abofieBaHWE C reHeTMYecKon npeapac-
MONOXEHHOCTbIO, XapaKTePU3yloLeecs CUHTE30M psiga npo-
BOCMaNMTENbHbIX LUTOKMHOB, WMIPaloWMX KIKYEeBYIO POSb
B €ro pa3BuTuM.

Mpn cpefHeTaXenbix U TAKenblx dopmax ncopuasa,
B TOM 4MuCne NafoHHO-NOAOWBEHHOrO, y AeTen npume-
HSAIOT Y3KOMONIoCHyt0 ¢oToTepanunio 311 HM, CUCTEMHblE
MMMYHOCYNpeccopbl (MeToTpeKcaT, LMKIOCNOPUH), apo-
MaTuyecKMe peTuHoMAbl (aUMTPETUH), OAHAKO [AaHHble
MeToAbl SIe4EHUS UMEIOT OrpaHMYeHHOe MPUMEHEHWE BBU-
[y 4acToro pasBUTUS HeXenaTenbHblX fBMEHWW W Hanu-
4Yns NPOTMBOMOKA3aHUW, PE3UCTEHTHOCTU K MPOBOAMMOWN
Tepanuu [12].

Mpw ycTaHOBAEHMKN NCOpUasa THKENOro TeYEHN Y feTen,
HeJoCTaTOYHON 3PDEKTUBHOCTM NPeALIECTBYOWEN Tepanum
KnacCMYEeCKMMU MMMYHOCynpeccopamu U/WanM npu passu-
TUW HexenaTtenbHbIX ABNEHWUN, yCTaHOBNEHUU febioTa Mco-
puatuyeckoro aptputa, 6onesHn KpoHa v T.4. Tpebyetcs
Ha3Ha4YeHWe FeHHO-UHKEHEPHbIX BGMONOrMYecKUx npenapa-
TOB B COOTBETCTBUMU C pefepanbHbIMU KITMHUYECKUMU PEKO-
MeHaauuaMu. Bbi6op reHHO-UHXEeHEePHOro 6MoN0rMYecKoro
npenaparta 3aBUCUT OT KOHKPETHOIO KJIMHWMYECKOro cny4yas
W Hannyins KOMOPOUAHbLIX naTonorui. M3 npeactaBAeHHbIX
12 cnyyaeB JfeYEHUs TAMKEeNoro nafgoHHO-NOAOLWBEHHO-
ro ncopvasa y nauMeHTOB [ETCKOro BO3pacTa YCTEKMHY-
Mab noKasan BbICOKYD 3PPEKTUBHOCTb C AOCTUKEHWEM
y 58,33% nauneHtoB nHaekca PASI 90 B TeueHune 12 Hef oT
Havyana Tepanuu, B CBA3M YEM MOXET OblTb PEKOMEHJOBAH
K NPUMEHEHUIO Y AaHHON KOropThl.

UWHO®OPMUPOBAHHOE COINIACUE

OT poauTens nauueHTa nosy4eHo NMUCbMeHHoe MHbOop-
MUpOBaHHOE 10GPOBOJILHOE corflacue Ha NyGnunKaLmio onu-
CaHWA KIMHWYECKOTO Ciyvas, BKItoYas N306parkeHns nawu-
€eHTa, B MEAULIMHCKOM KypHase, BKJlo4Yas ero aNeKTPOHHYIo
Bepcuto (aata nognucanus: 28.03.2023).
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Patient’s parent has signed written voluntary informed
consent on publication of clinical case description and
patient’s photos in medical journal, on-line version included
(signed on 28.03.2023).
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1 HUW negmatpum 1 oxpaHbl 340poBbs AeTer HKL, N22 dIrBHY «PHUX um. akaa. B.B. MeTpoBcKoron,
MockBa, Poccuiickas ®eanepauus
2 PHUMY um. H.WU. Muporosa, Mocksa, Poccuiickasa defepalius

JleyeHue TodbaLUTUHUOOM NOAPOCTKA
C reHepanu3oBaHHOU ¢OpPMOU BUTUJIUTO:
K/IMHUYECKUM cNyvyaH

KoHTakTHasi uHGopmaLus:

AmbapysiH 3ayapa TurpaHoBMY, KaHAMAAT MEAULIMHCKUX HaYK, 3aBeaytoLLnii oTaeneHnem gepmatonorun HAW neguatpum u oxpaHbl 340p0Bba AeTei
HKL N°2 ®IBHY «PHLX um. akap. b.B. MeTpoBckoro» MuHoGpHayku Poccum

Appec: 117593, MockBa, JIuToBCKUI GynbBap, a. 1a, Ten.: +7 (915) 400-00-02, e-mail: edo_amb@mail.ru

Cratbfl noctynuna: 12.07.2024, npuHaTta K neyatu: 16.10.2024

0O6ocHoBaHue. Butnanro — gennrmeHTrpyrouiee 3ab60/1eBaHNE KOXKM, XapaKTepuayroLjeecs n3bnpaTtesibHoN notepen mena-
HOLMTOB, 4TO NMPUBOANT K 06pa30BaHUI0 TUMMYHbIX 6E/bIX NSITEH. CylecTByeT 60/bLLIOE KOIMYECTBO TEOPUI STUOOMMN BUTH-
JINr0, Cpean KOTOPbIX reHETUYECKas], ayTOMMMYHHasl, HEHPOreHHas!, ayToBoCrnaIMTe/IbHasi, TeE0pUsl OKUCIMTENILHOIO cTpecca
n MHorue apyrme. O6ljenpmn3HaHHas AOMUHUPYOLas PoJib OTBOAMTCS KOHLENUMM ayTOMMMYHHOM MPUPOAbl BUTUIINIO.
B Tepanuu BUTUINIO TPAAULIMOHHO MPUMEHSIIOTCS Pa3/In4Hble METOAbI pOTOTEPArNM, TOMTMYECKME M CUCTEMHbIE [JTIOKOKOPTH-
Kougbl (MK), nHrmbnTopbl KaibUuMHEBPUHA. B nocnegHee Bpems cBO 3pOEKTUBHOCTb B JI€HEHUU BUTUIINIO JEMOHCTPUPYIOT
MHIMeUTOPBI SHYC-KMHa3 (Janus kinase; JAK). OnucaHne KJIMHUYECKOro ciay4das. Y rogpocTKa My»CKOro roJsa, Bo3pacra
13 nert, )anobbl Ha y4aCTKU r’MNoONUrMeHTaLmnmn Ha KOXXe imya, Ty/10BULLa U KOHEYHOCTEN, BO3HUKLLUME NOC/1€ aKTUBHOM COJI-
HEeYHOM MHCONIALMN BO BPEMS OTAbIXa 1€TOM. Ha OCHOBaHUM KIIMHMYECKOM KapTUHbI 4ePMaTo/10roM 6bi/1 yCTaHOB/IEH AMAarHO3
«BUTWUANIO». B nedyeHnn npumeHsnnck tonudeckne MK 3-ro Knacca aKTMBHOCTH, @ TaKXKe KypC JIOKaJlbHOMW Y3KOMOJ0CHOM
cpegHeBosiHoBoH ¢oTotepanun 311 HM N2 30 6e3 3Haynmoro apgeKTa. lNaumeHT nocTynua B oTae/leHme AepMaTosiormm
HUW neagnatpumn n oxpaHbl 340poBbs geten HKL N°2 dIrBHY «PHLX nm. akaa. b.B. [leTpoBCKoro», rge B ¢BA3u ¢ Heappek-
TUBHOCTbIO MPUMEHSEMOro PaHEE JIEYEHUS] U reHepaan3oBaHHOH GOpMoK 3abosieBaHMs Bblsla MHULMMPOBaHa Tepanus
UHrnémntopom JAK TopauntuHnbomMm. 3aKmveHne. JledeHne BUTUANIO UHrmbutopamm JAK, B HaCTHOCTM TOQALMTUHMOOM,
SAB/IIETCS NNePCrneKTUBHON METOAMKON M MOMET MPUBECTU K JOCTMIKEHUIO 3HAYUMOr0o KIIMHMYECKOro apdeKTa ¢ npopuiem
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Management of Generalized Vitiligo in Adolescent
with Tofacitinib: Clinical Case

Background. Vitiligo is a depigmenting skin disease characterized by selective loss of melanocytes leading to development of typical
white spots. There are various theories on vitiligo etiology: genetic, autoimmune, neurogenic, autoinflammatory, oxidative stress theory,
and many others. Generally accepted dominant role is given to the concept of its autoimmune nature. Vitiligo management traditionally
includes different methods of phototherapy, topical and systemic glucocorticoids (GC), and calcineurin inhibitors. Recently, Janus kinase
inhibitors (JAK) have shown its efficacy in treatment of vitiligo. Clinical case description. 13-year-old male adolescent has complaints
of hypopigmentation areas on the skin of face, trunk and limbs that appeared after active solar insolation during summer vacation.
Dermatologist has determined a diagnosis of vitiligo according to clinical picture. Topical GC of the 3rd activity class were used for
treatment, as well as course of local narrow-band medium-wave photodynamic therapy (311 nm, No. 30) with no significant effect.
The patient was admitted to the dermatology department of Research Institute of Pediatrics and Children’s Health in Petrovsky National
Research Centre of Surgery where therapy with JAK inhibitor, tofacitinib, was initiated due to inefficacy of previous treatment and the
generalized form of the disease. Conclusion. Management of vitiligo with JAK inhibitors, in particular tofacitinib, is a promising method
and it can lead to significant clinical effect with safety profile comparable to conventional therapies for this pathology.
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OBOCHOBAHME

Butnnuro — ato pacnpoctpaHeHHoe 3ab0/ieBaHNE KOXMK
HEWU3BECTHOM 3TUOJIOrUKU, XapaKTepuayloleecs Manonatu-
YECKMM NPOrpeccupylownumMm paspylieHnem MenaHouuToB
MU KIWMHMYECKM nposiBagoweecs AenUrMEeHTUPOBaAHHbIMU
natHamu [1]. B peakux cnydasax MOXHO HabnoaaTtb nopa-
EeHMe Cnn3ucTbix 06onoyek [2]. Mo pasnnyHbIM OLEHKaM,
JaHHaa natonorms BcTpedaetca y 0,5-2% HaceneHus BO
BceM mupe [3]. uddepeHumanbHylo AUMarHoCTUKY BUTWUIK-
ro nNpoBoasaT ¢ Nbebangnu3mMoM, PasHOLBETHbIM JIMLWIAEM,
aHEMWYECKMM HEBYCOM, CKJIEPOTUHECKUM U aTPOPUYECKUM
nvwaem. HeKkotopble pefKkue reHeTMYecKn obycnoBEHHbIE
3aboneBaHus, Hanpumep Ty6epO3HbIA CKIEPO3, MOryT ObiTbh
TaK¥e CBA3aHbl C rMnonurMeHTauuen. Takxke npu nosiene-
HUKW GENbIX NATEH Ha KOXE UCKITK0YaloT NOCTBOCMNANUTENbHYIO
rMANONUIMEHTALMIO U BO3AENCTBME Ha KOXY AEMUIrMEHTUPY-
lolmx Beuects [4].

MaToreHe3s BUTUAWIO BKIOYAET KOMOGMHALMIO BHELW-
HMX (aKTopoB, AedEKTOB BPOXKAEHHOr0 MMMYHHOMO BOC-
naneHns u paspyleHns MenaHoUMTOB, OMOCPefOoBaHHOIO
T-knetkamu [5]. Cyutaetcs, 410 UHTEpdPepoH ramma (IFN-v)
n CD8* T-KNeTKM UrpaloT KIYEBYIO pPO/ib B paspylleHnu
mMenaHoumnToB: CD8* T-numdouunTsl npoayunpytoT IFN-y, KoTo-
pbI MHAYLUMPYET 3Kcnpeccnto xeMokMHoB CXCLO n CXCL10
KepaTMHOUMTaMK, 4YTO MpuBNiEKaeT 60MblIOe KOIMYECTBO
CD8* T-nMMPOLMTOB 1 NPUBOAUT K Pa3pyLIEHMIO MENAHOLM-
ToB nof genctenem IFN-y [6]. Nepepaya e curHanos IFN-y
npouncxoamt vyepes nytb JAK-STAT, B CBAA3M C YEM BUTWUIUIO
MOXET OblTb BOCMPUUMYMBLIM K NI€YEHUIO MHIMOUTOpPaMu
fAHyc-KknHa3 (Janus kinase; JAK) [7].

CornacHo uccnegoBaHuio A. Kussainova M coaBT., ypo-
BEHb TPEBOXHOCTU Y MaLMEHTOB C BWUTUIWIO COMOCTABUM
C TaKOBbIM y MauMeHTOB, CTpajatolWwmx OT TakMx 3aboneBa-
HWW, KaK ncopuas, ak3ema v akHe [8]. Hannyme y naumeHToB
C BWUTUIWMIO MOBbLILWEHHOIO PUCKA Pa3BUTUSA MCUXONOrMye-
CKMX NPO6EM, TPEBOXHbIX PACCTPOWCTB U BO3MOXHOW CTUT-
MaTtu3auumn, 0CO6eHHO B AETCKOM BO3pacTte, 06ycnoBAnBaeT
HEeo6X0AMMOCTb MOUCKA MPUYUH PA3BUTUS BUTUIIUIO U HOBbIX
cnoco6oB 3OHEKTUBHOIO NEYEHUA AaHHOro 3aboneBaHus.
OAHUM M3 TaKMX CNOCOBOB MOXET CTaTb NPMMEHEHMWE B fleye-
HUU MHTMGUTOPOB JAK.

B pa6ote M. Komnitski n coaBT. npeAcTaBNeH KIWHU-
YECKMI cnydyan penurMmeHTaumyM o4aros nocne 4JIMTenbHOro
CUCTEMHOro NpUMeHeHus TopaunTnHnba B Ka4yecTBe MOHO-
Tepanuu y B3pOC/ioro nawuumeHTa, CTpajatollero BUTuamro [6].
[pyrne ny6nvkaumm 3apyberHblX aBTOPOB AEMOHCTPUPYIOT
yCrellHble cydan NpuMeHeHus TodaunTnHmba npm neYeHmm
rHe34HOW anoneunu y oeten B Bo3pacTe oT 4 eT, Npy 3TOM
BCE HexKenarteNbHble SIBNEeHUS OT MPUMMEHEHUs npenapara
OblIN NETKUMU M NPeACKa3yeMbIMU U HX OMH U3 NaLMEHTOB
He NpPeKpaTui NpMeM npenapara A0 OKOHYaHMs Kypca nede-
HuA [9, 10]. TakKe onucaHo npuMMeHeHne TodauuTnHWba
ONs neYeHuns Tsxenblx GopMm ncoprasa y AeTen B Bo3pacTe
oT 8 go 17 nert. MNauneHTbl Nony4yanu npenapaT B TeYeHue
MWHUMYM 36 Hef CO 3HaYUMbIM NMOSTIOXKUTENbHBIM 3DdEKTOM,
HexenaTenbHblX peakuun He Habnoganochb [11]. Bmecte
C TeM, NPUMEHEHME Tonmyeckon Gopmbl TopaLMTUHUGa onun-
caHo y 17-neTHero noapoctka ¢ doKanbHON GOPMON BUTHU-
nuro. B TeyeHne 9 mec oTMevanacb NpPaKTUYECKM MOHas
penurmMeHTaumsa ovaros [12]. Euie ogHMM npenapaTtom, npu-
MEHSEMbIM B JIEYEHUN BUTUNIO, MOXKET CTaTb TOMUYECKUN
PYKCONUTUHMG. OH sABnsetcs mHrmoutopom JAKL un JAK2,
a ero MexaHu3Mm [OencTBUS HanpaBieH Ha nojaBlieHue
nepepayn curHanos IFN-y yepes nyts JAK-STAT. lNpenapat
0Ao06peH YnpaBneHMem Mo caHUTapHOMY HaA30py 3a Kadve-
CTBOM MULLEBLIX NMPOAYKTOB M MeaukameHTos CLUA (FDA),
HO B Poccuu Ha faHHbIM MOMEHT He 3apernuctpupoBaH [13].

KJMHUYECKUA NPUMEP

O naumeHTe

MaumeHT Myxckoro nona, 13 net 5 mec, rocnuTanusu-
poBaH B oTaeneHune agepmatonorum HUM negnatpumn n oxpa-
Hbl 3g0poBbsa aeten HKLL N22 OIBHY «PHUX wum. akaa.
Bb.B. lNeTpoBcKkoro» ¢ »anob6amu Ha pacnpocTpaHEeHHble
6enble NATHA Ha KOXe Nuua, TyNOBMWA M KOHEYHOCTEW,
a TakXXe o4aroBoe obecuBevYnBaHWe BOSIOC Ha KOXe BONO-
CUCTOWN YacTu ronoBbl.

AHamHe3 3a6oneBaHuA

Co cnoB 3aKOHHOro NpeacTaBuTeNs, y NauneHTa B BO3-
pacte 6 NneT Ha Koxe B 06/1acTM MpaBoOro KoseHa nocne
AKTMBHOW COMTHEYHOMN MHCONSALMU NOSABUACS €ANMHUYHBIN o4ar
B BMAe NsTHa 6enoro uBeTa. 3ateM OTMETUIM MOCTEneH-
HOEe pacnpoCTpPaHEHWE Y4aCTKOB MMMNOMUIrMeHTaLnn Ha KOXy
nvua, TyNoBMLLEA M KOHeYHocTen. BnepBble o6paTuauch Ha
KOHCY/bTaLMIO K Bpayy-AepMaTtoniory nNo MecTy XUTeNbCTBa,
rae v 6bi1 YCTaHOB/IEH ANMArHo3 «BUTUAUIO». B neveHun npu-
MEHANN Npenapatbl 419 Npuema BHYTPb: BUTAMUH A U LIMHK,
HapyXHO — Takposammyc 0,03% B TeyeHne 1 Mec B pexxume
1 pa3 B CYTKM.

B Bospacte 12 net 8 mMec Haxoaunca Ha CTaluMOHapPHOM
JleYeHMUN B OTAENEHMU AEPMATONOMMK B OAHOM U3 deaepasnbHbIX
LEHTPOB, rAe Moslydan y3KOMOMOCHYI CPeAHEBOSTHOBYIO (OTO-
Tepanuto 311 HM 1 Tonnyeckme rnoKoKoptukonapl (MK), ogHako
3Ha4YMMOW NONOKMUTENBHOM AMHAMWKM HE Habntoaanoch.

B Bo3pacTe 13 net nepBuYHas rocnutannsauus B otae-
NleHne aepmaTtosniorMm CcTauuoHapa KpyriocyTo4yHOro Tvna
HWUW negnatpum u oxpaHbl 340poBbs AeTen. B Tepanuu
NPUMeEHANNCbL Tonuyeckne MK M TonuMYyecKue MHrMéuTopbI
Ka/lbLUMHEBPUHA B COYETAHMMU C Y3KOMOJIOCHOW CpeaHeBO-
HoBon ¢doTtoTepanven 311 Hm. [danee doToTepanus Gbina
NPOAO/IKEHA CPOKOM Ha 6 Mec.

B Bo3pacTe 13 net 7 Mec NOBTOPHO HAX0AMICS Ha roCnu-
Tanu3auun B oTaeneHun gepmartonormn HUW negunatpum
1 oxpaHbl 3a0poBbs Aeten HKLL N22 OIBEHY «PHUX nm. akaa.
b.B. MNeTpoBcKoro», rae B CBA3KM C OTCYTCTBUEM IOPEKTUBHO-
CTW paHee NpUMEeHsIEMbIX METOAMUK Tepanuu Gblna nposeae-
Ha BpayebHas KOMMUCCUS U MHULMMPOBAHa Tepanus UHrMou-
Topom JAK npenapatom TodaunTnHUo off label B o3e 10 mr.

®dusuKanbHaa guarHocTuka

dusnyeckoe pas3BuUTME COOTBETCTBYET BO3pacTy, rap-
MOHMYHoe. PocTt — 156,5 cm; macca Tena — 46,56 Kr.
CocTosiHMe 601bHOr0 MO OCHOBHOMY 3a060/1EBaHUI0 — TSKe-
J10€ 3a CYEeT PacnpoCTPaHEHHOCTN KOXKHOIo NaTtonormyecKo-
ro npotecca.

Status localis. Ko)XHbI NaToNorMyecKkmi npoLecc HocuT
pacnpoCTpaHEeHHbIW XapaKTep, NpeacTaB/leH MHOXECTBEH-
HbIMWU AEMUIMEHTUPOBAHHbLIMU U TUMOMUIMEHTUPOBAHHbBIMMU
NATHAMW Pa3/IM4YHOrO pa3Mepa M JIOKaANM30BaH Ha Koxe
BOJIOCMCTOM 4acCTW FOSIOBbI, 1LA, Ty10BULLA, KOHEYHOCTEN.
Ha Koe BONOCMCTOM YacTu ronoBbl BCTPEYalOTCH eaAnHMY-
Hble o4arn aenurMeHTaumm ¢ obecLBeYEeHHbIMU BONOCAMM
(nenKkoTpuxms). Ha Koxe nuua onpeaenstoTca MHOXECTBEH-
Hble AEeNUrMEHTMPOBaHHbIE MATHA MOJIOYHO-6Een0ro LBeTa,
YeTKO BM3yanu3unpyemble Noj AIMHHOBOHOBbLIM ynbTpaduo-
NIeTOBbIM CBETOM Namnbl Byga, pasnuMyHon GbopMbl U BENK-
YUHbI, MMEOLIMEe YeTKMe rpaHuubl. Ha Koxe TynoBuuia,
npenMyLLecTBEHHO B 06/acTU rpyaM, B o4varax AenurmeH-
Tauun HabngalTCsd y4aCcTKM OCTATOYHOW MUIrMeHTauuu.
[ennrmeHTMpoBaHHbIe NSTHA Ha KOXE KOHEYHOCTEW JIOKanu-
3yl0TCA MPEMMYLLECTBEHHO Ha KOXE TblJIbHOM MOBEPXHOCTU
Kncten B 06/1aCTu nanbLEeB, pa3rnbatesibHbIX NMOBEPXHOCTAX
BEPXHUX U HUMHUX KOHEYHOCTEN, CUMMETPUYHbI, CK/IOHHbI
K cnnsiHnIo (puc. 1). CyObEeKTUBHBIX OLLYLLLEHUIA HE OTMEYaET.

CURRENT PEDIATRICS /2024 / V.23 /N2 5

7

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2024 / TOM 23 / N2 5



Clinical Observation

3

KnuHuyeckoe HaGnopeHue

Puc. 1. Manbuuk, 13 neT, 4o Ha4ana Tepanuun TodbaunTUHNG0M. HabnoaaoTcs MHOrOYMCNEHHbIE TMNONUIMEHTUPOBAHHbIE 04aru, caMBatoLmnecs

Apyr ¢ Apyrom
Fig. 1. Boy, 13 years old, before initiating tofacitinib therapy. Multiple hypopigmented areas fusing together

UcToyHuK: AM6apuysH 3.T., 2023.
Source: Ambarchyan E.T., 2023.

JIuM@oy3/1bl HEe yBENUYEHDI.

OnopHo-aBuraTesbHbIN annapar 6e3 0CO6EHHOCTEN.

OpraHbl AblxaHWs: YacToTa [bIXaTefbHbIX ABUMXKEHUA —
21/muH. HocoBoe abixaHne cBo6oaHoe. B nerkux gbixaHue
BE3UKYNAPHOE, NPOBOAMUTCS BO BCE OTAENbI, XPUMbI HE BbICY-
wusatotcs. Popma rpyaHon KNEeTkn — UMAMHAPUYECKaS.

CeppaeyHo-cocyanctasd cucTeMa: YacToTa cepaeydHbixX
COKpauleHun — 84 ya./MUH, NyAbC PUTMUYHBINA, MSATKUHN,
rpaHuLbl cepaLua He U3MEHEHbI, TOHbI cep/iLia ACHbIe.

OpraHbl nuujeBapeHUs: A3blK Ba)KHbIM, 6e3 Haneta,
MBOT MNpaBWIbHOW KOHOUrypaLuu, aKTUBHO y4acTByeT
B aKTe AblXaHWs, MArkui, 6e360/1e3HEHHbIN, NeYeHb Y Kpas



pebepHon ayru, cenedeHka He nanbnupyetca. CTyn perynsp-
HblM, 0OPMJIEHHbIN, 6€3 NATONOrMYECKUX MPUMECEN.

MovyenonoBas cuctema: MoYeucrnyckaHue cBo6ofHoe,
6e36051e3HEeHHOe.

Hapy»<Hble rnosioBbie opraHbl CGOPMUPOBaHbI NpaBW/ib-
HO, MO MY}KCKOMY THy.

HepBHo-rncruxmyeckoe pa3BUTHE COOTBETCTBYET BO3pa-
CTy, KOHT@KTEH, OPWMEHTUPOBAH MpPaBUIbHO, B CO3HaAHWMW.
O6palleHHyl0 peyb NoOHUMaEeT, B AManor BCTynaer.

MpepBapuUTenbHbIA AUArHoO3

Ha ocHOBaHMM OaHHbIX KIMHWYECKOM KapTUHbl U aHaMm-
He3a 3ab0/ieBaHMA YCTAHOBMEH AMArHos: «BuTunuro, reHe-
panu3oBaHHasa dopmar.

AnHamMmuKa u ucxopabl

B KAMHMYECKUX aHaim3ax KpoBMU M MOYM BCE NoKasaTenu
B npeaenax pedpepeHCHbIX 3Ha4eHum.

B 6unoxummn4yeckoMm aHain3e KPOBMU MPU3HAKKU LIUTOMK-
3a M Xofiectada He oOHapy)KeHbl, 6€1KOBO-CMHTETUYECKAs
QYHKUMS NeYeHU, a TaKKe IKCKpeTopHasa GYHKLUSA NOYeEK He
HapylweHbl, NTMNUAHbIM Npodunb 6e3 OTKIOHEHWK, nabopa-
TOPHbIX MPU3HAKOB BOCMANEHUS HE BbISIBNEHO.

Mo aaHHbIM yAbTPa3BYKOBOro MCCAefoBaHMs MNpPU3Ha-
KW CTPYKTYPHbIX M3MEHEHWN OpPraHoB OPKOLWHOW MOSIOCTH
1 3a6PIOWMHHOIO NPOCTPAHCTBA HE ONpeaeneHbI.

MauneHT KoHCYIbTMpOBaH GU3NoTepaneBToOM, PEKOMEH-
[oBaHa obuiasa y3kononocHas ¢ototepanua (UVB 311 Hm)
He MeHee 8 npoueayp.

3a MeXrocnutasnbHblM Nepros OTMeYaeTCs NoSIOXKUTENb-
Has AMHaMKKa MO KOXHOMY Nnpoueccy B BMAE YMEHbLUEHMS
04aroB Ha nuLe, Wwee, BEPXHUX KOHEYHOCTSX.

B Bo3pacTte 14 neTt nauumeHT NocTynua Ha naaHoBYO
rocnuTanuM3auuio B otaeneHuve gepmatonornn HUMN negu-
aTpuu 1 oxpaHbl 3a0poBbs geten HKL, N°2 drbHY «PHLX
MM. akaga. b.B. lNeTpoBcKoro», rae oTMevyeHa NooXKuUTeNb-
Hasl KAMHWYECKan AMHaAMWUKa B BUAE CHUMEHWS MHAEKca
BblpaxkeHHocTH Butuamro VES (Vitiligo Extent Score). Ha
POHEe CUCTEMHOrO MpUMeHeHus TodauuTMHMOGa B CYTOY-
HoM po3e 10 Mr MHAEKC TAXEeCTU BUTUIUIO CHU3UICS
¢ 34,64 po 21,64 3a nepuon 6 mec (puc. 2, 3). YuntbiBas
pe3ynbTatbl 06CNefoBaHU, YAOBNETBOPUTENbHYIO Mepe-
HOCMMOCTb Mpenapata W OTCYTCTBME HexenaTeNbHbIX
SABMIEHWUN, ObINO MPUHATO pelleHrne NPOAOIKUTL Tepanuio
npenapatoMm TodaUUTUHMG NO4 KOHTPONEM Bpadva-aepma-
Tonora B 4o3e 10 Mr B CYTKM.

MporHos
lMporHos 3a6oneBaHnss — 6aronpUSATHLIN.

BpemeHHas WwKana
XpOHONOrnsa pasBUTUS U KOYEBbIE COOLITUS GONE3HM
nauuveHTa npefcTaBneHbl Ha puc. 4.

OBCYXAEHUE

Butnnuro — 310 XpOHU4YecKoe 3abosieBaHUE KOXM,
B OCHOBE KOTOPOrO NIEXWUT ayTOMMMYHHas arpeccus npotms
MEeNaHoLMTOB, 4TO MPUBOAMT K MpOrpeccupyrollen notepe
NMUrMEHTa M NOSIBAEHMUIO TMMOXPOMHbIX MM aXPOMHbIX NATEH
Ha KOXE W CIM3KUCTbIX 060/104Kax C BO3MOXKHbIM BOBE-
YeHMeM BOJMIOCAHbIX QOMMMKYNOB Ha PasNM4YHbIX ydacTKax
KOXM [14]. KNUHUYECKN BUTUANTO NPOSBASETCS 6enbiMU NAT-
HamK, pacnpPoOCTPaHEHHOCTb M NOKaNM3aLUmns KOTOPbIX 3aBu-
CUT OT KJIMHMYecKon GopMbl. Tak, BblAENSIOT CErMeHTapHoe
M HecerMeHTapHoe BWTWAUIO. HecermeHtapHoe, B CBOIO
oyepenb, BKIOYAET reHepann3oBaHHylo, akpodalManbHyo
W YHMBEpPCanbHyto GopMbl BUTUAMIO [15].

Butunmro yacto accoummnpoBaHo ¢ KOMOPOUAHBIMW COCTO-
AHUSIMW, Hambonee pPacrnpoCTPaHEHHbIMU U3 KOTOPbIX ABAS-
loTca 3aboneBaHus WWMTOBUAHOM Kenesbl, IOKanM30BaHHadA
CKIepoaepmus, NepHULUMo3Hasa aHemus, 601e3Hb AQAMCoHa,
aTOMMYeCKMN [AepMaTuT, caxapHbli auabeT, o4yaroBas aso-
neuus, ncopuas, pesmMaTouiHbin apTput 1 ap. [1, 16, 17].
TakXe B ogHOM M3 paboT onucaHo y 12 u3 35 naumeHToB
C BUTWANUIO BMNEPBbIE BbIABNEHHOE HapYLLIEHUS ClyXa, 0CO6EH-
HO Ha BbICOKMX YacToTax, B CPaBHEHWUWU C KOHTPOIbHOM rpyn-
non. Pernctpauuns BecTUOYNSPHbIX Bbl3BaHHbIX MUOrEHHbIX
noTeHUManoB NpoAeMOHCTPUPOBana chnegyowee: 5 naunex-
TOB C BUTWAWIO UMENU OAHOCTOPOHHEE PACCTPOWMCTBO CryXxa,
3 nauMeHTa — [OBYCTOPOHHee paccTponcTso [18]. B gpyrom
nccnefoBaHUM B CPaBHEHUM C KOHTPObHOW rpynnow y nauu-
€HTOB C BUTUAWIO Bbla 3HAYUTENBbHO 6osiee BbICOKas pacnpo-
CTPaHEHHOCTb NOTEPM CAyXa ¥ aHOMaNIMI OpraHa 3peHust, Npu
3TOM 3HAYMUTENbHON Pa3HULbl B OCTPOTE 3PEHUS HE BblisiBMe-
Ho [19]. Y npeacTaBneHHOro nauneHTa HapyLweHW Co CTOPOHbI
OpraHoB 3PEHUS U Ciyxa BbIIBAEHO He 6bino. MNauneHTbl Npo-
X04sT 06cnefoBaHMe OpPraHoOB 3PEHUS U ciyxa, NNaHWpyeTcs
npeacTaBuUTb JaHHble BbIGOPKM B NMOCaeAyoLWwmX ny6anKaLmsx.

KaK yxe ynoMunHanocb, BUTUAUIO NPOsSBASETCH 6efbiMu
NATHAMK, PACNPOCTPaHEHHOCTb M NOKann3auus KOoTopbIX
3aBUCUT OT KIIMHMYECKON GopMbl. KnuHMYecKas oueHKa
NaowWaan NoparKeHMs Npu BUTUANIO OTHOCUTENBHO MoLWwaan
NOBEPXHOCTHU TeNa, Kak NpaBunio, MPOM3BOANTCS C MOMOLLbLIO
nHaekca VES.

B nocnegHee BpeMs nonyyaloT Bce 6onblue [AOKa3sa-
TENbCTB Beaylen POaM OKUCAUTENbHOrO CTpecca B MnaTto-
reHesze BUTUAKUIO. CTpeccoreHHble GaKkTopbl MpU Haanyuu
reHeTu4yecKoro ¢oHa BbI3blBAOT AUCOYHKLMIO aHTUMOKCH-
[aHTHOW CUCTEMDI, HapyllaeTcs PyHKUMUS MEMOPAHHbIX IUMK-
OB W KIETOYHbIX 6ENKOB, U CUHTE3 GMONTEPUHA NPUBOAUT
K JanbHeENLeMy OKUCAUTENbHOMY CTPECCY M NMOBPEKAEHUIO
KneToK. [Mepenpon3BOACTBO aKTUBHbIX GOpPM KUcnopoaa
aKTUBU3UPYET pa3BEPHYThbIN BGENKOBbLIN OTBET U CTUMYNUPYET
MeNaHOLMTbl CEKPETUPOBATL IK30COMbI, KOTOPbIE CoaepKaT
MenaHouuT-cneymdmuyeckme aHTtureHbl, MUKpoPHK, 6en-
KW TENJOBOro LOKa M ApYyrMe MONEKYNspHble CTPYKTYPbI.
3T 3K30COMbI AOCTABASIOT AHTUIEHbI-MULLEHW BUTUAMIO
K GNMKaNLIMM JEHAPUTHBIM KNETKaM U Bbl3blBatoT MX CO3pe-
BaHWe B 3PODEKTUBHbIE AHTUTEHMNPEIEHTUPYIOLLME KIETKM.
AKTMBaLMs pa3BepHYTOro 6e/KOBOro OTBETa TaKKe MHAY-
LMPYET MPOAYKLMIO XEMOKMHOBbIX JIMFAHLOB CTPECCOBbLIMM
KepaTuHoUMTaMK1, npuBoas K npuBnedeHuto CXCR6 CD8*
T-KNeToK; CTpeccuMpoBaHHble MeNaHOLMTbl BbiCBOGOXKAAIOT
CXCL12 n CCL5. lMpun 3HAOrEHHOM WM 3K30rEHHOM CTpec-
ce NK-knetkn m ILC1 (innate lymphoid cell — numdouna-
Hble KITIETKM BPOXAEHHOO UMMYyHUTETA) NpoayumpytoT IFN-vy,
KOTOPbIA MHAYLIMPYET NPOAYKLMIO XEMOKMHOB MOCPEACTBOM
KepaTtuHouuToB. IFN-y perynupyet 6a3anbHyl0 3KCNpeccuto
CXCR3B B MenaHouutax. CD8* T-KNeTkM M3 NoparKeHwun
BUTUANIO MPOM3BOAAT HECKONbKO LIMTOKMHOB, TaKMX Kak
IFN-y. CBs3biBaHue IFN-y c¢ ero peuentopoM aKTuBupyeT
nytb JAK-STAT n npuBoaunt K cekpeumn CXCL9 n CXCL10
B Koxe. Yepes poactBeHHbIM peuentop CXCR3 CXCL9 cno-
CcO6CTBYET MaccoBOMY NPUBNEYEHNUIO MeaHOUMT-cneLndny-
HbiX CD8* T-KNeTOK K KoxKe, Torga Kak CXCL10 cnoco6¢eTByeT
WX NoKanusauuu B anuaepmuce U ux adpPeKTopHon dyHK-
LMK, 4TO YBENMYMBAET BOCMNANEHNE 3a CHET NMONOXKUTENBHON
ob6paTHOM CBSI3M, C MeXxaHM3MaMu, NPUBOAALMMKU K anon-
TO3Y MENaHoUMTOB. BUTUANIO COXpaHseTcs peaKTUBHbIMM
MenaHouMTaMn — pe3neHTHbIMU T-KNeTKamMun NnamsiT B TKa-
H$IX, KOTOPbIE OCTalOTCS AO/TOXMUBYLLMMK B KOXKe 6narogaps
IL-15-nHayumpyemom nepegade curHanos [20].

TodauntmHm6 — wuHrnéutop JAK 1/3, oao6peHHbIn
YnpaBfiieHnem MO CaHUTapHOMY HaA30py 3a KavyeCTBOM

w
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KnuHunyeckKoe Ha6noaeHue

Puc. 2. Manbuuk, 13 net 6 mec, Bo Bpems Tepanuun TodpauntuHu6om. OTMedatoTes npeKkpalleHe nosiBneHns HoBbIX 04aroB M Mea/ieHHas
penurMmeHTaunda
Fig. 2. Boy, 13 years 6 months old, during tofacitinib therapy. There are no new areas and slow repigmentation

¥

MNcTouHuK: AMBapusH 3.T., 2024.
Source: Ambarchyan E.T., 2024.

nuLLeBbIX NPoAyKToB U MeanKkameHTtoB CLUA (FDA) B 2012 1.
ONS NeYeHUs peBMaToOMAHOro apTpuTa CpPeaHEen U TaKenon
crenenu [21]. Ana 60nblWKNHCTBA NATONOrMKM B AETCKOM BO3-
pacTe MCMNob3ylTCs AO3MPOBKU 5 MI ABa pa3a B CyTKM Npwu
Macce nauueHTta 6onee 40 Kr u 5 Mr oguH pas B CYTKW, €CNn
Macca naumeHTa < 40 kr [10]. MexaHn3m ero AencTBus

m

3aKntovaetca B nogasneHnn nytu JAK-STAT, 4TO cHuKaet
ypoBeHb IFN-y [22], 6nokupyeT BbipabGOTKy npoBocnaiu-
TeNbHbIX 6ENKOB M LMTOKMHOB, NOAABASAS BOCMANMUTENbHYIO
peaKLUMio U OCTaHaBMBas aKTUBHOCTb BUTUAMIO [6B].
M36upatenbHoe 6GNOKMPOBaAHME Mepegayym CUrHasaoB
LIMTOKMHOBbIX rPynn ABASETCS OTIMYUTENBHON YEPTON UMMY-



Puc. 3. HeTKo BU3yanuaunpyemble o4aru penurMeHTaLmnmn Koxu B LLeHTpe 1 No nepudepmnn NPexHnx y4acTKoB AenurmeHtauum Ha GoHe Tepanuu

TOobaAUUTUHUOOM

Fig. 3. Clearly visualized skin repigmentation sites in the center and periphery of previous depigmentation areas during tofacitinib therapy

McToyHmK: Am6apuysiH O.T., 2024.
Source: Ambarchyan E.T., 2024.

Puc. 4. XpoHonorusa pa3sutus 3a6osieBaHUs NaLuMeHTa ¢ reHepanm3oBaHHON GOpPMON BUTUANIO
Fig. 4. Disease chronology of the patient with generalized vitiligo

MepBu4yHasa rocnutanmsauma 8 HUA
neanaTpumn 1 OXpaHbl 340POBbS AeTew
HKL, N°2 ®IrBHY «PHUX um. akaga.

B.B. MNeTpoBcKoro». B Tepanumn npumMeHanncb

MoBTOpHas rocnuTanusaums,
OLeHKa pe3ynbLTaToB
ob6cnegoBaHUiM M NEPEHOCUMOCTH
npenapata, oLeHKa

MNosiBNeHne nepsbIx
TMNOMUIMEHTUPOBAHHbIX NATEH
nocne akTUBHOWM MHCONSLIMK,

NpYMeEHeHWe nepopasbHOro
BUTaMuHa A, LMHKa
M TOMUYECKUX MHTUBUTOPOB
KanbLUWHEBPUHa 6e3 addeKTa

y3KonosiocHasa dotoTepanus,
Tonuyeckue MK 1 Tonnyeckne
WHIMOBUTOPbI KanbLUMHEBPKUHA CO cnabbiM
NoNoXuUTenbHbIM 3pdeEKTOM

KNIMHU4YecKoro adpdekTa.
MpuHaTHE peleHns

0 NPOAOIHKEHWUM NpUema

npenaparta TopaunTUHUG

focnuTanusaums B cTauuoHap,
NpUMeHeHWe y3KoMNoA0CHOM
doToTepanuu B coHeTaHnm
c Tonuyeckummn MK
6e3 3Ha4ynMmoro apodeKkTa

MoBToOpHas rocnutanusauns 8 HUNU
neavaTprmn U oXpaHbl 340POBbS AeTe
HKL, N2 ®T'BHY «PHLX um. akag.
B.B. MNeTpoBCKOro», MHMLMALMSA Tepanum
MHrnémuTopom JAK npenapatom

MporHos
6naronpUSATHbIN,
oXKnaaemblin apdeKT —
penurMeHTauus

04aroB BUTUIIUIO
TodaUNTUHNE

lMpnumeyvaHme. TK — rNIOKOKOPTUKOUABI.
Note. GC (F'K) — glucocorticoids.

HoMoZynupylollero apodekta nHrnémutopos JAK no cpaBHe-
HUIO C 06bI4YHBIMW UMMYHOZeNpeccaHTaMn. NHrmbutopbl JAK
npeacTaBnsoT cobon manble Monekynbl (< 500 [a), 4to cno-
COGCTBYET MX BCACbIBAHUIO B KMLIEYHUKE M MPOHUKHOBEHMIO
B KOXY. MOCKO/MIbKY OHM SBASIOTCH KOHEYHbIMWU NIEKAPCTBEH-
HbIMWU cpeacTBamMu, MX dapMaKonorMyeckun apPeKkT He
3aBUCUT OT MeTabonnama, a 6bicTpas abcopbLmnsg NpMBOAUT
K paHHeMy KInHu4eckomMy apodekTy [23].

CywecTByeT psag NOG0OYHbIX ABMEHWUIA, OTMEeYaeMbIX Npu
CUCTEMHOM MpPUMEHEHUN uHrnémutopos JAK. O6LimMe U3 HUX
BK/IOYAIOT B €65 UHDEKLMM BEPXHUX AbIXaTeNbHbIX NyTeN,
ronoBHy0 60/b MK auapeto. OTMeYanucb Takxe cryyau
C NIErKMM MOBbLIWEHWEM YPOBHS TPAHCaMWHA3 NEYEHU, CHU-

EHUEM YPOBHS reMornobuHa, GoannKyIMTOM M NOBbIWEHK-
€M YPOBHS MOYeBOM KucnoTbl [10].

CTOUT OTMETUTL, 4YTO 6Ee30MacHOCTb Npenapara Todauu-
TUHMO NPEeUMyLLECTBEHHO OLleHWBaNacb BO B3POC/IOM Momny-
NAUMKU, U B YaCTHOCTU B UCCIEAOBaHUSAX, MOCBALEHHbIX €ro
NPUMEHEHUIO MPU TaKMX HO30MOIMAX, KaK S3BEHHbIN KOMMUT,
peBMaTouaHbIN apTpuT. aHHble paboThbl OTpaxKanun Hannuune
npo6nem, cBsi3aHHbIX C TPOMOGO3amMu, TPOMOO3IMOBOAUAMHM
W OPYruMU cephevHo-cocyancTbiMK natonornamun [24, 25].
OaHako 6bI10 caenaHo 3aK/aloYeHWe O TOM, YTO MOBbIWEH-
HbI PUCK CEPAEYHO-COCYANCTLIX UCXOA0B HEMb351 UCKIIOYUTb
y NauueHToB C APYrMMK HE3aBUCUMbIMU haKTOpaMu pUcKa
cepAevyHO-cocyancCTbix 3aboneBaHni [25].
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BmecTte ¢ TeM, pUCK BO3HUKHOBEHUS TybepKyne3HoM
MHEKUMM Ha GOoHe NPUMEHEHUS MHIMBUTOPOB JAK ocTaeTcs
aKTyanbHOM NpPo6neMon ANns BCeX BO3PACTHbIX rpymnn nauu-
€HTOB. B OTHOWEHWW NaLMEHTOB AETCKOro Bo3pacTa mucchne-
[OBaHWS MOKa3blBAlOT HU3KYKD 4acToTy aKTuBauuu Tybep-
Kynesa Ha ¢OHe MpuUMEHEHUs TopauuTuHMGa B Tepanuu
pasnunyHbix 3a6osieBaHUi. TeM He MeHee, Y BCEX NaLMEHTOB
[0 Havana NpUMEHeHWs npenapaTa AOMKEH MPOBOAWUTLCS
o0653aTteNbHbl CKPUHWUHT Ha Ty6epKyne3Hyo NHOEKLMIO [26].
B 60nblWIKHCTBE Cny4yaeB BCe HexenaTteflbHble SBAEHUS OT
npuema npenapata He TPebGylOT MpeKpalleHus neveHus
M MOryT GbiTb KYNMMPOBaHbl KOHCEPBATUBHLIMU METOAAMM.
[pyrve cepbesHble HexenatenbHble SBEHUS BCTpeYaloTcs
KpaklHe peako [27].

3AKJ/IIOMEHUE

Butunuro €BnaeTcs cepbe3HOW MeAWKO-COoLMaibHOM
npo6nemon. Bonpockl aTMonornn u natoreHesa 3abosesa-
HUS OCTalOTCH He A0 KOHLA U3y4eHHbIMKW. HoBble Teopuu pas-
BUTUS BUTUIUTO OTKPbIBAOT BO3MOMXHOCTHU AN MPUMEHEHUS
npenapartoB, paHee He UCMOoNb30BaBLIMXCS ANs 3TOro 3a6o-
neBaHus. Takon noTeHuUman HabnoagaeTcsa y uHrmnéoutopa JAK
TopaunTUHNGA, KOTOPbIM YyCMeWwHo cebs 3apeKomeHaoBan
NPU MHOTUX APYrUX ayTOMMMYHHbIX COCTOSIHUSX.

UWHO®OPMUPOBAHHOE COINIACUE

OT poauTenen nayMeHTa noay4eHo NMcbMeHHoe UHOop-
MUpOBaHHOE A06POBOSLHOE corflacMe Ha nybanKaumio
pe3ynbTaToB 06CNe0BaHUS, IeYEHUST U MeAULIMHCKUX GOTO-
rpadun pebeHKa, a TakKe Ha nybnunKauui ero naobpaxe-
HUA B MEAMLMHCKOM KypHase, BKoYas ero 3feKTPOHHYI0
BEpCUIO (faTa nognucanus cornacus: 23.01.2024).

INFORMED CONSENT

Patient’s parents have signed written voluntary informed
consent on publication of examination and treatment results
and medical photos of the child in medical journal, on-line
version included (signed on 23.01.2024).

BbIPAXXEHUE NMPU3HATEJ/IbHOCTHU

Bbipa)xkaem Npu3HaTeNbHOCTb 3aKOHHbIM MpeacTaBu-
TenaM nauueHTa 3a corfiacne Ha nyGauKauuio pesynbTa-
TOB 06CNeA0BaHUS, IeYEHUS U MEeAULMHCKKUX doTorpadum
pebeHKa.
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BanueB Tumyp Tesimypa3oBuy, JOKTOP MEAULIMHCKMX HayK, 3aBELYIOLMI OTAENEHWEM AETCKOM OHKONOMMM U reMaTonorum (Xumuotepanus
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O6ocHoBaHne. MacTounTo3 sIBAsSEeTCS BecbMa peaKkum 3aboseBaHnemM ¢ 6OJbLUMM KIMHUYECKUM pas3Hoobpasnem
MposiBAEHNI, B OCHOBE KOTOPbLIX JIEXKMT aHOMa/lbHasi K/I0Ha/ibHasi nposangepaums TYYHbIX KIETOK B OpraHax M TKaHsX,
BKJIIOYas1 KOXKY, KOCTHbIM MO3I, IMMPATUYECKME Y3/ibl, MEYEHb, CEIE3EHKY U XKENYAOYHO-KULIEYHbIM TPaKT. [JuarHos ycra-
HaB/MBAETCA Ha OCHOBaHWU KAMHWUYECKWUX MPOSIBAEHMM, 1abopaTopHbIX M MHCTPYMEHTa/IbHbIX METOA0B MCCAef0BaHMS.
Oco6yto posib B OCTaHOBKE AMarHo3a «MacToLMUTO3» UrpakoT CUMATOM [apbe — YHHbI U MMCTOI0rMYECKOe MCCe0BaHMe.
MpeacTaBaeHHbIN KIMHUYECKMI Cllydai ONMCbIBAET BECbMa PEAKYI0 KOXHYI0 GOpMy MacToLmnTo3a. OnMcaHne KIMHUYECKOro
cayyas. [leBoyKka, Bo3pacT 2,5 roga, rocnutaan3mpoBaHa ¢ MHOXECTBEHHbIMU 3pUTEMATO3HbIMM NanyaaMmu Ha Tese, auLe
M KOHe4HocTax. KomnaekcHoe o6cnefoBaHue, BKOYas TpernaHoGMOMNCHio KOCTHOr0O Mo3ra M no3uTPOHHO-3MUCCHUOHHYIO
TOMOrpaduio, MO3BOJINIO UCKIKYUTL CUCTEMHbIE MPOSIBIEHUS MacToymTo3a. 3aKadeHme. HecmMoTps Ha To, 4TO MacTo-
LUMTO3 y feTell B OCHOBHOM MNpeACcTaBaeH KOXHOM popmMoi, HEO6XOAMMO MPOBOANUTL TiaTeslbHoe 06cae[0BaHme nalmeHTa
Ha npeamMeT CUCTEMHOIO MOPaXKeHUs. AHTUrMCTaMUHHbIE penapaTbl B COYETaHMM C TOMMYECKOM M/UIM CUCTEMHOV Tepanuen
[TIIOKOKOPTUKOMAAMM 4acTO 9QOEKTUBHBI, HO MOJIHbINA PErpecc NaToorMyecKnx npPosiBaeHni 3aboaeBaH1s MPOUCXOANT He
Bcerga. [py oTCyTCTBMM MM HEAOCTATOYHOM TEPANeBTUYECKOM 3POEKTE MOKa3aHO MCMOIb30BaHME MHbIX TepaneBTUYECKMX
onumn — TapreTHbIX npenapaTtoB (MHIMGUTOPOB TMPO3MHKUHA3).

Knro4yeBble cnoBa: MacToUnTo3, AMPDY3HbIN KOXHbIM MacTOLMTO3, Tepanusi, MUHFMOGUTOPbI THPO3MHKMHA3

Ansa yntupoBarHus: Banves T.T., MypawkuH H.H., benbiwesa T.C., MucukoBa 3.I, MNpoHuHa [.A., Ennwes P.B., iBaHoB PA.
TepaneBTU4eckue noaxoabl Npy AMPAOY3HOM KOXXHOM MacToUMTO3e y AeTen: 0630p MTepaTypbl U COOBCTBEHHbIN KINHUYeE-
CKuM onbIT. Bonpockl coBpemeHHou negnatpun. 2024;23(5):384—-390. doi: https://doi.org/10.15690/vsp.v23i5.2794

OBOCHOBAHME

MacToumTo3 npeactaBnseTr Co60W reTePOreHHyl Mno
KIMHWKO-1a60opaToOPHbIM XapaKTePUCTUKAM PeaKyto rpynny
3a60oneBaHnin CUCTEMbI KPOBM, ANl KOTOPbIX XapaKTepHa
KnoHanbHasa nponavdepaumns Ty4HbIX KIETOK B PasfiMyHbIX
opraHax v TKaHsx. [lpyrumu opraHamu, KOTopble nopaka-
0TCS MPY MacToLMTO3e, ABMSAIOTCA KOCTHbIM MO3T, TMMdaTh-
YecKue y3/bl, MeYeHb, CeNe3eHKa M XKeNyao4HO-KUILIEYHbIN
TpakT [1]. B cooTBETCTBUM C KnaccubuKkauunen BecemumpHom
opraHusaumu 3gpaBooxpaHeHuns (BO3), BblaensoT cnegyto-
e dopmsl [2]:

1) MacToOLMTO3 KOXMU;
2) CWUCTEMHbIN MaCTOLIMTO3, XapaKTepMU3YOLWMIACA Npenumy-

LLECTBEHHbIM NOParKEHNEM BHYTPEHHWUX OPraHoB;

3) 0nyxonu U3 Ty4YHbIX KNETOK (TYHHOKNETOYHbIE CapKOMblI,

JIENKO3bI).

KoXXHbIM MacTouuTo3 ABNAETCS Hambonee Yyacton dop-
MOW MacToLMTO3a, a y AeTer 3a4acTylo eLUHCTBEHHOM
n B 75% cnyyaeB BO3HMKaeT B Bo3pacTe a0 2 net [3-5].
CUCTEMHbIV MacTOLMTO3 B LETCKOM BO3pacTe AWarHocTu-

pyetcs BecbMa peako [6]. ExxerogHaa 3aboneBaemocTb
KoXHOoW dopmon mactoumntosa (KPM) coctaBnsiet 0,2 Ha
100 Tbic. HaceneHus [7]. KOM y neteint nmeet 6naronpusaT-
HbI NPOrHoO3 [8, 9] M B GONbLIMHCTBE CNy4aeB perpeccupy-
eT 6e3 fieyeHus K nybeptatHomy Bo3pacty [10].

K®M BKOYaET TPM OCHOBHbIX NoAaTnNa [6]:
a) MaKynonanynesHbli, Uan NUrMeHTHas KpanuBHULA;
6) AMdbY3HbBIN KOXHbBIM MacToLMTO3;
B) O[MHOYHas MacTouuToMa.

Ondody3HbIM KOXHbIM MacTouuTod (AKM) saBnsaetcsa
peaKMM BapuaHTOM KOXHOrM0 MacToLMTO3a M COCTaBnseT
1-5% Bcex cnydyaeB 3aboneBaHusa [8-9]. AKM moxet
OblTb KaK BPOXAEHHbIM, TaK WU MPUOOBPETEHHbLIM B paH-
HemM JeTcKom Bo3pacTe. 3aboneBaHue xapaKTepusyeTcs
MHOUNBTPaUMEN Ty4HbIMU KIeTKaMu 6Gonblier nnouaau
KOXHOr0 MOKPOBa M MPOSBASETCS KOXHbIMW MaTONOMM-
YeCKMMK 3fieMeHTaMu no tuny “peau d’orange” («anefb-
CWMHOBas KOpKa») ¢ BapuabenbHOW runepnurmeHTauuen
n runepemuen [9-11]. AKM nposBngeTcs NosiBNEHUEM
NMOBTOPHbIX 3MW30/[10B rEeHepasn30BaHHbIX BbICbiNaHWUM



B BUAE MHOXECTBEHHbIX My3blpen Ha Koxe [12]. KoxHble
nposienenns KM o6bacHSAOTCS TeM, YTO Npu GU3UYECKOM
BO3AENCTBUU Ha MOPaXKEHHYID KOXY MPOUCXOAUT BbICBO-
60X aeHne 60bLIOro KoNMYecTBa MeanaTopoB BoCNaneHus,
TakuX KaKk Tpuntasa, FMCTaMWH, npocTarnaHauHbl U nen-
KOTPUEHbI, U3 rpaHyn Ty4yHbiX KneTok [10, 13]. B TeyeHue
3-4 net nocne Havyana 60NE3HU OTMEYaeTcs TeHAeHUMN
K CHMWXEHWIO 4acTOTbl NMOSIBAEHWW BONAbIPEN W My3blpeN.
OnddepeHumnanbHyto aMarHoctuky éynnesHoro KM nposo-
[AT C BPOXAEHHbLIM OY//IE3HBLIM 3NMAEPMOIU30M, cTaduno-
KOKKOBbIM CMHAPOMOM OGOXKEHHOW KOXMW, HeoHaTalbHOM
BMPYCHOW MHdEKLMEN NpoCToro repneca, anMaepMonmTnye-
CKUM runepKepaTosom [5, 14].

CuctemHbin mactoumTtod (CM), HanpoTMB, B OCHOBHOM
pa3BuMBaeTca BO B3pocsom Bo3pacTe. [pu aton dopme
oTMeyaeTcs MynbTUdOKaNbHas MHPUIBTPaLUSA MacToLUTamm
pas3nn4YHbIX BHYTPEHHUX OPraHoOB, B TOM 4YMCNE M KOCTHOrO
mMo3ra [4]. B cootBeTCcTBUM € Knaccudurkaumen BO3 (2022),
CM nogpasaensioT Ha BapuaHTbl C M30/IMPOBaHHbLIM Mopaxe-
HWEM KOCTHOro MO3ra, MHAONEHTHbIN, arpecCUBHbIN CUCTEM-
HbIM MacTOLMTO3, TYYHOKNETOUYHbIN NEMKO3 (MU TYHHOKIIETOY-
Hasf capKoMa) U CUCTEMHbIK MacTOLMTO3, aCCOLMUPOBaHHbIN
C MHOW OMyX0Jiblo reMonoaTM4yecKon npupoabl [2]. Ana onpe-
[eNeHns BEepOSTHOCTM MOpaXeHUs OpraHoB U CUCTEM MpH
CM Bce naumeHTbl NPOXOASAT KIMHUKO-nabopaTtopHoe obcere-
[loBaHWe, BK/tOYatollee B cebs KIMHUYECKMI aHann3 KpoBu
C nevKoumMTapHon GOopMynon, BUOXMMUYECKUI aHaNT3 KPOBMU
C onpeaeneHnem LenodYHon docdarassl, aMMHOTpaHchepas,
anbda-TpmnTasbl, KOMMNbIOTEPHYIO ToMorpaduio (KT) opraHos
rPYOHOM KNETKU, a TaKXe yNbTpa3BYKOBOE WCCnefoBaHWe
(Y3WM) opraHoB 6ptoLiHOM nonoctu [15].

O693aTeNbHbIM NPU MacToLMTO3e ABASETCA NpoBede-
HWE TUCTOJIONMYECKOro MCCNefoBaHUsA KOXM, NMPU KOTOPOM
B 6a3a/lbHOM Cfioe anuiepmuca onpeaenserca nurmeHTta-
uMa, a B Jepme — rnepuBacKyNsipHbIM U MHTEPCTULMANBHBIN
WHOUNBTPAT, NpeacTaBNeHHbIn NMMbOLUTAMU U TYYHbIMK
Knetkamu [13, 15].

Ons tepanun KOM wncnonb3yoTcsd aHTUTMCTaMUHHbIE
npenapaTtbl, MECTHble WM CUCTEMHbIE [JIIOKOKOPTMKOCTE-
pOouabl, @ TaKXKe MHIMOUTOPbI KanbUuHeBpUHa [16, 17].

Tepanusi CUCTEMHOrO MacTOLMTO3a MOMET BKJOYaTb
TapreTHble npenapaTtbl: MOHOK/IOHA/IbHOE aHTUTENI0 OManu-
3ymMab, MYSIbTUKMHA3HbLIN UHTMOUTOP MUAOCTAYpPUH, a TaKxe
MHIMBUTOP TUPO3UHKMHA3 UMaTUHKUG [18-20].

B faHHOM cTaTbe Mbl PaCCMOTPUM KIIMHUYECKUI Npumep
OKM, OWnBKKN AMarHOCTUKKN U CIOXHOCTU BbiGopa Tepanuu.
MoHMMaHue 3Toro peakoro 3aboneBaHMs NOMOXET Bpayam
6onee apdEKTUBHO AMarHoCTMpoBaTb U BOBPEMS Ha3HavaTb
Heob6xoAMMYI0 Tepanuio nauneHTam.

KNUHUYECKHUIA NPUMEP

O nauueHTe

MauneHTka A., Bo3pacT 2,5 roga. lpu NoOCTynaeHuu
B HWW petckow oHkonormm u rematonornm Prey «HMUL,
OoHKonormn wum. H.H. bBnoxvHa» MwuH3gpaBa Poccuu
(r. MockBa) maTb npeabaBsna )anobbl Ha pacnpoCcTpPaHeH-
Hble BblICbINaHWs, 6€CMNOKONCTBO pebeHKa.

AHamHe3 60/1e3HHU

Co cnoB maTtepu, nepBble MNPOSBAEHUS 3aboneBaHUs
OTMeYeHbl B 3-MeCH4HOM BO3pacTe M XxapaKTepu30BainCb
NosiBIEHUEM €AMHMYHBIX BbICbINMAHUM Ha KOXe TynoBMLLa.
B TeyeHue 2 neT Npoucxoauno MeAsieHHOEe yBennyeHue
BbICbIM@HMM B pa3mepax n Konnyectse. B BospacTe 1 roga no
MecTy xutenbctBa (Pecnybnunka Y36ekuctaH) Gblna npose-
[leHa 6MOoNCKs NaTONOrMYECKOr0 3/IEMEHTA KOXM, MO 3aKJto-
YEHMIO C MeCTa UTENbCTBA: IOBEHU/IbHAsA KCaHTOrpaHynema.
[ononHutenbHoe o6cneaoBaHne He MPOBOAMIOCD, leYeHUs
pebeHoK He nonyyarn.

AHaMHEe3 XU3HHU

Ha MOMeHT ob6palleHuss poauTenu nauueHTKU Obln
coMaTMYyecKu 370poBbl. auueHTKa Obla poXaeHa oT
TpeTben 6epPeEMEHHOCTH, BTOPbIX CPOYHbIX POAOB Ha CpoKe
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Treatment Approaches for Diffuse Cutaneous Mastocytosis

in Children: Literature Review and Actual Clinical Experience

Background. Mastocytosis is a very rare disease with various manifestations, based on abnormal clonal proliferation of mast cells in
organs and tissues, such as: skin, bone marrow, lymph nodes, liver, spleen, and gastrointestinal tract. The diagnosis can be established
according to clinical manifestations, laboratory, and instrumental data. Darier’s sign and histological examination are crucial for
mastocytosis diagnosis. The presented clinical case describes very rare cutaneous form of mastocytosis. Clinical case description.
The girl, 2.5 years old, was hospitalized with multiple erythematous papules on her body, face, and limbs. Comprehensive examination,
including bone marrow biopsy and positron-emission tomography, allowed us to exclude mastocytosis systemic manifestations.
Conclusion. Despite the fact that mastocytosis in children is mostly represented by skin form, it is necessary to perform complex patient
examination on any systemic damage. Antihistamines in combination with topical and/or systemic glucocorticoids are often effective,
but complete response does not always occur. Implementation of other therapeutic options, such as targeted drugs (tyrosine kinase
inhibitors), is suggested In case of no or insufficient therapeutic effect.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

39-40 Hen. TeyeHne 6GepeMeHHOCTM 6e3 0COO6EHHOCTEN.
Macca Tena pebeHKa npu poxaeHun — 3470 I, anvHa
Tena — 49 cwm, oueHka no wkane APGAR — 7/8 6annos.
MpunoxeHa K rpyam cpagdy. HacneacTBeHHbIM aHaMHe3: 6paK
HEePOJCTBEHHbIN, OHKOIONMYECKMMN aHaMHe3 He OTArOLEH,
aTonunyeckne 3aboneBaHns KOXKW Y POACTBEHHUKOB NepBOn
JIMHUM HE OTMEYEHDI.

®dusuKanbHaga gMarHocTuKa

Bo Bpemsi mepBMYHOro ocmoTpa cocTosiHMe pebeHka
cpeaHen TaecTn. CoH HapyweH. [ibixaHWe B NerkKnx nyapuib-
Hoe. ToHbl cepala ACHble, pUTMUYHbIE. ANNETUT YAOBNETBO-
puTtenbHbln. Mepudepunyeckne nnmdaTtmyeckme yanbl npu
OCMOTpE M Nanbnaunun He yBennyeHbl. }UBOT MArKun, 6es-
60/1€3HEHHbIN. [leveHb 1 cene3eHKa Npu nanabnauum u nep-
KyCCMM HOpMasbHbIX pa3mepoB. CTyn 1 pa3 B CyTKK, 0bopMm-
NieHHbIM. MoyeuncnyckaHve perynspHoe, 6e3601e3HeHHOoe.
KOXHbIM MaToNorM4yecKmnin NpoLecc MMeeT pacnpoCTpaHeH-
HbIX, CUMMETPUYHbIN XapaKTep, BbICbINaHWSA NOKaNN3yoTCs
NpPeMMyLLLECTBEHHO Ha KOXe nua, TyIOBULLA, KOHEYHOCTEN.
Ha Ko)Xe BbllienepeyncneHHbix obnacten HabnopatoTcs
MHOX€ECTBEHHbIE 3pUTEMATO3Hble Nanyibl ¢ YETKUMU rpa-
HULAMU, OKPYMbIX WAKM HENPaBW/bHbIX OYepTaHWW, Aua-
meTpom Ao 0,7 cMm, HEKOTO-
pble M3 KOTOPbIX CKJIOHHbI
K cnusiHuioo. B mecTax Tpe-
HUS1 KOXM OAEXKAOM MW npu
BbIPaXKEHHOM MJiaye y 4actu

Puc. 1. MauneHTtKa A,
Bo3pacT 2,5 roga, COCTosiH1e
npu noctynneHun. KoxxHbin
naToNorM4ecKkuit npoLecc
HOCMKJ1 PacnpoCTPaHEHHbIN,

CUMMETPUYHbIN XapaKTep 3/1eMeHTOB oTMe4vaeTcs
1 JIOKasIn30BaNCa Ha Koxe NOJIOXUTENbHLIK  CUMNTOM
BOJIOCUCTOM 4acCTK roNioBbl, [Japbe — YHHbl (BblpaKeH-

nvua, TynoBuLLa, BEPXHUX
N HWXHKUX KOHEYHOCTEN. Ha Koxe
BblllenepeyncneHHblx o6nactemn
HabnAaNUCh MHOXECTBEHHbIE
3pUTEMATO3HbIE Nanysbl

C YETKMMMU rpaHuLaMK,
HEKOTOpbIE C TEHAEHLMEN

K CIUSHUIO

Has OTEYHOCTb, rMNepemMms).
Mpu nanbnaumn  oTMme-
yaloTcad 3ya M OONe3HeH-
HOCTb (puc. 1).

MpepBapuUTenbHbIN

Fig. 1. Patient A., age 2,5 years Auartos
old, condition at admission. Ha ocHoBaHuM xanoo,
The skin pathological process dHAMHECTUHECKNX  NaHHbIX

was widespread, symmetrical,
and localized on the skin of
the scalp, face, body, upper
and lower limbs. Multiple
erythematous papules

with clear boundaries, some
with tendency to merge were
observed on the skin

of the mentioned areas

N KIMHUYECKMX MPOSIBNEHUN
3aboneBaHus Gbin NoctaBneH
npeaBapuTeNnbHbIM OCHOBHOM
anarHos: «MacToumMTO3, KOX-
Has popma?».

[Onsa nposegeHusa andode-
peHuManbHOM AUarHOCTUKM
C APYrMMW My3bIPHbIMK Aep-
T MaTo3aMM W CUCTEMHbIMU
(B TOM 4ucne onyxoneBbl-
MK) 3aboneBaHuUsaIMU Obin
BbINOJ/IHEHbI MaToOMoOpdOoso-
rm4eckoe ” WMMMYHOIUCTO-
XMMUYECKOE UCClefoBaHus,
a TaKXe MNO3UTPOHHO-3MMUC-
CWOHHas ToMorpadud, co-
BMeLLeHHas € KOMMblOTEP-
HoW ToMmorpaduen (MIAT-KT).

AnHamMmuKa u ucxopbl

Ha cneayoowune CyTKM
nocne nocTynieHuss B Kiu-
HWYECKOM aHann3e KpOoBMU:
remorno6vH — 121 r/n, aput-

WUcToyHuK: Banunes T.T.
1 coaBT., 2024.
Source: Valiev T.T. et al., 2024.

pounTbl — 4,79 X 1012/5, rematokpuT — 36,3%, TPOMGOLIK-
Tbl — 387 X 109/51, nenKkouutapHas GopmMyna He U3MEHeHa.
B 6MOXMMMYECKOM aHanu3e KpoBM: TpaHCamuHa3sbl, Mo4e-
BWHa, MO4YeBas Kucnota, 6unnpybuH n ero Gpakuuun, nmno-
npotenabl B npeaenax pedepeHcHblx 3HavyeHuni MNMokasatenu
CBepPTbIBaAOLLEN CUCTEMbI KPOBM 6€3 3HAYMMbIX OTKIIOHEHWUW.

B aTH e cyTKM BbINONHEHa 61oncus Koxu. Npu ructo-
NIOTMYECKOM MUccneaoBaHun onpenensnucb GOKyCbl UCTOH-
4yeHusa anuaepMuca, akaHTos M runepkepartos. B aepme npo-
cnexvBanacb MHOUALTPALKUS MOHOMOPGHLIMKU KIETKaMH,
OKpyrnon ¢opMbl, CO CKYAHOW 303MHODUIBHOM LMUTOMNA3-
MOR. Slapa KIETOK O0BOWAHbIE, C IMbl6YaTblM XPOMATUHOM.
Mpu npoBeaeHN UMMYHOTMCTOXMMUYECKOIO UCCNeA0BaHMUS
B K/JETKax MnaTonorM4yeckoro ob6pasoBaHus onpegensnacb
aKkcnpececnsa CD117.

YpoBeHb TPUNTa3bl CbIBOPOTKM KPOBW 6bl1 HOPMasbHbIM
n cocTaBian 8 MKr/n.

NS UCKNOYEHWS MOPaXKeHUs APYrMX OPraHoB U CUCTEM
6bina BbinonHeHa MIT-KT ¢ 18F-FDG, no pesynbratam
KOTOPOM 04aroB naToNOrMYecKoro runepmetabonusma
He OTMeYeHO.

Mo pesdynbratam TpenaHo6MONCUKU KOCTHOrO Mo3ra npu-
3HaAKOB €ro nopakeHus He Bblno.

Taknm 06pa3om, Ha OCHOBaHUMM aHamHe3a, KIWHWYe-
cKoro ocmotpa, pesynbratoB M3T-KT un mMopdo-uMmyHo-
TMCTOXMMMYECKOTO MWCCIEA0BaHUS 04aroB MNOpPaxKeHHOM
KO BbICTaB/IEH OCHOBHOM AMarHo3: «Audody3HbIA KOXKHbIN
MacTOLMTO3».

B TeyeHue Hegenu naumeHTKa nonyvyana UETUPWU3KUH,
npeaHn30/0H, OHAKO MOMOXUTENbHAA AMHAMMUKa OT nede-
HWS OTCYTCTBOBAsa: NaTo/IoOrMYecK1e 3n1eMeHTbl MPOAoSIKa-
NI Me[/IEHHO YBENNYMBATbLCS B pasmepax.

C y4eTom OTCYTCTBMSA TEpaANeBTUHECKOrO apdeKTa Ha aHTH-
rMCTaMUHHbIE NpenapaTbl U [IOKOKOPTUKOUALI 6blI0 Npw-
HATO peleHne 06 MCNoNb30BaHWKM MMaTuHMGa meaunata.
HaszHayeHne gaHHOro mpenapata BHE 3aperncTpuMpoBaHHbIX
nokasaHuu (off label) 66110 NPoOBEAEHO NO PELLIEHUIO KOHCH-
nMyma Bpaden. B nepBble HECKO/IbKO AHEN Tepanuu ny3bipu
cTanu 6onee runepemMmpoBaHHbIMU (pUC. 2).

Mocneaywowas Ttepanua MMaTMHUO0OM ME3WIaTom Mnpu-
BeNla K NOJIHOMY Perpeccy KIMHUMYECKMX NPOSBIEHUI MacTO-
uuTosa (puc. 3). AnntenbHOCTb liedeHus coctaBuna 6 Mec.

MporxHos

Ona 60nblUMHCTBA AETEN C KOXXHbIMWM dOpmMamMu mMacTo-
LMTO3a NPOrHOo3 6naronpuATHbIN M 6O0NEe3Hb perpeccupy-
eT K HacTynneHuto nyb6eprtaTHoro BospacTa [1, 21]. Ho
y 3-5% nauueHToB ¢ gvarHo3oM KM KauHMYecKkas Kap-
TMHa atunuyHa: AMOOY3HbIM TUM NOPaXKEHUs KOXKU, paHHUM
0eBIOT CUCTEMHBIX MPOSBAEHUN. B NOAOGHBIX KITMHUYECKUX
cnyyasx passuBaetca CM, B TOM yucrie BO B3POC/IOM BO3-
pacTe. [NporHos 3aBucuT oT Gopmbl CM 1 cnoco6oB NpoBo-
AMMOro neyenus [15].

OBCYXAEHME

Cpean Tpex GopM KOXXHOro MacToLMTO3a — NUrMEHTHON
KpanueHuubl, anddysHoro mactoumtoda (AM) u macto-
unTombl — 1M BCTpeyaeTcs perke BCEro u MMeeT XyALuin
nporHos. B cuctematmyeckom o63ope 1747 cny4aeB macTo-
uMTO3a y AeTen TonbKo 5% cnyyaes 6binn AM [10].

OKM onpepensetca reHepann30BaHHbIM YTOMLLIEHUEM
60/blEN MOBEPXHOCTU KOXKHOMO MOKpPOBa MpPWU OTCYTCTBUM
OTAENbHbIX 04aroB runepnurMmeHTaunn [11]. BHewHWn Bua
NMOPaXKEHHbIX YY4ACTKOB KOMXMW MpW [JaHHOM 3ab6oseBaHuu



Puc. 2. MaumneHTKa A., Bo3pacT 2,5 roga. B nepsble AHU Tepanuu
MMaTUHMOOM Me3MNaToM 0TMEYaloTCs rMnepemms, 0Te4YHOCTb
BbICbiNaHWi. Habnogaetca popMmnpoBaHue ny3blper ¢ CEPO3HbIM
COAEPKUMBIM, HaMNPSKEHHON NOKPLILWKON B Npefenax paHee
MMeEIOLLMXCS Nanyne3HblX 31EMEHTOB

Fig. 2. Patient A., age 2,5 years old. Rashes hyperemia and swelling
are observed in the first days of imatinib mesylate therapy. There is
the formation of bubbles with serous content, strained cap within
the previously existing papular elements

McToyHuK: Banunes T.T. u coaBT., 2024.
Source: Valiev T.T. et al., 2024.

TPaAMLIMOHHO Ha3blBaIOT «aneflbCMHOBOM KOPKOM» UK «C/o-
HOBbEWN KoXel». N3-3a BbICOKOIro Y1Mcia MacTOLMTOB B KOXKe
npv gaHHon GopmMe He PeKoOMEHOYEeTCH NPOBEPSATb Hannuune
cumntoma lapbe — YHHbI, 4TOObl M36€eXaTb NOTEHLMATbHO
MacCCUBHOW AerpaHynsaumMmM MacToLMTOB, KOTopas MOXKeT
NPUBECTU K NPOSIBIEHNIO BHEKOXHbIX CUMNTOMOB. HecmoTps
Ha CTeMNeHb NMOPaXKEHMUS KOXKMU U TAXECTb KIMHUYECKUX CUM-
NTOMOB B Havane 3aboneBaHus, [IM 06bl4HO perpeccupyeT
K NOAPOCTKOBOMY BO3PacTy, 4acTo OCTaBAsasa nocne cebs pyo-
LLOBOMOA06HbIE M3MEHEHUS, XOTA Y HEKOTOPbIX NaLMEHTOB
3aboneBaHne CoXxpaHaeTcs U BO B3pocaoM Bo3pacTe [12].

Kak 1 npu BCcex Tunax mactouuTosa, ansa M xapakTe-
PEH CMHAPOM aKTMBaLUMKU TY4HbIX KNeTOoK. OH nposiBaseTcs
KpaTKOBPEMEHHbIMW 3MM304aMKU BbICBOGOXKAEHNS mMeana-
TOPOB BocnaneHus 6e3 MAEHTUOULMPOBAHHOIO aHTUIEHHO-
ro CTMMyna, KoTopble, B CBOIO O4epefb, 3anycKatoT MpucTyn
aHaduaKCcuK, COMPOBOXAAOWMNCS TUNEPEMUEN KOMXKM,
KpanuBHWULEN, 3yA0M M TMNOTEH3MEN. Hannyne BHEKOKHbIX
CMMNTOMOB He 06§3aTeNibHO CBUAETENbCTBYET O CUCTEM-
HOM TuMe 3ab60/1eBaHUs, TaK KaK MacTOLMTbI KOXW CMOCco6-
Hbl BbICBOOOXAaTb MeanaTopbl, OKa3blBatoWme CUCTEMHOE
nencraue [22].

MaTtodr3nonornyeckon oCHOBOM JaHHOro 3aboneBaHus
ABNSETCS NaTOreHHbIM BapuaHT B reHe c-KIT, KOTopbIi Haxo-

Puc. 3. Yepeas 2 mec oT Havyana Tepanun UMaTMHMGOM

Me3KnnaToM BbICbiNaHWsa NOAHOCTbIO pa3peLnamnch

C MCXOOM B NOCTBOCNANUTENbHbIE TMMNO- U AENUTMEHTUPOBAHHbIE
NATHa OKPYIbIX O4ePTaHWUM, C HETKUMU rpaHULLaMK,

AnameTtpom 1o 0,7 cm

Fig. 3. Two months after imatinib mesylate therapy initiation,

rashes were completely resolved with outcome in post-inflammatory
hypo- and depigmented rounded spots, with clear boundaries,

up to 0.7 cm in diameter

McToyHuK: Banunes T.T. n coaBT., 2024.
Source: Valiev T.T. et al., 2024.

IMTCS B [IVIMHHOM nniede 4-i xpoMocombl [22]. [eH koanpyet
KIT — TpaHcMeMO6paHHbIM peLenTop C TUPO3MHKMHA3HOM
aKTUBHOCTbBIO M MIENOTPONHbIMK 3PdEKTAaMMN Ha pas3nyHble
BWbl KNETOK [22]. BONbLMHCTBO reMOMNO3TUYECKNX KITETOK
nepecTtatT aKkcnpeccupoBaTb KIT nocne anddpepeHumpoB-
KW, TOrga Kak MacTOLMTbl COXPaHSOT CNOCOGHOCTb KOAM-
poBaTb AaHHbIA pPeuenTop Ha MNPOTSXEHUM BCEro CBOEro
U3HEHHOro uukna [23]. lMNpu cBa3biBaHUKM C GaKTOpOM
CTBONOBbLIX KNeTok (SCF) nponcxoanTt aumMepusaums peuen-
Topa KIT, KoTopas NpMBOAMUT K aKTUBALIMK BHYTPUKIETOHHOM
TUPO3MHKMHA3bI, 4TO BIEYET 3a COO0N BbICBOOOXKAEHME U3
TYYHbIX KIETOK rMCTaMuHa, NPOTEOrNIMKAHOB, HENTPaNbHbIX
npoTteas, npocrarnaHiMHOB, TPOMOOKCAHOB W NIENKOTpUE-
HOB, a TaKXe uHTepnenkuHos (IL-1, -2, -3, -4, -5, -6, -8),
paKTopa HeKkpo3a onyxonu anbda M MHTepdpepoHa ramma
W onpeaensieT KIMHUYECKYIO M NaTOMOPdOOrMYECKYIO Kap-
TUHY MacTouuTo3a [6].

CywecTBylOT pas3nnynsg B KIMHUYECKUX OCOOBEHHOCTAX
MacToLMTO3a, a TaKXe B JIOKan1M3aLum naToreHHoro BapuaH-
Ta reHa npu maHudecTaunm 3aboneBaHus y IeTeN U B3pOC-
nbix [23]. MacTouMTO3 B3POC/bIX 06bIYHO MEPCUCTUPYET Ha
NPOTAMXKEHUN BCEN UX XMU3HU U Gonee 4eM B 90% cnyyvaes
Bbl3BaH MaToreHHbIM BapuaHToM B reHe c-KIT ¢ 3aMeHown
acnaparvHa Ha BanuH B KojoHe 816 [23, 24]. MacTouuto3
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y [eTen 4acTo CNOHTaHHO PerpeccupyeT, a TakxKe oTan4aeT-
CH U OBHapy)XeHWEeM NaTOreHHbIX BapuMaHTOB He B KOJOHEe
D816V 3k3oHa 17, a B Apyrux aK3oHax B 44% cny4vaes,
noaToMy MNpW OTCYTCTBMM MNaTOreHHoro BapuaHTa D816V
PEKOMEHAOBaAHO CEKBEHWpPOBaHWe Bcero reHa c-KIT [24].
[Mpn aTOM He 6bII0 HAaWAEHO Koppensauun mexay GeHoTu-
NoM M FreHOTMMOM 3ab0sieBaHUS, a TaKKe HET YETKOW CBA3M
NIOKann3auuun naToreHHbIX BapuaHTOB reHa npu Hacneao-
BaHMM MacTOLMTO3a C MOSABAEHUEM FEHETUYECKUX U3MEHEe-
HUI de novo [24].

Bo3HWKHOBEHWE TpyAHOCTEW B MOCTAHOBKE AWarHosa
KOXXHOro MacTouuTo3a 00YCNOBNEHO COXHOCTAMU B AND-
depeHumanbHON AMarHoCTUKE LMPOKOro cnekrpa 3abone-
BaHWM, NPOABAAOWMXCA CXOXUMU KIMHUYECKUMU NPOSB-
NleHnsaMu. B noctaHOBKe AnarHo3a nomoratoT KIMHUYEeCKme
NpPU3HaKKW, nabopaTopHble, MHCTPYMEHTaNlbHblE U TMCTONO-
rMyecKkoe uccnefoBaHus, KakoBble M Gbliv NpoBeAeHbl Ans
NoATBEPXKAEHUSA OMarHo3a B Hawem cny4vae. [pu rucrto-
lorM4yeckom muccnegosaHun npu KM oTmevatotcs macTo-
UMTbl, MHOUNBTPUPYIOLWLME AepMYy, U cybanuaepManbHbIn
OTEK, BbI3blBAOWMI BE3NKYN00YNNE3HbIE NopaxeHus [14].
[MOBbIWEHHbIE YPOBHU TPUNTa3dbl KOPPENMPYIOT C Kosnde-
CTBOM MacCTOLMTOB, CTEMNEHbIO NMOPAXKEHUSA KOXKU U TAXKECTbIO
CUMMNTOMOB aKTMBaLMW Ty4HbIX KneToK. OTaenbHO crnegyet
OTMETUTb, YTO YPOBEHb TPUMTa3bl MOXET OblTb HOPMaib-
HbIM [14]. YT06bl MCKIOYNTb CUCTEMHOE MOpaXKeHune, nauu-
€HTaM C peuuanBUPYIOLWLMMKU CUMITOMaMK WK NPU3HaKaMu
nopaxeHns oOpraHoB NOKa3aHbl AMarHOCTUYECKME Uccneno-
BaHUA: BMOMNCUA KOCTHOro Mo3ra, Y3M 6ptoliHOM MosocTy,
KT opraHoB rpyaHon KneTku, G6poLHOM NOMOCTU, OPraHoB
Tasza unm MN3T-KT, a TakKe NOUCK NATOreHHOro BapuaHTa
MyTauuun B reHe KIT [14].

TakTMKa BeaeHus aeten ¢ KPM HanpaBneHa Ha KOH-
TPOJIb CUMMMTOMOB, aCCOLMMPOBAHHbLIX C AerpaHynsaum-
el Ty4HbIX KneTok [6, 25]. BapnabenbHOCTb TPUITEPOB
y NauMeHTOB BbiCOKa M MOXET BK/OYaTb KaK MexaHwu-
YyeckKne u GuU3MYeckue BO3OENCTBUS, TaK U UHDEKUMUH,
MeAMKaMEHTO3HblE M alnuMeHTapHble dakTopbl [6, 25].
Heob6xoanmMo unsberatb 4pe3mepHbix GpU3MYECKUX Harpy-
30K, pe3Kux KonebaHun TemnepaTtyp, NOBPEXAEHUS KOXK-
HOro nokposa [16, 25]. CTouT TaKKe YnoMSHYTb, 4TO
pasnn4yHble NPOAYKTbI, COAEPKALLME TMCTAMUH (Hanpumep,
BAJIEHOE M$CO, KonyeHas pbli6a, BblAepXKaHHbIE CbIpbl,
PepmMeHTUpPOBaHHbIE MPOAYKTbI, GaKfaxaHbl), a TaKxe
BNMSIOWME HA YCUNEeHWe BbIPaBOTKM rMcTaMumHa (Kny6HUKa,
LIMTPYCOBblE, aHaHacbl, OPEXH, MOJITIOCKH, LLOKONAaA), CHM-
TatoTca Tpurrepamu [26].

CornacHo HefjaBHEMY MUccnefoBaHWIO, YacToTa aHabdwu-
NIAKTUYECKUX peaKuMi Ha BaKLUMHAUMIO y AeTen C macTo-
LLMTO30M HECKO/NbKO Bbille, 4Yem B 06Len nonynsauum [27].
B KnuHuyeckom cnydae L.G. Bankova ¥ coaBT. onucaHa
ocTpas aHadpunakTMyecKas peakumsi ¢ BO3HUKHOBEHMEM
ny3blper Ha KOXe Mocfie BBeAEeHUS BaKUMHbl y natume-
csi4Horo peberka ¢ AKM [28]. MNMocKonbKy NeKapcTBEHHbIE
npenapatbl, 0ObIYHO MCMONb3yemMble MpU 06LLEN aHecTe-
31K, MOTYT [erpaHynnpoBaTb MacTOLMTbl, PEKOMeHIyeTcs
BblGUpPaTb @aHECTETUKU C HU3KOW CMOCOBHOCTbIO BbI3biBaTb
aktmBaumio MK 1 HagHavaTb aHTUrMCTaMUHHOE fleYeHune Ao
n nocne npoueayp [29].

CumMnToMaTn4yecKkme nevyeHne MOXET OblTb MPOBeELEHO
C UCMNOJIb30BaHWEM TOMUYECKUX MTIOKOKOPTUKOUIOB, OAHaKO
WX ASIMTENbHOE NPUMEHEHUE 3anpelieHo M3-3a NO60YHbIX
addeKToB [6]. NoaToOMy B negnaTpuyecKom npakTuKe peKko-
MEHOBAHO MCMNONb30BaTb MHIMOUTOPbLI KalbLWHEBPUHA,

Hanpumep MNUMEKPOIMMYC, KOTOPbIM MNOKasan OTAU4YHble
pesynbTaTbl B lIe4eHnn 3a6oneBaHn U UMEET BbICOKUIM Npo-
dunb 6e3onacHocTH [17].

B KayecTBe cpefcTB CUCTEMHON Tepanun UCNONb3YIOTCH
npenapartbl KPOMOMMUMEBOW KMUCNOTbI, KOTOpble Hamnpas-
fleHbl Ha 06neryeHMe CUMMNTOMOB CO CTOPOHbI XeNyAo4HO-
KULLIEYHOro TpaKTa (avapes W abhoMuHanbHas 60/b) [6].
Kpome KpomornuumMeBon KUCAOTbl MCMONb3YOTCA U aHTU-
rMcTaMuWHHble npenapartbl. [pegnovyTeHne oTaaeTcs aHTu-
rMCTaMWHHBbIM npenapaTtaM |l NoKoNeHUs n3-3a OTCYTCTBUSA
ceflaTMBHOro aerncteua [6, 30].

Cpean reHHO-UHKEeHEePHbIX GMONOrMYEecKUX npenapa-
TOB NS JlevyeHua geTter ¢ MacTouMTO30M uccnefoBan-
cs oManm3ymab, KOTOpbIM MPOAEMOHCTpPMpOBan ObICTPYHO
WU 0ONTOCPOYHYI0 IGDEKTUBHOCTL B 60pbOE C TAXKENbIMU
cumnTomami, ceBsizaHHbiMKM ¢ KPM, y noapocTKa ¢ YacThbl-
MW ann3odamu aHadwunakcuu [18]. Takke Ona nevyeHus
CUCTEMHOr0 MacToLMTO3a Y B3POC/bIX MPUMEHSANCA UHIU-
OUTOP AHYCHOM KWMHa3bl MupoctaypuH [19]. JaHHbIM npe-
napat 6b1 ucnonb3oBaH off label y mnageHua ¢ CM,
COMPOBOXAaBLWNMCH 06pa3oBaHWeM MNy3blpen, KOTOPLIN
paHee He nogjaBasncs TpaguLMOHHOMY ne4veHuto. lNocne
12 Hep nedveHusa y pebeHKka Habnganocb 3Ha4YuUTENbHOE
KNMHMYECKOE ynydlleHWe ¢ NOMHbIM perpeccom 6ynnesHbix
3/IEMEHTOB U CHWXEHWEM YPOBHS TPUMNTa3bl CbIBOPOTKMU
00 61M3Koro K HopmanbHomy [19]. Cpean MHIMOGMTOPOB
TUPO3MHKMHA3 Anda nedveHus aeten off label ncnonbsyetcs
MMaTUHKUG. TaK, OH Gbl/l NPUMEHEH B Ie4EHUM ABYXJIETHErO
pebeHKa C nporpeccupyloen GOpMON KOXKHOIMo MacTo-
LMTO3a U NoKal3an OTINYHble pe3ynbTaTbl B BMAE MOSHOIO
perpecca BbICbiNaHWi B TeyeHue 2 mec Tepanuu [20].
Take npenapat 6bi1 Mcnonb3oBaH y aeten ¢ JKM B BO3-
pacte 3 1 11 mec. lNpu npueme nmaTnHMbGa Habnoaancs
ObICTPbIM MONOXKUTENBbHbIN 3DEKT 6e3 MOOOYHbLIX peak-
LUMI, a nocne OTMeHbl OTMe4Yanacb CTOWMKas pemuccus
B TeyeHue 2 neT HabnwoaeHnn [31]. Boibop gaHHOro npe-
napata O6bACHAETCH HEW3BECTHbIM MYTALMOHHbLIM CTaTy-
com KIT n ero HanpaBneHHbIM OENCTBMEM B OTHOLUEHWUMU
natoreHHoro BapuaHTa D816V (BHe 17 3K30Ha) [32].
MocKonbKy B 44% cny4aeB NaToOreHHbIM BapuaHT y aeTewn
ob6HapyXuMBaeTcs BHe KogoHa 816, Obl10 NPUHATO pelue-
HWe ucnosnb3oBaTb UMaTUHKGa Me3unar [24, 32].

B Hawen pa6oTe NpoaeMOHCTPUPOBaHa KiMHUYecKas
3OPEKTUBHOCTb MMaTUHWOGa Me3unaTta, KOTOpbIi NO3BOJIWA
[OCTUYb MOJIHOrO perpecca KOXHbIX NPOSBAEHUIA y pebeH-
Ka ¢ KM [16].

3AK/TIOYEHUE

O6beKTUBHbIE KIWMHUKO-NabopaTopHble TPYyAHOCTH
B AuarHoctuke AKM o6ycnoBneHbl peaKkocTbio AaHHOWM
naTtonornun y Aetenm U CXOACTBOM KJIMHWMYECKOW KapTUHbI
C ApYyrMMu aepmartosamu. Manoe KONMYeCTBO Hay4HbIX
nyénMkauum cBUAETENbCTBYET O HEOOXOAMMOCTU MOBbI-
WaTb HACTOPOXKEHHOCTb Bpayen B OTHOLEHWW MACTOLUTO-
3a. C uenbio NOCTaHOBKM NpPaBWIbHOIO AMarHo3a cneayet
BbIMOMHUTL peaKkuuto HenpsaMon MMMyHobayopecLeHUMn
/MUKW NaTormcToNorMyeckoe mccneaoBaHme 6GMONCUNHOIO
MaTepuana. BOnbWKWHCTBO ciy4aeB UMeloT gobpoKade-
CTBEHHOE K/IMHUYECKOe TeYeHUe 1 paspellaloTcs B neproa
NMofoBOro codpeBaHus. B gpyrux cnydasx aHTUrMCTaMuH-
Hble NpenapaTbl B COYETAHWUM C MIOKOKOPTUKOMAHON Tepa-
nMen 4acTo NPMUBOAAT K PEMUCCUN, OQHAKO NpK HeahdekK-
TMBHOM JIe4EHNM BO3MOXKHO MCMONb30BaHNE UHTMOUTOPOB
TMPO3MHKMHA3.
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060cHoBaHHe. BpoxxkaeHHbIn nxtnosd (BU) oTHoCUTCS: K rpynne KIMHUKO-FreHETUYECKN FETEPOreHHbIX GOPM TSIKEJbIX MEHO-
Aepmato3oB. CuHapom SAM BXoauT B Kaaccupukaumio cUHApoMasbHbiX ¢opm BU. [NpudnHon 3aboneBaHusl SIBASIOTCS
reHeTUYeCKue AedeKTbl B reHax gecmornnakuHa (DSP) n gecmornenHa 1 (DSG1). HapyleHne QyHKLUMM Koaupyembix 6e/1KoB
MpPUBOANT K AECMOCOMAaJIbHLIM aHOMaIMAIM M cuMrToMam 3aboneBaHus. ConyTCTBYIOLMI aTOMMYECKUIA CUHAPOM CTaHOBMT-
€51 OCHOBHOW MPUYUHON AMArHOCTMYECKMX OLUMOOK. BosbHbIE ANMTeIbHOEe BpeMsi HabtogalTes ¢ AMarHo30M: «ATOMUYECKUI
aepmatut (AT/), TopnnaHbIN K CTaHAapTHbIM MeTogaM JieyeHus». OnMcaHue KIMHUYeCKoro ciay4as. B ctatbe npeacraBieHo
onucaHue PeaKoro ciydasi MaJibduKa c TsxKesnon ¢opmon ATL. B xoge ncecnegoBaHmi y naumeHTa, NOMUMO XPOHUYECKOIO
Aepmatosa, 6blin BbiSIBEHbI CUCTEMHbIE HapYyLUEHUS: HU3KOPOCIOCTb, 6E/IKOBO-3HEPreTnyecKasi HeJOCTaTO4HOCTb, Haamno-
Ye4YHUKoBasi He4OCTaTOYHOCTb, FOHOLLUECKMI MOAMapTPUT, AenUNT BUTammHa D, oHmnxoaucTpogus, aAucMoppuyeckme nsme-
HeHuns. MoneKkynspHo-reHeTM4ecKkoe UccaeoBaHue, NPoBEAEHHOE METOLOM BbICOKONPOU3BOAMTE/IbHOIO CEKBEHUPOBAHMS
C rocaeayroLLer Banmgaumei ¢ MoMoLLblo CeKBEHMpoBaHUs o CeHrepy, No3B0JINI0 0BHaPYKUTb Ba reHETUYECKNX BapHuaHTa:
He onucaHHbIN paHee BapuaHT chrl8:28934543G>T B reHe DSG1 B retepo3uroTHOM COCTOSIHMM W NaTOreHHbIM BapuaHT
chr5:157468728C>A B reHe NIPAL4 B roM03MroTHOM COCTOSIHMW. B pe3ysibTaTte 6bis1 yCTaHOB/IEH OKOHYAaTe IbHbIN AUarHo3:
«CuHapom SAM. BpoKaeHHasi MXTMO3MpOPMHasi 3pUTPoAEPMUS». UMMYHOJIOMMYECKOE UCCIEA0BaHUE N0 METOAY MPOTOYHOM
LMTOMETPUM [OKa3aao AOMUHUPYIOLMI UMMYHOJIOTMYECKMI Npoduab B Buae npoanpepaumn Thl7-, Thact-numpounToB.
lNauneHTy 6blia MHWUMMPOBaHa MMMYHOBGMOJIorMYyecKas Tepanns UMHrmbmutopom IL-17A ceKykuHymabom. KnmHuyeckas
3 PEKTUBHOCTb OLIEHEHA C MOMOLLbIO LKasbl ISS (nHAeKe Taxkectn mxtmosa), CDLQI (aepmatonornyecKkmii MHAEKC KavyectBa
JKU3HKM eTen), HYMEePOJIOrMYECKo LKa bl 3yaa. Ha ctapte tepanumn ISS coctaBun 5,8 6anna, wkana 3yga — 9, CDLQI — 24.
YoKe Yyepes MecsL noJly4eHo yydlleHMEe COCTOSIHUSI KoM, Yepes 6 mec nocne Havana tepanuu: ISS — 1,2 6anna, 3yq — 2,
CDLQI — 4. 3aknto4eHue. [locTaHOBKa AnarHo3a pebeHKy ¢ KOMOMHMPOBaHHON popmoi BM no3Boaunna M3MeHUTb CTpaTeruio
Jle4yeHusi, Ha3HaunTb NaToreHeTMYEeCKU 060CHOBAaHHYIO TapreTHy UMMYHOBMOIOrMYECKYIO Tepanuio, JOOUTLCS 3HAYUTEIbHOIO
YNy4LIEHUST COCTOSIHUSI 340PO0BbS M KAYeCTBa KM3HWU PpeBEHKa, HE OT/IMYaIOLLErOCs OT TAKOBOIO y €ro 3J0POBbIX CBEPCTHUKOB.
Knio4eBbie cnoBa: BpOXKAEHHbIN UXTMO3, cuHApPoM SAM, ARCI, atonnyeckui aepmatut, DSG1, DSP, NIPAL4, tapreTHas
MMMYHOBUOIOrMYecKas Tepanus
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OBOCHOBAHME

BpoxaeHHbln nxtMo3 (BWN) BO3HWMKaeT B pel3ynbrarte
nedekToB 6onee 4yem 70 reHos, NPMBOASA K BbICOKOM CTe-
NEHN KINHUKO-reHETUYECKON U GEHOTUMUYECKON reTepo-
rFEHHOCTU B rpynne 60bHbIX [1, 2]. [eHeTUYecKme aedeKThbl
acCoLMMPOBaHbl C HapyLEeHUaIMU GYHKLMK KOAMPYEMbIX
6€eNK0B, KOTOpble y4acTBYIOT B npoLleccax metabonusma,
C6OpPKK, TpaHCMopTa MEXKIETOYHbIX IMMMAOB M TEpMU-
HanbHOM AMddEepeHLMPOBKKU KepaTUHOUMTOB. HapyuweHune
MOMIEKYNSPHbIX B3aUMOLENCTBUI NPUBOAMT K NOTEPE CTPYK-
TYPHOM CTabUNBbHOCTU U LLENOCTHOCTM POrOBOro CNOSl, CHU-
XEeHU0 BGapbepHbIX CBOWCTB anuaepMuca, MOBbIWEHUIO
TpaHcanuMaepMaabHOM NoTepu BOAbI, Bbi3biBas y 60/bHbIX
BOCNanuTeNbHble U3MEHEHUS B 3NUAEPMUCE WU TUMEpKe-

paTo3 nporpeccupytollero xapaxkrepa [3, 4]. KnnHuyeckue
CUMMTOMbI 3a60/IEBAHUSA XapaKTepU3yoTcs, B NEPBYIO o4e-
penb, KOXHbIM CUHAPOMOM: Auddy3Hasd 3puTpoaepMus,
reHepann3oBaHHOE LENYLEHNE, CYXOCTb KOXWU, UHTEHCUB-
HbIV 3y[, UIBMEHEHWE BHELWIHErO BUAA MO NPUYUHE KOXKHOIO
nedekrta. CoBpemeHHaa KnaccuduKkauua pasgensetr BU
Ha [aBe 6ofbluMe Tpynnbl: CUHAPOMAsbHbIE M HECUHAPO-
ManbHble. Kaxaas rpynna umeer CBOM MOArpPynmbl U KIu-
HUKO-reHeTUYecKne NoATunbl. B ycnoBUsIX TaKOM BbICOKOM
reTeporeHHOCTU BO3HUKAOT TPYAHOCTU Npu anddepeHum-
anbHOWM AMArHOCTUKE KaK BHYTPW rpynmbl 3a60NeBaHns, Tak
N C APYTUMW XPOHUYECKUMU BGONEIHAMU KOXMU, U HEPEOKO
6e3 pe3ynbTaToB MOJEKYNAPHO-FEHETUHECKON ANArHOCTUKMU
C/TIOXKHO 6bIBAET YCTAHOBUTb OKOHYATE/bHbIN AMArHo3.
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B cTaTbe AaHO onMcaHWe PeaKoro KIMHUYECKOro ciyyas
Masnb4MKa, KOoTopbi Ao 7,5 neT Habnwgancs ¢ AMarHo30oM:
«BynbrapHbii Mxtno3. Atonuyeckuin gepmatut (AT[), Henpe-
PbIBHO peuuanBupylollee TedyeHuer. bonesHb npoTekana
B Tsxenon dopme, ¢ OTCYTCTBMEM OTBETa Ha CTaHAapPTHYHO
Tepanuto. MNepes KIMHULMCTaMK U IKCNepTaMu CTosiNa CMOXK-
Has 3agada avddepeHumanbHOM AMarHoCTUKKM 3aboieBaHUs
pebeHKa, Aaxe nocne noay4yeHns pesynsTaToB MONEKYISPHO-
reHeTU4eCKOM [AMarHOCTUKU. [eHEeTUYECKUN aHau3 BbISBUI
nedeKtbl B ABYX reHax: DSG1 v NIPAL4. [ledeKTbl B reHe
DSG1 4acto o6ycnoBanBatoT PeaKyo CUHAPOMabHYO Gopmy
BN — cuHgpom SAM (severe dermatitis, multiple allergies
and metabolic wasting — cuHApPOM TAXenoro gepmaTtuTa,
MHOECTBEHHOW anneprum u MetabosmyecKoro UCTOLLEHHMS;
OMIM #615508) [5]. A pedekTbl B reHe NIPAL4 ssnsitoTcs
4acToM NPUYNUHON BPOXKAEHHOM UXTUO3UDOPMHOM IpUTPOaEP-
MUK, KOTOPas BXOAWT B MOArpynny HeCUHApPOManbHoOM op-
Mbl B — ayTOCOMHO-peLLeCCUBHOIO BPOXKAEHHOIO UXTMO3a
(autosomal recessive congenital ichthyosis; ARCI) [6]. [laHHas
noarpynna BW reteporeHHasi, UMeEeT CBOM NMOATUMbI, U ANS HUX
HexapaKTepHbl HapyLIEeHWs CUCTEMHOMO XapaKTepa.

CuHagpom SAM BnepBble MNOAPOOGHO 6bi1 ONMCaH
L. Samuelov 1 coaBT. B 2013 r. [5]. B HacTtosuiee Bpe-
MS B iuTepatype onucaHo 6onee 16 KIMHUYECKUX Chy-
yaeB. bone3Hb BbI3bIBAETCS TEHETUYECKMMU AedeKTamu
B reHax gecmornenHa 1 (DSG1) v pgecmonnakuHa (DSP).
[ecmonnaKknH 1 4ecMornenHsl 06pasytoT CTPYKTYPHbIE YacTu
[eCMOCOM, KOTOpble ABASIOTCA aAre3vBHbIMU MEMKKIETOY-
HbIMW COEAMHEHUSMW, MMEKLWMMM pellalolee 3HavyeHue
B NOAAEPXKAHUU CTPYKTYPHOM LENOCTHOCTU pPasinyHbIX
OpraHoB WM TKaHEeW, TaKMX KaK Koxa, cepiue, cnusucras
060/104Ka KEeNyAOYHO-KULWEYHOro TpaKTa U Apyrue opraHbl
[7, 8]. TeHeTMUyeckue aedeKTbl NPUBOAAT K noTepe GYHKLNUK
KoaMpyembiX 6ENKOB, AECMOCOMaNbHON ANCPYHKLUMN B TKa-
HSIX, B TOM 4YMUCAe B BEPXHMX CNOAX 3nuaepmMuca, Bbi3biBas

NOBEPXHOCTHbIN aKaHTonm3 [9, 10]. B nutepatype paHee
BCTpeYyanocb Apyroe Ha3BaHWe 3aboneBaHWs — BPOXKAEH-
Has apUTPOAEPMUS C NAAOHHO-NOAOLWBEHHOM KEepaToAaepMU-
eu, TMNoTPUX030M 1 runepummyHornobynmHemmnen E (IgE).

MpeanonoxeHne o ToM, 4YTO cuHApom SAM gBnsetcs
pesynbtaTtom 6uannenbHon mytauuu B reHe DSGI1, a reTe-
PO3UIrOTHbIE MyTaLMKU BbI3biBAOT ayTOCOMHO-AOMWHAHTHYIO
nonocaTyto NagOHHO-NMOAOWBEHHYIO Kepatogepmuio [11],
He Mony4YmMno MNOATBEPXKAEHWUS B Mo3aHMx paboTax. bbiau
BbISIB/IEHbI NALMEHTbI C FETEPO3UTOTHBIMU MyTaLMSMU FrEHOB
DSG1 [12, 13] n DSP [14] ¢ KNINHWUYECKUMU NPOSBAEHUAMMU
3a6oneBaHus, 4TO MPMBENO YYEHbIX K BbIBOAY, YTO CMHAPOM
SAM MOKeT OblTb Bbl3BaH reTEPO3UrOTHbIMKU MyTaLMUAMU
B 3TUX reHax [15]. M3yyeHne nepBbIX NaLMEHTOB cO34ano
MHEHKWe, 4To 6uannenbHas Mytauusa B reHe DSGI, npwuBo-
Aawas K NofiHoMy OTCYTCTBUIO WMAWM ry6okoMy aeduunty
[ecMornenHa, uHayuupyetr 6onee TsKenble KAMHUYECKME
nposiBneHus 3abonesaHus [5], B OT/IM4ME OT MyTaLMK canTa
cnnamcuHra, NPUBOAALWMX NUWb K HENpaBWIbHOM NIOKanu-
3auun 6enKkoB U 6onee mArkomy deHotuny [16]. OgHako
JanbHenwee HabnwgeHWe nokasano, 4To GeHoTunn4ecKas
TSXECTb 3ab0/ieBaHUsA MOXET BapbuvpoBaTb WM B rpynne
60/1bHbIX C 6BUanNeNbHbIMU MyTauUaMK. bbliv onucaHbl Kiu-
HWYEeCKuKe cnydyaun ¢ 6onee NerkMMu NPosiBEHUIMM, CBSA3aH-
HbIMW C NOAHbIM AeduumTom DSGL, MO cpaBHEHMIO C paHee
M3YyYEHHbIMK Cay4asMu C TaXKenon Gopmon 3aboneBaHus
npu aHanorm4yHom reHetmyeckom gedekte [17, 18]. B nute-
paType OnucaH NauMeHT C IErKNMM KIMHUYECKUM GEeHOTUMOM
C ABYMS reTEPO3UTrOTHbIMKU MyTaUnsamuK B reHe DSG1 u ¢ reTe-
pPO3UroTHOM MyTaumen B reHe DSP [19].

CuHapom SAM KIMHMYECKU XapaKTepu3yeTcss CTOMKOWM
MXTMO3UDOPMHOM IPUTPOAEPMUEN, NAJOHHO-MOAOWBEHHOM
KepaTtogepmuen, MetabonnyecKUMMn HapyLleHUAMU, Manbab-
copbunen, 6enKoBO-3HEPreTMYeCKON HeAOoCTaTOYHOCTbIO
(B3H), MHOXECTBEHHOM anfnepruen ¢ pasinyHbiMU €e Kiu-

Karine 0. Avetisyan?, Nikolay N. Murashkin®: 2 3, Ekaterina S. Pavloval, Roman A. lvanov?, Svetlana V. Petrichuk?,
Daria G. Kuptsoval, Dmitrii S. Demyanov?, Kirill V. Savostyanov?

1 National Medical Research Center of Children’s Health, Moscow, Russian Federation
2 Sechenov First Moscow State Medical University, Moscow, Russian Federation
3 Central State Medical Academy of Department of Presidential Affairs, Moscow, Russian Federation

Success of Immunopathogenetic Therapy for Management
of Congenital Ichthyosis, Combined Form, in a Child:

Rare Clinical Case

Background. Congenital ichthyosis (Cl) is relating to the group of clinical and genetically heterogeneous severe genodermatoses.
SAM syndrome is included in classification of Cl syndromic forms. Defects in the desmoplakin (DSP) and desmoglein 1 (DSG1) genes
are the prime cause of disease. Impaired function of encoded proteins leads to desmosomal anomalies and disease symptoms.
Comorbid atopic syndrome becomes the major cause of diagnostic mistakes. Patients are observed continuously with diagnosis “Atopic
dermatitis (AD) torpid to standard treatment methods”. Clinical case description. This article describes a rare case of a boy with
severe AD. Despite the chronic dermatosis several systemic disorders were revealed during examination: short stature, protein-energy
malnutrition, adrenal insufficiency, juvenile polyarthritis, vitamin D deficiency, onychodystrophy, dysmorphic disorders. Molecular
genetic study conducted via high-throughput sequencing followed by validation with Sanger sequencing has revealed two genetic
variants: novel variant chr18:28934543G>T in the DSG1 gene in the heterozygous state and pathogenic variant chr5:157468728C>A
in the NIPAL4 gene in the homozygous state. As a result, the final diagnosis was established: “SAM syndrome. Congenital ichthyosiform
erythroderma”. Flow cytometry immunology study has shown dominant immunological profile of Th17-, and Thact-lymphocyte
proliferation. The immunobiological therapy with IL-17A inhibitor, secukinumab, was initiated. Clinical efficacy was evaluated via ISS
(Ichthyosis Severity Index), CDLQI (Children’s Dermatology Life Quality Index), pruritus numerical rating scale. ISS was 5.8 points,
pruritus scale — 9, CDLQI — 24 at therapy initiation. Improvement in the skin condition was observed after a month of therapy. ISS was
1.2 points, pruritus scale — 2, CDLQI — 4 6 months after the therapy initiation. Conclusion. The diagnosis of a child with combined form
of Cl made it possible to change the management strategy, to prescribe pathogenetically justified targeted immunobiological therapy,
and to achieve significant improvement in the child's health and quality of life, which does not differ from healthy peers.
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HUYECKUMWU NposBNeHnsaIMU. TakKe y nauMeHToB Habnoaa-
I0TCA Pas3nnYHble HapyleHUs CO CTOPOHbI APYrMX OpraHoB
M cUCTEM: 3afeprKKa GU3MYECKOro pas3BUTUS, TUMOTPUXO3,
3aboneBaHus NUWeBoaa, B TOM 4YnUce 303MHODUNbHBIN 330-
darvT, NopoKK cepaua, KapanoMmmonaTus, OHUXOAUCTPOPUS,
anoneuus, aeduunt BuTamuHa D, paxuT, peunanBupyto-
wmne nHdeKunn, Haano4ye4yHMKoBast HeAoCTaTOYHOCTb, MOBbI-
LUEeHHbIW YpPOBEHb CbIBOPOTOYHOrO IgE, cTOMaronornyeckue
npo6nembl U ap. Kpome TOro, MMEKT MECTO pas/iyHble
BPOXAEHHbIE ANCMOPDUYECKME aHOMaNNKU: MUKpoLedanus,
MaKpouedanus, ctoMmaTonormyeckme npobaemMbl, CUHAAKTU-
g, 6paauaakTunms, AMcMopduam nuua, HapyleHne ocaH-
K1 1 ap. PazHoo6pasne KIMHUYECKUX MPOSIBAEHUN cOo3Aa-
eT GeHOTUNNYECKYD BapMabenbHOCTb B rpynne nauueHToB
[1, 3] v TpyaHoCcTH B gnarHocTnke. CTOUT OTMETUTb, YTO NOBbI-
LWEeHHbIM ypoBeHb IgE v nuweBas anneprusa 4acto BCTpeya-
I0TCS Yy NauneHToB ¢ gedektamn B reHe DSG1, KapaMOMMO-
natmn — npu gedekte DSP [14, 20, 21].

TaKkKe B nuTepaType eCTb ONMUCaHWe KIMHUMYECKOro npu-
Mepa OBYXJIETHEN AEBOYKM € cuHapoMoM SAM c gedeKToMm
B reHe DSP, KoTopow 6bln NOCTaBfEeH OWWOOYHbIM ANMArHO3
reHepasan3oBaHHOro MycTyne3Horo ncopvasa no pesynbra-
TaMm rMCTONOMMYECKOro onucaHns 6uonTarta KOXu: «rHOMHbIE
03€epKu» B 0671aCTaX 3puUTEMbl C BOJbLIMMU CKOMAEHUSAMMU
BHYTPUaNuaepMasbHbIX HEUTpodunos [22].

Taknm 06pa3om, cyuectByeT 60/bluast KIMHUKO-FEeHETH-
yeckas reTeporeHHoCTb Kak B rpynne BU, TaK 1 B OTAE/bHbIX
ero popmax, B TOM Y1c/e B rpynne naumMeHToB ¢ CUHAPOMOM
SAM wn ARCI [1, 16, 18], 1, KaK NoKa3an Hall KIMHUYECKUN
cnyyaMn, y nauMeHToB MOryT 6bITb KOMOBUHMPOBaHHbIE GOPMbI
BW ¢ coyeTtaHnem pasHbix GeHOTUNOB 3ab60/1eBaHKS.

KNUHUYECKUA NPUMEP
O nauueHTe
Manbuumk K., 7 net 6 mec (puc. 1).

AHaMHe3 XU3HU

Poauncs oT nepson 6epeMeHHOCTH, NpoTeKasluen 6e3
0COBGEHHOCTEN, poabl GU3MONOTrMYecKue, B CPOK, Ha 40-1 Hepq,
Macca Tena npu poxaeHnun — 2964 r, onvHa tena — 51 cm.
CocTosiHME Mocfe pPOXAEHUS yAOBNETBOPUTENbHOE, Obli
NMPUNOXKEH K TpyauM B pPOAWNbHOM 3ane. BckapmaunBaHue
rpyapto — A0 7 Mec. KOoXXHbIi NOKPOB B HeOHaTallbHOM
nepuoge — NoBbIWEHHAsA CYXOCTb, C YMEPEHHO BblparKEHHbIM
3pUTEMATO3HbIM KOMMOHEHTOM, PU3MONOrMYECKasa KenTyw-
HOCTb. [loMa >MBOTHbIX HET, OblIM YaCTUYHbIE KOHTAKTbI
C MBOTHbIMW Yy APy3€N U POACTBEHHMKOB, KOTOPblEe GblIK
COKpalleHbl Nocne BbIBAEHUS anneprun. HacneactBeEHHOCTb
M0 aTOMUYECKUM, XPOHUYECKUM KOXHbIM 3a601€BaHUaM He
oTaroweHa. B aHaMHe3e 3agepxKa GU3NYECKOro pasBuTus,
B3H, Kapuec, apTpanruu, YacTble pecnupaTopHble 3abonesa-
HWS B BMAE PUHUTOB, OTUTOB, GAPUHIMTOB, GPOHXMUTOB.

[AuHamMMKa KOXHOro npouecca

A0 NOCTYN/IeHUs B cTalMoHap

lNocne BbINMUCKKM W3 pogaoma Habnwganocb AWHaAMMU-
YeCKoe YXyALEeHWEe COCTOSIHUS KOXHOMo0 MOKpOBa B BMAe
YCUNIEHUS CYXOCTK, TMnepKepaTos3a, CTOMKOM Mporpeccupy-
IolWen 3pUTPOAEPMUMN, KOTOPOE COMPOBOXKAANOCH 3YAOM.
MNeanaTtpom 6bln nocTaBneH auarHo3 At/[l. B BospacTte 1 mec
4epMaTofioroM no MeCTy KUTenbCcTBa Oblfl BbICTaBEH Anar-
HO3: «BynbrapHbin uxtnos. Aty».

ANnepronorMyeckoe uccrefoBaHue BbIABUIO CEHCUOU-
JIN3aLMIO K MblNbLie 31aKOB, 3MUTENNIO KOWKKW. Manb4yuK cTan
HabnoaaTbes y aniepronora-MMmMyHosora ¢ anarHosom At/.

OTmMevanocb HenpepbiBHO peunauMBupylollee TeyeHue
JepmaTuTa ¢ BblpaxeHHbIM 3yaoM, 6e3 pemuccuun. Ha poHe

Puc. 1. NMauueHT K., 7 net 6 mec, Npu NoCTynieHnu

B HAW pepmatonorum

Fig. 1. Patient K., 7 years 6 months old, at admission
to Dermatology Research Institute

&3 Ity s

McToyHumK: MypalukmH H.H., 2023.
Source: Murashkin N.N., 2023.

NOCTOSHHbIX CUMINTOMOB B BECEHHE-TIETHUI Mepuos, nocne
ynotpebieHnss KOHAUTEPCKMX MPOAYKTOB, BO BPEMSA pecnu-
patopHbix 3a6oneBaHuit (OPU), a Takke 6e3 NpoBoOLMpPYIO-
wmnx baKTopoB HabNoLaNnoCh YCUIEHNE KOXHOIO CUHAPOMA
B BWOE WHTEHCMBHOW reHepann3oBaHHOW 3PUTPOLEPMUM,
runepkeparosa, ycuneHus 3yaa Ha GoHe NOCTOAHHbIX BOC-
naauTeNbHbIX 3N1EMEHTOB, CbINK, NS KYNUPOBaAHUS KOTOPbIX
TpeboBanuChb CUCTEMHbIE MMIOKOKOPTUKONAbI (MK).

CraHpapTHas 3nMMUHALMOHHAA W CcUMMTOMatu4ecKas
Tepanusa AT/l He o6ecneynBanu KOHTPO/b Haj CUMNTOMaMu
3aboneBaHus.

B 7,5 net pe6eHoK 6bin rocnutanusuposaH B HUN getckoi
fepmatonorun ®ray «HMUL, 3popoBbst aeten» MuH3gpasa
Poccuu anq pelueHns Bonpoca o0 AalnbHeNLen TaKTUKe Tepa-
MUK ¢ anarHo3om: «BynbrapHbi MxtMo3. AT/l, HenpepbiBHO
peLVANBUpYIOLLEE TEHEHUE, TAKENON CTENEHU TAKECTUY.

dusukanbHaa AMarHocTMKa

HAepmaronornyeckass oueHka (CM. puc. 1) — KOXHbIM
naToNorM4eCcKui npoLiecc b1 NPeacTaBlieH COCTOSHUEM 3PUT-
POAEPMUM C ABNEHUAMMU MENKOMIACTUHYATOrO LenyLleHuns,
$opMMpPOBaHMEM KOPOK U TPELLMH. Ha KoXKe TyN0BULLa U KOHEeY-
HOCTEN UMENN MECTO O6LWMPHbIE O4aru IMXeHUdUKaLLMK, runep-
KepaToTU4yecKue ONSLWKKU APKO-KpacHoro LBeeTa. B obnactu
NafjloHEN M NOLOLWB BbIpaXKEHHOE ycuiieHWe fepMaTtornubunye-
CKOr0 PUCYHKa, CYXOCTb, 3puUTEMA U LWenyllenne. Habntoganuco
M3MEHEHUSA MPUAATKOB KOXM — HOITEBLIX NNACTUH (OHWUXOLM-
CTpodUs) 1 BONOC (CyXMe, ECTKUE, PeAKUE BOOCHI).

Ancmopduyeckas xapaKtepucTuKa — NErknuii MOHro-
NOUAHbIV pa3pes rnas, yrnioweHHasa nepeHocuua, WpoKoe
OCHOBaHMe Hoca, HapyLleHWe OCaHKM (MPUNOAHATLIE NeYw),
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

rTMNEePTOHYC KOHEYHOCTEN, NMIOCKMI U WWMPOKKIK 106, 6paau-
naktunusa V nanbueB 06enx KUCTen, HU3KopocnocTb, BAH.
Macca Tena — 16 Kr, poct — 110 cm. Z-score macca Tena /
Bo3pacTt (WAZ) — —3,19; z-score anvHa Tena (pocT) / BO3-
pacT (HAZ) — —2,61; z-score UHAEKC Macchl Tena / Bo3pacT
(BAZ) — -1,99. OueHKa AepMaTtosiorMyeckoro MHAeKca
KayecTBa *u3HK aeten (CDLQI) — 22 6anna. OueHKa no
LKane MHTEHCUBHOCTU 3yaa — 8 Gannos.

MauuneHT 6bl1 OCMOTPEH cneunanucTaMm — racTpo3H-
TEPOSIOrom, peBMaToNIoroM, 3HAOKPUHONOIOM, AUETONIOMOM,
anneprosioroM-MMMyHO0rOM, OTOPUHONAPUHIONIOrOM.

Pe3ynbratbl NaéopaTopHbIX UCC/IEA0BaAHUN
KnuHnyeckuin/obwmuin aHanna kposu (OAK): 303uHODU-
na B KpoBU — 5,7% (1-5%) / 540 kn/mMKn (8o 200 Kn/MKN).

Puc. 2. [cTonornyeckoe uccneaoBaHme 6uonTtarta noparKeHHoM
KOXM (yB. X100, OKpacka — remMaToKCUIIUH U 3031H)

Fig. 2. Histological examination of affected skin biopsy

(X100, hematoxylin and eosin stain)

McTo4HMK: naTonoroaHatomuyecKkas naéopatopusa Gray
«HMWL, 3gopoBba getei» Muuaapasa Poccuu.

Source: pathological laboratory of National Medical Research
Center of Children’s Health.

BUOXMMMYECKMI aHanu3 KPOBW (CTaHZapTHas paclu-
peHHasi naHenb) — B HOpPMe.

06wmn Ige — 4140 Ea/mn (Hopma < 100).

06wmn IgA — 2,39 Ea/mn (0,34-3,05).

06wmn IgM — 0,57 Ea/mn (0,32-2,08).

06wmn 1gG — 7,42 Ea/mn (5,72-14,34).

Koptnson — 4,99 Hmonb/n (64-536).

AQPEHOKOPTUKOTPOMHbLIM ropmoH (AKTI) — 1,48 HMonb/n
(1,6-13,9).

25(0H) But. D — 23,3 Ea/mn (30-100).

PesynbtaTthl anneproforMyeckoro MccaegoBaHmsa no mMe-
Toay ImmunoCAP npeactaBneHbl B TabauLe.

UmmyHopeHOTHNIMpPOBaHME — WCCNefOBaHNe OCHOBHbIX
M Manblx cybnonynsaumn aMMeounToB B nepudepuyecKon
KPOBW METOJIOM MPOTOYHOM umToMeTpun: CDA+CD25+CD127+
(aKkTMBMpPOBaHHbIe T-xennepsbl) (a6c.) — 366 (57 -104); akTUBK-
poBaHHble T-xennepbl (CD4*CD25*CD127+CD45%) (% oT Bcex
T-xennepoB) — 45,3% (Hopma 7,1-11,3%); T-xennepbl 17
(CD3*CD4*+CD45*CD161%) (a6c¢.) — 290 (Hopma 87-141).

3ak/04eHne UMMyHoJIora: noBbllLEHHOE cofepyKaHue
Thact-, Thi17-numdountoB. UMMyHONOrHUYECKUI DEHOTUN
npeactasneH Thact- n Th17-TvnamM UMMYHHOIO OTBETA.

I'mcTonaronoru4eckoe uccaegoBaHme (pvc. 2): dpar-
MEHT KOXM C HEe6OMbWNM Y4aCTKOM MOAKOMXKHOW KMPOBOWM
KNeT4yaTKW; YMEpPEeHHbI aKaHTO3 anugepmuca ¢ runep-,
napakepaTo30M; 3ePHUCTbIN CI0M HEPaBHOMEPHOW TOMLLM-
Hbl, HA OTAENbHbIX y4acTKax OTMEYaeTCs ero UCTOHYEHME;
cnabbll MEXKIETOYHbIM OTEK B LUMNOBATOM Cfloe 3anuaep-
MUCa; BOKPYr COCYl0B MOBEPXHOCTHOrO crjieTeHus cnabas
nMmdorucTmoumnTapHas MHGUIbLTpaLms.

Pe3ynbratbhl UHCTPYMEHTa/IbHbIX UCC/IEA0BaHUN

YnbTpa3sBykoBoe wuccnegosaHme (Y3U) opraHos
GPIOLUHOM MOJIOCTH: MPU3HAKN BTOPUYHBIX UBMEHEHWUI NOA-
KENyO4YHON Kenesbl, renaToMerasann, MUSMEHEHUN NapeH-
XMMbl NeYeHU, Me3aAEeHUT.

Y3U noyek: Npu3HaKM YMEPEHHOIO YBEINYEHUS JIMHEN-
HbIX Pa3MepPOB MOYEK, CTPYKTYPHbIX UBMEHEHWI HE BbISIBNEHO.

PeHTreHorpausi KUCTeH: KOCTHbI BO3pacT Mo npo-
rpamme Auxology cooTBeTcTBYeT 6 rogam 3 MEC; BblHYX-

Ta6nuua. Annepronornyeckoe uccnegosanune no merogy ImmunoCAP (o1 27.03.2023)
Table. Allergological study via ImmunoCAP method (date from 27.03.2023)

D. pteronyssinus 0,36 Huskui (1) KME/n
D. farinae 0,38 Huzku (1) KME/n
KolwKa, anutenni n nepxotb 4,6 YMepeHHO Bbicoku (1) KME/n
CobakKa, NepxoTb 0,35 Husku# (1) KME/n
Apaxuc 0,15 HepeTteKkTnpyemblii KME/n
MweHnua 0,48 Huzkum (1) KME/n
Poxb 0,58 Huzku (1) KME/n
OBec 0,15 HepeTteKktnpyemsbii KME/n
ANYHbIN 6eN0K 0,11 HepeTeKtnpyemsbii KME/n
KopoBbe monoko 0,38 Huskui (1) KME/n
BanaH 2,02 CpepHun (I1) KME/n
CMech MbinbLbl 31aK0BbIX TpaB gx1 MonoxutenbHbi (ll-knacc) KME/n
Candida albicans (ApOM W) 0,11 HepeteKktnpyemblit (0) KME/n
Cmech rpubKOBbIX annepreHos mx2 OTpuLaTenbHbIn KME/n
Cmech MblbLbl AepeBbeB tx9 OTtpuuaTenbHbIv KME/n
CMecCh MblibLbl COPHbIX TPaB WX5 MonoxutenbHbin (ll-knacc) KME/n




OEHHOEe NonoXeHne MexdanaHroBbiXx CyCTaBOB KUCTU, CrU-
6aTeflbHble KOHTPAKTYpbl B AWUCTaNbHbIX MexdanaHroBbIx
cycTaBax, Hanbonee BblpaxkeHHbl B V Manblax (CycTaBHble
Lenm npocmaTpuBatoTesl); KoHLEBble danaHrn yKopoYeHsl.

MarHuTHo-pe3oHaHCcHasi Tomorpagusa Kuctu: MP-npu-
3HaKKW BbIMNOTa B MPaBOM Jly4e3ansiCTHOM CycTaBe; TEHOCU-
HOBWT cyxoxunus crubatens Il v IV nanbues npaBon KUCTH
Ha YpOBHE 3anscTbsi; TEHOCMHOBWT CYXOXWIWUM AJIMHHOIO
M KOPOTKOro pa3rubaTtenen 3ansacrbs cnpasa, A/IMHHOIo pas-
rnéaTens 3ansacTbs cne.a.

OHporacTpoayoAeHOCKONUs: NOBEPXHOCTHbLIN racTpwT;
LYOOEHWT.

Pe3ynbTaTbl KOHCY/IbTaLUii CNEeLuaaucToB
Cneunannctamu 6bln BbISIBAEHbI NAaTONOMMU U YCTaHOB-

NIeHbl NEPEYNUCNEHHbIE HUXKE ANarHO3bl:

e AT[l, TAXKENOM CTENeHW TKECTWU, HEMPEPLIBHO pPeLMan-
BUpYlOLLEE TEYEHME; annepruiyecknt NepcucTUpyoLLnMi
W CE30HHbIN PUHUT; CEHCUOMNM3ALMUS K ObITOBLIM, 3MU-
AepMalibHbIM W NblIbLEBLIM (TyroBbIX TPaB) annepreHam;

° nuLeBas anneprus (KOXHo-racTpoMHTeCTUHaNbHas Gopma);

° BTOpMYHas HaAMOYEYHWKOBAS HEAOCTATOYHOCTb;

® 3aJep)Ka pocTa cMelwaHHon atuonorun (SDS -2,0),
nedunumnt maccel Tena (SDS UMT -2,0);

e B3H cpenHeln cteneHn TAKeCTH;

®  [OHOLUECKMM NoNNapTPUT (CEpOHEraTUBHbIN), aKTUBHOCTb
2- cTenenn. K 2;

® OBEPXHOCTHbIW racTPOAYOAEHWT, HE aCCOLMUPOBAHHbIN
¢ H. pylori;

® rMNoBMTaMuHO3 D;

e cepHas NPobKa; OHMX0AMCTPODUS; TMNOTPUXO3;

°  VMMMyHHasl Aucperynsaums.

MpepBapuUTenbHbIA AUArHO3

Ha ocHoBaHMM AeTanbHOW OLIEHKWU KIMHUYECKOro ¢eHo-
TMNa pebeHKa, AepMaToNorMYecKoro craTtyca, KOMMIEKCHOWM
OLIEHKM COCTOSIHMSA 340POBbS M BbIIBIEHHbIX CUCTEMHbIX Hapy-

LLIEHWI, OTCYTCTBUSA OTBETA Ha CTaHAapTHYto Tepanuio AT/ 6bin
BblCTaB/IeH NpeaBapuUTENbHbIV AnarHos: «feHogepmMaTtos, CUHA-
pomasnbHasa popma — cuHapom SAM / cuHapom HetepTtoHar.

buomatepunan 6bln1 HanpaBieH B nabopaTtopuio Meau-
LIMHCKOM TeHOMWKM MeaMKO-reHeTu4yeckoro ueHTtpa Pray
«HMWL, 3gopoBbs aeten» Muusgpasa Poccuu ansa nposege-
HUSE MONEKYNSPHO-TEHETUYECKOM ANArHOCTUKM.

OvHaMuKa u ucxopabi

HasHayeHbl 3NMMUHALIMOHHAA W CUMMTOMAaTUYecKas
cTaHjapTHas Tepanusa (3NMMUHALMOHHAA Tepanus, AWeTo-
Tepanus, 3amecTuTenbHas Tepanua BuTamMuHOM D, dep-
MEHTHble npenaparbl, NPOGUOTUKK, HapyxHasa Tepanus,
aHTUIUCTAMUHHbIE CPEACTBA) U AUHAMUYECKUIA MOHUTOPUHT
BCEX CUMMTOMOB. Pe6EeHOK BbIMMcaH ¢ 3annaHupoBaHHOM
NMOBTOPHOM rocnuTanusauuen yepes 6-9 mec.

MoBTOpHan rocnutTannsauyua Yepes 9 mec

CocTosiHMe C yXyAWEHMEM KOXHOro cuHapoma, obuiee
COCTOSIHME MaLMeHTa OCTaBanoChb TAXKENbIM U HEKOHTPOU-
pyembim (puc. 3).

MoBTOPHOE MMMYHOPEHOTUNUPOBAHHUE BbISBUIO NOBbI-
leHHoe cogepxaHnue Thact- u Thl7-nMmdounToB C OTpU-
LaTe/lbHON AMHAMUKOW Ha ¢GOHe OTpULAaTENbHOW AMHAMUKHK
COCTOSIHUSI KOXHOro nokposa: CD4+CD25*CD127* (Thact)
(abc.) — 384; CD3*CD4*CD161* (Th17) (a6c.) — 308.

MoneKynsspHo-reHeTu4ecKoe ncciegoBaHne

Ha nepBom aTtane wccnegoBaHus NPOBOAWMNCA MOWUCK
reHeTMYeCcKUx BapuaHTOB B TapreTHbIX 06NACTAX TEHOB,
naToreHHble BapuaHTbl KOTOPbIX OMMUCaHbl Y UL, C Pa3HbIMU
reHoaepmMaTo3amMu, ¢ MOMOLLbIO MUCMNOSIb30BaHWUS TEXHOIOMUK
BbICOKOMPOM3BOANUTENIbHOMO CEKBEHWPOBAHUA W MaHenw,
BK/ItOYatlowen 177 reHoB. Pe3ynbraTbl MCNOMb30BaHUA AaH-
HOro MeTofa Gbln onucaHbl paHee [23].

Ha BTOpOM 3Tane uccnenoBaHWsi BbiBNEHHbIE TEHETU-
YecKne BapuaHTbl OblIM BaNiMANPOBAHbI C MOMOLLbIO METoAa

Puc. 3. MauueHT K., 8 net 3 mec, Npy1 NOBTOPHOM rocnuTanuaauuu, 4o MHULMauumn Tepanum MHriMéutopom IL-17A npenapaToM CeKyKuHymab
(Ko3aHTuKe)
Fig. 3. Patient K., 8 years 3 months, readmission before initiation of immunobiological therapy with IL-17A inhibitor, secukinumab (Cosentyx)

McTouHmK: MypalukuH H.H., 2024.
Source: Murashkin N.N., 2024.
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KnuHuyeckoe HaGnopeHue

ceKkBeHupoBaHua no CeHrepy. B peaynbrate MONEKynspHo-
rEHETUYECKOrO NCCNEeA0BaHUs Y NaLuMeHTa 6blin 06HaPYKEHbI
[Ba MaToOreHHbIX BapuaHTa: paHee He OMWCaHHbIM BapuaHT
chr18:28934543G>T (GRCh37) ¢.2384G>T, p.Gly795Val
B reHe DSG1 B retepo3nroTHOM COCTOSIHUM M MaToreH-
HbIM BapuaHT chr5:157468728C>A (GRCh38) ¢.527C>A,
p.Ala176Asp B reHe NIPAL4 B roMO3WIrOTHOM COCTOSIHUM.

Ha ocHoBaHWM COBOKYMHOCTM @HAaMHECTUYECKUX U KIN-
HMYECKMX [aHHbIX, C Y4eTOM pe3ynbTata FeHeTUYeCcKo-
ro uccnegoBaHus pebeHKy 6bla yCTaHOB/EH OKOHYaTeNb-
HblM gnarHos: «KomM6uHupoBaHHas GopMa BPOXKAEHHOIO
UXTUO3a: CUHAPOM SAM — CHMHAPOM THXKENOoro gepmartuta,
MHOXECTBEHHON anneprum u MeTaboIMYecKoro ucroLle-
HUA — nedekT B reHe DSG1. BpoxaeHHas nxTno3ndopmHas
aputpoaepmus — agedekT B reHe NIPAL4».

lMpoBeageHa oueHKa TAXECTH BPOXKAEHHOIo0 MXTHMO3a
no BanuanpoBaHHoOM wKane ISS: |ISS coctaBun 5,8 6anna —
COOTBETCTBYET THKENOW CTENEHMU TAKECTU KIMHUYECKMX NPOSIB-
nexuit; CDLQI — 24 6anna; MHTEHCUBHOCTbL 3yda — 9 6annoB.

Ha ¢oHe OKOHYaTEeNbHOr0 KIMHMKO-TEHETUYECKOTO de-
HOTMMMPOBAHMUSA, OLEHKU MMMYHONOrM4yeckoro npoodwuns,
aHanu3a JaHHbIX MMPOBOWM NUTEpaTypbl O HOBOW CTpaTeruu
UMMYHOBHONOMMYECKON Tepanuu 60abHbIX ¢ BU [19-21]
Hamu 6blia MHULMUMPOBaAHa TapreTHas Tepanus UHrMbuTo-
pom IL-17A npenapatom ceKyKMHymab (Ko3aHTuKc) 150 mr
B BMAE NOAKOXHbIX (M/K) MHbeKkumn 0, 1, 2, 3, 4-9 Hea N2 5,
fanee — MNPOAOMIKEHME Tepanuu Mo MECTY XKUTenbcTBa
B pexxume 1 pas B 4 Heq.

YKe yepes mecsL, OT Hayana Tepanuu oTMevanocb 3Ha-
4YMMOE ynyylleHWe COCTOSHUS KOXHOro NoKpoBa.

MoBTOpHasA rocnutTanu3auua Yepes 6 mec

nocse UHULUaALMKU UMMYHOGUOJIOrMYECKON Tepanumn

CocTosiHMe MnauMeHTa CO 3HAYUTENbHBIM YAYYLIEHUEM:
Ha nvue, TYJI0BHULLE BbICbiNaHWa paspeLlmnincb, COXPaHIIUCh
He6oblUOE LWenyweHne, CyxoCTb, lerkas aputemMa B obnac-
TM NafjoHer W CTOM, KOTOPble XOPOWO KOHTPO/MPOBAIUCH
aMosfieHTamu (puc. 4).

Puc. 4. MauueHT K., 8 net 9 mMec, nocne 6 Mec Tepanuu npenapaToM ceKykuHymab (KO33HTUKC)
Fig. 4. Patient K., 8 years 9 months, 6 months on secukinumab (Cosentyx) therapy

McTouHMK: MypalukuH H.H., 2024.
Source: Murashkin N.N., 2024.




ISS — 1,2 6anna. CDLQI — 4 6anna. WkKana 3yopa —
2 6anna.

Macca Tena — 21 Kr, poct — 120 cm.

WAZ — -1,95; HAZ — -1,92; BAZ — -0,99.

Pe3ynbratbl na6opatopHbiX uccaegoBaHnn: OAK —
He3HauuTenbHasa 303nHodunua (270 kn/Mkn / 4,7%); Kop-
Tm3on — 154,20 Hmonb/n (64-536); AKTI — 2,01 HMonb/N
(1,6-13,9); o6wuin IgE — 1041 Eg/mn.

MonyyeHbl 3Ha4YMmoe ynydlleHne nabopaTopHbIX NoKa3aTe-
NEN, COCTOSHMS KOXHOIO MOKPOBa, HOpManu3aLms aHTPonoMeT-
PUYECKMX AaHHbIX 3a 6 MeC Tepanuu, YTO YKasbiBaeT Ha UMMY-
HOMIOMMYECKYIO OCHOBY HapyLWeHW GYHKLIMM OPraHOB M CUCTEM.

Tepanua B HacTosiwee BpemMs npogomkaercs. Coxpa-
HAETCA KOHTPO/b Haj CMMNTOMamu reHogepmarosa. Hab-
NnojaeTcs 3HauyuTeNbHOE MOBbIWEHWE KayecTBa MKU3HM
nauueHTa U ero CeMbM.

MporHos
MporHos 3a6oneBaHns 61aronpUSATHbIN.

BpemeHHas WwKana

XpoHonornsa passutnsa 6one3Hn nauueHTta K. ¢ cuHapo-
MoM SAM, ee Kito4eBble COObITUSA M MPOrHO3 NpPeAcTaB/eHbI
Ha puc. 5.

OBCYXAEHMUE
MpeactaBneH peaKkuim KNIMHUYECKKI Cllydan, Korgay Oa4HO-
ro nauueHTa 6blN0 BbISBAEHO [Ba Pa3HbIX FEHETUYECKUX

nedeKrta B reHax, OTBETCTBEHHbIX 3a passutne BU: DSG1
B retepo3nurotHom n NIPAL4 B rOMO3UIOTHOM COCTOSIHUSX.
Mepen BpayaMu cTosina CnoxHas 3agadya NOCTaHOBKM OKOH-
YyaTenbHOro AuarHosza. locne npoBeaeHWs paclUMPEHHbIX
nceneagoBaHUm, KOMMNAEKCHOM OLEHKU COCTOSIHUS 300PO0BbS
pebeHKa, aHann3a aHaMHECTMYECKUX AaHHbIX, 3BOMIOLMM
KOXHOro cuHapoma, MopdoorM4yecKom 1 rmcTonormn4ecKomn
XapaKTEPUCTUK KOXKHbIX 31€MEHTOB CUMHAPOManbHas dopma
BN He Bbi3biBana cOMHeHWH. lNocne conoctaBfieHUs BCeX
[aHHbIX pebGeHKy 6bl/1 yCTaHOBMEH AnarHos: «CuHapom SAM.
BpoxaeHHas wuxTMo3mdbopMHasa 3puUTpoaepmMus». Takum
ob6pas3oM, NpeAcTaBfieHHbIM NPUMEP MOKasan pasHoobpa-
3Me KIMHWUKO-TEHETUYECKUX U DEHOTUNUYECKUX BapuUaHTOB
BW B KAMHMYECKOW MpaKTUKe U BO3MOXHOCTb KOMOGUHaL MK
pa3Hbix dopM BU, Korga y naumeHTa MMeTes CUHApPOMarb-
Has M HecMHapoManbHas GopMbl 3a601eBaHUS MO NpUYKUHE
HanMumsa gedeKToB B pasHbIX reHax.

B nocnegHve rofgbl BHMMaHWe Y4eHbIX COCPEAOTOYEHO
Ha WM3y4eHUU MNaTOreHeTUYECKMX MEXaHM3MOB reHogepma-
TO30B C Lie/blo NOMyYEHMS HOBbIX 3HaHWIA 06 MMMyHOMNaTO-
reHese 3aboneBaHWi M MOWCKa HOBbLIX METOAOB Tepanuu.
MoTpebHOCTb B MCCNeAOBaHUAX MOTUMBMPOBAHa BbICOKOM
KJIMHUKO-TEHETUYECKON TreTeporeHHoCTbio 3abosieBaHus,
AMArHOCTUYECKUMU TPYAHOCTAMM U OTCYTCTBMEM 3PDEKTUB-
HbIX METOA0B Tepanuu NauMeHToB AaHHOW KaTeropuu [1, 2].
Pa3BuTME COBPEMEHHOW FEHETUKM, BbISIBJIEHWE HOBbIX reHe-
Tnyeckux aedektos BUM patoT 6onee rnybokoe NMOHUMaHWe
natoreHesa 415 Kax4oro KIMHUMKO-reHeTMYecKoro geHormna

Puc. 5. XpoHonorusa pa3sutusa 601e3HKM y naLmeHTa ¢ cMHAPoMoM SAM, KitoveBble COObITUS U MPOrHO3
Fig. 5. Timeline of disease progression in a patient with SAM syndrome, key events and prognosis

OunarHo3 npu NocTyrjieHUu:
«BynbrapHbivt UXTMO3.
ATOMMYECKMI aepMaTwuT,
HenpepbIBHO
peuunanBupyloLLee TeHeHner
CDLQI — 22 6anna;
WKana 3yga — 8 6annos

MpeaBapuTeNbHbLIA AUATHO3:
«eHoaepmaTtos, cMHapomasnbHas dopma (?).
CunHgpom SAM / cuHapom HeTtepTtoHa»
[eHeTnyecKkue BapuaHTbl: chr18:28934543G>T
B reHe DSG1 B reTeposurore,
chr5:157468728C>A B reHe NIPAL4
B roMo3uroTe

OKOHYaTe/IbHbl AUArHo3:
«CuHgpom SAM.
BpoxkaeHHas nxtmosmdopmHas
3puUTpOAEPMUS»

S~

MepBuyHas rocnutanuaauus

B HUW pnepmatonoruu
7 net 6 mec

2-9 rocnuTanuaauus

8 net 3 Mec

3-9 rocnutannaauus yepes 6 mec
TapreTHoM Tepanuu
8 net 9 mec

3ajeprKKa pocTa cMellaHHoM
atmonoruu (SDS -2,0), aeduumnt
Maccbl Tena (SDS UMT -2,0)
B3H cpeaHen cteneHu TaxecTu
IOHOLWECKUIN NoNnapTpuT
(cepoHeraTtuBHbIN), aKTUBHOCTb
2-i ctenexn. PK 2
NOBEPXHOCTHbIN racTPOAYOAEHMT,
He accouunpoBaHHbli ¢ H. pylori
rmnoBmMTamMmnHos D

cepHasl NpobKa; rmnoTpmUxos;
oHMxoaucTpodus

UMMYHHas aucperynsums

BbisiBneHHble 3a60seBaHuUA: Ha3HauyeHa
e AT[l; annepru4yeckunin NnepcucTUpytoLLmm cTaHpapTHas
M CE€30HHbIN PUHUT; CEHCMOUIMU3aLMS Tepanusa:
K GbITOBbIM, anuaepmanbHbIM cuMnToMaTuyecKas
annepreHam v nblnble Nyrosblx TpaB N 3NUMUHALLMOHHASA
© MHOXEeCTBEHHas nuuieBas anneprus, Tepanus —
KOXHO-racTpoOMHTECTUHaNbHasa dopma [10 YCTaHOBKM
® BTOpPUYHAs Haano4Ye4yHUKoBas OKOHYaTeNbHOro
HefoCTaTOYHOCTb anarHosa

CocTosiHue AuHamuKka
C yXyAlleHueMm: Ha ¢oHe Tepanuu
ISS — 5,8 6anna CEeKYKMHYMa6om
CDLQI — 24 6anna
LWkana 3yaa — 9 6annos CocTtosiHne
WAZ — -3,19 €O 3HaA4YUTE/IbHbIM
HAZ — -2,61 ynyyleHuem:
BAZ — -1,99 ISS — 1,2 6anna

HasHauyeHa TapreTtHas

CDLQI — 4 6anna
Llikana 3yna — 2 6anna

Tepanus: WAZ — -1,95
CEKYKMHYMab HAZ — -1,92
150 Mr n/K UHbEKLMMU BAZ — -0,99
0,1, 2,3, 4-9 Hep,
Janee — C MHTepBanom Tepanua
B 4 Heq npojomkaercs
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

3ab60neBaHns Ha MOJNIEKYNSIPHOM YPOBHeE. YeTbipe KINMHUKO-
reHeTn4yeckmne dopmbl BU — BynbrapHblt UXTMo3 (reH FLG),
cuHapom HeteptoHa (reH SPINK5), cuHgpom SAM (reHbl
DSP/DSG1), cMHAPOM OTCNauBatoWENCs KOXKU, UAN MUIUHT-
cuHapom Tuna B (reH CDSN) — xapaKTepuaytoTcsa atonuye-
CKUM cuHapomoM [1, 16]. C camoro Havana Halero Habsto-
[JEHMNA Ha OCHOBaHMMK KIMHWKO-aHaMHECTUYECKMUX AaHHbIX,
XapaKTePUCTMKM KOXHOro npouecca BeposTHOCTb AedeKTa
B reHe FLG 1 accoUMMPOBAHHOIO C HAM BYNbrapHOro MXTMosa
OLeHeHa KaK Hu3Kas. bblna BblABMHYTA wMAes AWArHoCTu-
4YeCcKoro noucka no nytu anddepeHumManbHON ANarHOCTUKM
B rpynne cuvHapomasnbHbix dopm BWN ¢ coyetaHHbiM AT[ —
cuHagpomMa HeteptoHa / cuHapoma SAM. lMocnegHas dopma
HedaBHO BK/OYeHa B rpynny BU, BcTpevaeTcsa peako n Hego-
CTaTOYHO M3BECTHa KauMHuuMcTam. Hanuuune AT/ oTBnekaet
BHMMaHWE Bpayen oT APYrMx CUCTEMHbIX MPOSBAEHUI 3a60-
NeBaHus U BMecTe C HeJOCTaTKOM OCBEAOM/IEHHOCTHU CNYKUT
OCHOBOW 15 AMArHOCTMYECKMX OWWMOGOK M rMNoAMarHoCTu-
Kn. OgHako 6osnee rnybokas OuUeHKa COCTOSIHUS 340PO0BbS
NauMeHToB, aHann3 XapaKTEPUCTUKM U IBOMIOLIUM KOMKHOMO
CMHAPOMA, Kak OblN0o NPeacTaBfeHO B OMWCaAHHOM HaMu
npuMepe, HanpaBASfT ANArHOCTUYECKUIA MOUCK MO BEPHOMY
nyTu. MonekynspHo-reHeTM4ecKkne MeToabl 3aBepLuatoT And-
depeHumnanbHylo AUMarHoCTUKy. Hepeoko avarHoCcTuyeckue
TPYOHOCTU MOTYT BO3HUKATb M MOC/e reHETUYECKOW BEPUPHU-
Kauuu. PesynbraTbl FeHETUYECKOro UCCnefoBaHns HeobXxo-
AWMMbI 15 3aBepLIeHUs AMarHOCTUKKM, OHAKO YCTaHOBEHWE
OKOHYaTeNbHOro AMarHo3a M KIMHUKO-TeHEeTMYEeCKOro GpeHo-
TMNa y 60/IbHbIX BO3MOXHO TOSIbKO MOCAEe aHann3a AaHHbIX
reHoTMna u geHoTMNna, Yepes BCe accouMaLmm «reHoTUN —
deHoTtunn» [1]. B KOHEeYHOM uTOre y naumeHTta 6biin o6Hapy-
YEeHbl KOMOWMHWPOBAHHbIE reHeTuyeckue aedekTbl, xapak-
TepHble N9 CMHAPOManbHOW U HeCUHAPOManbHon ¢opm BN.

HecunHapomanbHaa dopma BN o6beanHsaeT YeTbipe rpyn-
Nbl 3a60neBaHna: KepaTtuHonaTudeckmn nxtnos, ARCI, Bynb-
rapHbIM UXTUO3, X-CLLEMNEHHbIN peLeccuBHbIN MxTno3. ARCI
npeAcTaBnseT reTeporeHHyo Noarpynmny HECUHAPOMANbHOMO
TMMNa UXTMO3a U UMEEeT HECKONIbKO noaTmnnos [24, 25].

feH NIPAL4 (Nipa-Like Domain-Containing 4 — NIPA-
NnoAo6HbIN JOMEH 4) 9BASETCH OAHUM M3 YacCTbIX MPUUYUHHBIX
reHOB ayTOCOMHO-PEeLLEeCCMBHOMO BPOXAEHHOIO NXTMO3a [26].
[eH KoanpyeT TPaHCMOPTHbIN 6GENOK KUPHbIX KUCOT 4 (FATP4),
KOTOPbIN ABASETCS MeEMOPaHHbIM TPAHCMOPTEPOM A5 JIUMK-
noB. [lepeKTbl B reHe NpuMBOAST K HapylEeHUIo TpaHcnopTa
W danbHenwero metabonnama nMnuaoB Koxu [1]. YacTo
60nbHble C AgedeKTamMuM B [AHHOM FeHe pOXKAalTca Hedo-
HOLUEHHbIMU W B KONNOUAHOM MeMBpaHe, YTO OTCYTCTBOBanNo
y NpeAcTaBfieHHOro nauneHTa. Bmecte ¢ Tem, B nutepatype
onucaHa MNATHUCTas 3puTEMa MPU FEHETUYECKMX BapuaHTax
NIPAL4 [1], AaHHbIK CUMNTOM Obl1 OTMEYEH Yy pebeHKa.

CneunduyecKoe aneKTpPoOHHO-MUKPOCKOMMUYECKOE ncene-
noBaHue 6uonTtata y 60nbHbiX ¢ NIPAL4 noKa3blBaeT aHo-
MafbHble MAacTUHYaTble Tena W yanMHeHHble NepuHyKneap-
Hble MeMOpaHbl B 3€pHUCTOM crioe [26].

B npeactaBneHHOM cily4ae MUKPOCKOMNUYeCcKaa KapTuHa
(cM. puc. 2) 6uonTata KOXKK O6blla MOPPONOrMYECKN reTe-
poreHHa, YTo NOATBEPAMIO 3HAYUMMOCTb BbISBAEHHbIX ABYX
reHeTMyeckmx gedeKkToB y pebeHKa.

Taknm 06pas3om, NosyvyeHHble AaHHble B COBOKYMHOCTU
no3BOSMAN pPeBeHKy MOCTaBWTb ABa AMarHosa: «CUHAPOM
SAM» U «BpOXKAEHHAA UXTUO3UDOPMHAA SPUTPOAEPMUSI».

B nutepaType onucaHve pasHbiMKM aBTOpaMu KIUHKUYe-
CKMX clyYaeB nauueHToB ¢ cMHaApoMom SAM gemMoHcTpupyet
deHoTUnMyeckoe pasHoobpasune 60MbHbIX. X 06beaANHSAT
0COBGEHHOCTU KOXHOr0 mnpoLiecca, oTiMyatoLerocs oT Knac-
CUYecKoro TeyeHus AT/, ¢ HanMynem runepKepaToTMYecKmx
OGnSleK, YPTUKapHbIX 3/1EMEHTOB, a TaKXKe MnoTpMxo3a,

Bb3H, 3agep)KKu pocTa M APYrux HapylweHWrW CUCTEMHOrO
Xxapakrtepa [5, 15, 16]. OnucaHbl NauneHTbl ¢ pPas3aMyHbIMK
dopmMamu nopaxeHus nuuieBoaa, B TOM YWUCAe C 303MHO-
GUNbHbIM 330darutomM [15]. Y yactu nauueHToB ¢ Aedek-
ToM reHa DSP BcTpedaeTcss Kapauvomuonatua [14, 20].
MauuneHTbl XxapaKTepmnayloTcs pasHbiMKU AUCMOPOUYECKUMU
0COBEHHOCTAMMU. Y YNOMSIHYTOro B CTaTbe NauMeHTa Lnpo-
KU 106, 6pagngaktunus V nanblEB pyK, HapylleHne ocaH-
KW. HapyweHu1s co CTOPOHbI APYrMX OpraHoB 1 CUCTEM, MOMMU-
MO MOPAXKEHMS KOXKM, SBASIOTCS OCHOBOM AN NPOBEAEHUS
anbdepeHumanbHOM aMarHoctuku. B ctatbe S.M. Srinivas
M COaBT. JaHO noapobHoe onucaHuve anddepeHLmnanbHOm
OnarHocTnkm cuHgpoma SAM [18]. B onncaHHOM HaMu Ku-
HWYECKOM MpuMepe MNpeacTaBieH CMOXHbIN U AOATUN MNyTb
pebeHKa ¢ cuHapomoM SAM [0 YyCTaHOBMIEHUSA OKOHYaTeSb-
HOro AnarHosa.

JedeKTbl B reHax DSG1 n DSP npuBoasT K AecMocoMalib-
HbIM @aHOMasMsAM, Kak ynoM1MHanocb paHee. [lecCMoOCOMbl —
3TO MEXK/ETOYHblE COoefMHeHMs, obecneynBatoLmMe npoy-
HylO afre3vio Mexay KAeTKamu nyteM npuKpenneHus
NPOMEXKYTOUYHbIX GUNAMEHTOB K Mia3MaTU4ecKon mMembpa-
He. OHM B M3006MAMKM MPUCYTCTBYIOT B Cepale, anuaep-
MUCE, BONOCSAHbIX QONAMKYyNax, B 3NUTENUWU Kenyao4HO-
KULLEYHOro TpaKTa, B CTPYKTYpe pasHbix opraHos [7, 9, 21].
lepeuncneHHble reHeTU4eCcKmne aedeKTbl MPUBOAAT K HAKOM-
JIEHUI0 aHOManbHbIX LMTOMNAa3MaTM4eCKnx 6enKoB, Hapy-
WEHHUIO UX TPAHCMOPTUPOBKM Ha MOBEPXHOCTb KIETOK 3Mu-
Aepmuca, BOMOCAHbIX GONIMKYI0B M B CTPYKTypax ApYrux
opraHoB. B pesynbrate HapylleHWn MexaHU3MOB MoJie-
KyNsipHbIX B3avMOAENCTBMK B anuaepmuce GopMupytoTcs
rpybble HapyLLeHNs CTPYKTYPbl U GYHKLMKN KOXHOro 6apbepa.
bBapbepHble aHOManuu, B CBOO o4epeab, MHAYLMPYIOT LIUTO-
KMHOBYIO aKTMBHOCTb B KOXe C y4acTuem nepudepuyecKomn
nMMPOUAHOM cucTeMbl anuaepmuca [27].

B wnccnepoBaHuAX nocnegHero AecaTtunetTuss M3yyeH
nMmyHonatoreHes BU 1 BbigeneHbl MMMyHOMEHOTHMbI 60/1b-
HbIX MpPK pasHbix Gopmax MXTMo3a. BbiiBneHa BbiCOKas
3KCMPeCCUs TUMUYECKOro CTpOMasbHOro anmdonoaTvHa
(TSLP) B KOXe M nepudepnyecKon Kposu nauuneHToB [3].
[aHHbIV LUTOKMH UrpaeT BaXKHyto pofib B aKTuBaumn addek-
TOpPHbIX T-TMMPOLMTOB, TEPMUHANbHOW AndpdepeHUMpPoB-
Ke HaTuBHbIX CD4*-numdounTOB B KIETKM NaMaTU W/wnau
Thact-, Treg-, Th1-, Th2-, Th17-, Th22-numbouunTtbl [19, 28].
MepeyncneHHble Manble cybrnonynsuun CD4*- numdoum-
TOB MMEIOT BbICOKMUI TPOMM3M K BTOPWUYHBIM IMMPONIHBIM
CTPYKTYpaM 3MNuUTENNS KOXK, B NpoLecce akTuBaLuum 1 npo-
nmdepaunn NOBbILLAETCH MX MUIpauMs B 3NUMAEPMMUC, YTO
COMpPOBOXAAETCH IKCMPECCHen NPoBOCNaNUTENbHbIX LMTO-
KMHOB. LIMTOKMHbI B KOHEYHOM WMTOre WMHAYLMPYIOT KacKajg
MMMYHHOIO BOCMaNEeHUs M YyCyrybnasioT acCoLMMpPOBaHHbIE
C HUM KJIMHUYECKUe cumMnTombl BU mecTHOro u/wnu cucrem-
HOro xapakTepa [1] B 3aBMCUMOCTH OT POpPMbl 3a60NEBaHUS.

PazButne artonunyeckux saboneBaHun y 60MbHbIX BU
06yCNoBfIEHO, C OAHOW CTOPOHbI, HapyleHunem 6Gapbepa,
[leCKBaMaluMen poroBoro €nosi U B pesynbrate MOBbIWEH-
HOM MPOHULAEMOCTbIO O/ ajepreHoB, C APYron CTopo-
Hbl — BbICOKOW 3KCMpPECCUEN LUTOKMHOB, BMNOCIEACTBUM
HapylweHneM ¢yHKUMKM BGENKOB B COCTaBe KOXMW MO npu-
YUHE TEeHeTUYecKUx aedekToB. [oKazaH AOMWHUPYIOLLINI
MMMyHonoruyeckum Th2-dbeHotun y 6onbHbix ¢ AT [29, 30].
MccnegoBaHma nocnegHux NeT NoKasblBaloT MMMYHOIOMMYe-
CKYI0 reTeporeHHoCTb B rpynne 60bHbiX ¢ AT/, [31].

B pa6oTtax no M3y4yeHuto UMMyHonaTtoreHesa y 60/bHbIX
C pasHbiMu dopmMamu BW noKasaHa 3HAYMMOCTb MasibixX
cyénonynsaumm Th-nMm@ouUnTOB U acCoLUMMPYEMON UMK LUTO-
KMHOBOW aKTMBHOCTW B naTtoreHe3e 3aboneBaHus [13, 32].
A.S. Paller u coaBT. AEMOHCTPUPYIOT AOMUHUPYIOWUA UMMY-



Honornvyecknin Thl7-npodwunb M NOBLILEHHYIO 3KCMPECCUIO
IL-17A B KpoBM y nauuneHToB ¢ BU n ncopmazom [33] 1 npea-
naratot «nepenpodunmpoBaHme» npenapaTos Ans TapreTHon
Tepanuu ncopuasza [34, 35] Ha neyeHue 6onbHbIX ¢ BWU.
B nocnegywoumx pabotax ydyeHble MOKa3blBalOT YCMELlHble
TepaneBTUYECKME pedynbTaTbl NPUMEHEHUS AaHHON cTpaTe-
MK B Tepanunun 60nbHbIX ¢ BU [36], B TOM YKcne y nauneHToB
¢ cuHagpoMoM SAM c naTtoreHHbiM BapuaHTOM agedekTta
B reHe DSP pervoHa SR6.

B pa6ote R.W. Koérner n coaBT. cOOOLW@ETCS TaKxe
M 06 addeKTMBHOCTM aynuaymaba y mnageHua ¢ CUHAPO-
MoM SAM. B Bo3pacTe AByxX NieT anneprus y naumeHTa Ha
coeBble 606bl U KOPOBbE MOJIOKO Obla MOATBEPXKAEHA
OpafbHbIM NULLEBbLIM MPOBOKALMOHHBLIM TeCTOM. AT/l Taxe-
noro teyeHnsa: SCORAD — 64, CDLQI — 21. CunbHbIM 3y4
W HapylleHne CHa 6blin pedpaKTepHbl K BbICOKMM [03aM
aHTUIMCTaMUHHbBIX NpenapaToB U MenaToHWHa. YpoBeHb IgE
pocturan 24 000 KE/n. Tepanus npenapatom gynunymat
B o3e 200 Mr NOAKOMXKHO Kaxkable 2 Hej B TedeHne mecaua,
3arem 200 Mr NOAKOXHO Ka)Xable 3 Hejd noKas3ana CBOO
3dpdeKTUBHOCTb €O CHMKeHMem SCORAD go 35 Ha 54-11 Heq
nedvenus [10].

B uccneposaHum L.M. Godsel U coaBT. U3y4YeHbl LIUTO-
KWHOBbIE NMPOPUIM Ha MbIWWHBIX MOAENSX W Y MaLUEHTOB
¢ cuHgpomom SAM. Bbinu BblgeneHbl UUTOKUHbI IL-17A,
IL-36A, IL-36G, IL-12/1L-23, IL-13 u IL-4 [37]. U3yyeHue
MMMYHOSIOTMYECKMX NPOdUSIEN YETbIPEX NALMEHTOB (MO ABOE
6paTbeB M cecTep) ¢ cuHapoMom SAM, Bbi3BaHHbIM MyTa-
umen p.Arg887 DSG1, noKasasio NOBbILWEHHOE COAepKaHne
Th17-numdoumToB M BbICOKYlO 3kcnpeccuto [L-12/IL-23.
MpoBeaeHa Tepanunsa nHrnébutopom IL-12/1L-23 npenapatom
YCTEKMHYMab. 3HauMUTENbHbIN PErPecc KOXKHOro MnaTosoru-
4YecKoro npotecca Habnwoganca Ha 12-1 Hep Tepanuu [37].

B nutepaType onucaHa KauHMYecKas 3dPEeKTUBHOCTb
fle4eHns NauneHToB ¢ cuHapoMom SAM, Bbi3BaHHbIM AedeK-
Tamu B reHe DSG1, npenapaTom CeKyKMHymab y ABYX AeTen
B Bo3pacTte 18 [38] n 16 mec [39] 1 MOnoaoM KeHWnHbI [40].
Yepes 4 1 16 Hef Tepanunu BbiCbiMaHUS U KOXKHbIW 3y 3Ha4Yu-
TeNbHO YMEHbLUWINCh.

AHaNM3 KIMHUYECKMX CNydaeB, OMUCaHHbIX B nTepatype,
NOKas3blBaeT, YTO NauueHTbl ¢ cMHAPOMOM SAM, Bbi3BaHHbIM
natoreHHoIMu1 BapvaHTamu DSP, XopoLio OTBEYaloT Ha ycTe-
KWMHYMab, a nauueHTbl ¢ NaToreHHbiMK BapnaHtamu DSG1 —
Ha CeKyKuMHymab. Haw KAWMHUMYECKUK npumep AOMOJHUA
[aHHoe HabnaeHue.

MMMyHOPEHOTMNIMPOBAHME Y HalWero nauMeHTa Bbis-
BWIO AOMWHUPYIOWMN MMMYHONOIMYECKUI MPoduab npo-
nnodepaunn Thl7- n Thact-numooumToB. Ha ocHoBaHuH
BbISIBIEHHOMO MMMYHOdEHOTMNA, aHanM3a AaHHbIX MMPOBOWM
nMTepaTypbl HamK 6blna MHULMMPOBaHa Tepanus npenapa-
TOM CEKYKMHYMab W Moay4yeH 3Ha4uMbli TepaneBTUYECKUN
oTtBeT. Ha ¢oHe neveHns y pebeHKka 4yepe3d 6 mec Tepanuu
YAYYWWNOCb COCTOSIHUE KOXM, a TaKKe QYHKLMOHWPOBa-
HWe OpYyrux opraHoB M cucteM. HopmannsoBanucb MHOrme
nabopaTopHble NoKasaTeNn, aHTPOMOMETPUYECKUE AaHHbIE,
pOCT 1 Macca Tena pebeHKa AOCTUIIN BO3PaCTHOM HOPMBbI,
YAYYWMWAUCL anneTuT, HacTPOeHUEe, ypoBEHb (GU3MYECKOM
AKTUMBHOCTU, KAYeCTBO M3HM pebeHKa.

Taknm 06pa3oM, B peasibHOW KIMHUYECKOW MpaKTUKe
[OKa3aHbl 3OPEKTUBHOCTb M 6€30MacHOCTb MMMYHOOWO-
NIOrMYECKOoM Tepanun npenapaTom CEKYKMHyMab y pebeHKa
C pefKkon KombuHupoBaHHoW dopmorn BM B codeTaHuu ¢ ato-
NMUYECKUM CUHAPOMOM.

3AK/TIOMEHUE
3HaHUA 0 MHOroo6pasuu KU reTeporeHHOCTU KIMHUKO-
reHeTu4yecKnx ¢eHotunos BWM HeobxoauMbl Ang ONTUMMU-

3auun, YCOBEPLUEHCTBOBAHUS TepaneBTUYECKUX cTpaTerumn
W OKa3aHWsg NnepcoHanIn3MpoBaHHOMW MNOMOLWM 6GONbHbIM.
AT/l MOXET BXOAWTb B CUMMTOMOKOMNMIEKC CUMHAPOMASbHbIX
dopm BU — Kak npu cuHgpome SAM. OcHoOBY AMarHoCTu-
KM COCTaBASOT 0CO6eHHOCTM TeyeHunsa AT, TOPNMAHOCTb
K CTaHAApPTHbIM METoAaM Nie4YeHUs, HU3KUIM POCT, METABONU-
YeCKMe HapyleHUs, NaTtoNorMnm Apyrux OPraHoB M CUCTEM.
MoneKynspHo-reHeTMyecKas AMarHocTMka no3BonseT ycTa-
HOBWTb OKOHYaTENbHbIM AMArHO3 U He UCKIOYaEeT HanMyums
pa3Hbix dopm BU y ogHOro nauumeHTta, Kak Obl10 OnNucaHo
B K/IMHUYECKOM Npumepe.

MMMyHODEHOTMNIMPOBAHWE 60MbHOMO C CUHAPOMOM
SAM BbISIBUNO MMMyHONorMyeckme npodunm Thact n Thl7,
OTKpbIBas BO3MOXHOCTM A5 HOBOW CTpaTernu Ttepanwuu,
OCHOBaHHOW Ha UMMyHoMNaToreHese 3aboneBaHus.

[locTaHOBKa OKOHYaTeNbHOr0 AuarHo3a y pebeHKa
C KOMBUHMPOBaAHHOW peakon dopmon BU (couyeTaHue CUH-
apoma SAM M BPOXKAEHHOW MXTMO3MGDOPMHOM 3pUTpOAEp-
MWMK) MO3BOMUAA M3MEHWUTb TaKTWUKy Tepanuu, Ha3Ha4uTb
Hay4HO OGOCHOBAHHYK TapreTHylo MMMyHOonaToreHeTuye-
CKYIO Tepanuto MHrnémutopom IL-17A npenapaTom CEKYKUHY-
Mab. B pesynbrate neyeHua 3a KOPOTKMW mepuog yaanocb
OLEHUTb TepaneBTUYECKYD 3dPEKTUBHOCTb. B HacTosuee
BPEMS KOXHbIM Mpouecc y pebeHKa KOHTpoaupyeTcs npu-
MEHEHWEM 3MOJIEHTOB M Ka4YeCTBO XMU3HM He OTan4YaeTcs oT
TAKOBOrO0 Y 3J0POBbIX CBEPCTHWUKOB.

TapreTHasi reHHO-UHXeHepHas 6uonorndyeckasa Tepanus
nauneHToB ¢ pa3HbiMn popmammn BM nokasbiBaeT cBoe npe-
MMYLLECTBO HaJ METOJaMM CTaHAAPTHOMO Jie4eHuns n obecne-
YMBAET CHUMKEHME CTEMEHMU THKECTU 3a60/IeBaHNS U AOCTU-
KEHWE KOHTPONS Haf CUMNTOMaMMu.

WHO®OPMUPOBAHHOE COIIACUE

OT maTepu nauueHTa nony4eHo NUCbMeHHoe UHOOPMMU-
poBaHHOE A06POBOSILHOE COrnacue Ha nybauKauuio Onu-
CaHUsl KIMHUMYECKOrOo cllydast ¢ pesynbTatamu ero o6eneno-
BaHWUSA U JIe4EeHUS, U300ParKEHUN B MEAULIMHCKOM XypHane
(mnata nognucanusa cornacusa 12.04.2024).

INFORMED CONSENT

Patient’s mother has signed written voluntary informed
consent on publication of clinical case description, treatment
and examination results, and photos in medical journal
(signed on 12.04.2024).

BbIPAXXEHUE NMPU3HATE/IbHOCTU

ABTOpPbI BblpakatoT MpuU3HaTeNbHOCTb 61aroTBOpUTENb-
HOMY doHAay «[1eTn-6ab04KM» 3a OKa3aHHYK NOMOLLb; NaLu-
€HTY U ero poauTensam — 3a josepue 1 ny6anMKaLmo UCTopum
3ab051eBaHus, pe3ynbLTatoB Tepanun n 306 parKEHNUN.
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