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1 UrMA Ynpasnexust aenamu MpesungerHTta PP, Mocksa, Poccuiickaa depepaLms
2 UHCTUTYT NNaCTUHECKOM XMPYPIrMKn U KocmeTonormu, Mocksa, Poccuiickas degepauus

DoNNUKYNAPHLIA KepaTo3 Yy NOAPOCTKOB:
OCOOEHHOCTU AUMArHOCTUKMU
M KOCMETOJIOTrM4YeCcKue acrneKrtbl Tepanuvu

KoHTaKTHaa uipopmauus:

WKoHHWUKOBa EBrenuns BnagnmmupoBHa, [OLEHT Kaheapbl AEPMaTOBEHEPONOTMM U KOCMETONOTUM LieHTpanbHOM rocyaapcTBEHHOM MEAULIMHCKON
aKazemuun YnpaBnenus genamu MpesugeHta Poccuiickoin ®egepauiu

Appec: 121359, MockBa, yn. Mapwana TumolueHko, 19, ctp. 1A, ten.: +7 (499) 140-18-76, e-mail: evikonnikova@bk.ru

Cratbs noctynuna: 29.06.2022, npuHsaTa K nevartu: 28.10.2022

bonnnkynspHbir Kepatos (PK) sBaserca ogHUM M3 Hambosiee pacrpoCTPaHEHHbIX AePMaTo10rM4ecKkux 3aboieBaHni 4eT-
CcKoro Bo3pacta. MaHugectupys B paHHeM getctBe, @K yacto nporpeccupyeT, BCAEACTBME YEro CUMATOMbI 60/1€3HM Hanbo-
Jiee BblpaxKeHbl B ybepTaTHoM rnepuoge. lNopaxkaetcsi npenmyLeCTBEHHO KOXa MPOKCUMaslbHbIX pa3rnbatesibHbIX 0TAe/108B
BEPXHUX U HUXKHUX KOHEYHOCTEMN, pexe — Koxa 06/1acTu LWeEK, CrinHbl U aroanu. ®K npeactaBaseT cob60i UCKIYUTENTbHO
KOCMETOJIOMMYECKNI €QDEKT, KOTOPbIN OKa3blBaeT 3HA4YNUTE/IbHOE B/IMSIHNE HA CaMOOLIEHKY M 3MOLMOHa bHOE COCTOSIHME
nofAPOCTKOB, BIJIOTb A0 Pa3BUTUSI TSXKEIOro AENPECCUBHOIO CHMHAPOMA M HaBS34YMBBLIX COCTOSIHMMI, COMPOBOXAAKLIMXCS
natomummen. @K MoxeT 6biTb CBSI3aH C APYrMMM HO3010MMsIMU — aTOMUYECKUM JEPMaTUTOM, BYJ/brapHbIM UXTUO30M, OXH-
PEHUEM, caxapHbIM AnMabeToM, a TaKKe COMpPoBOXKAaTb CUHAPOMbI [layHa u HyHaH. C BO3pacToM BO3MOKHO CrIOHTaHHOEe
yayqweHue. B Lensx crnaxxmBaHusi NposiBAeHUN 60/1€3HU MPUMEHSIIOTCS TONMYecKas Tepanumsi CMsIr4alolmnMm, KepaToanuTmye-
CKUMM, MPOTUBOBOCMA/IMTE/IbHbIMMW CPEACTBAMM, @ TAK}KE Pa3/IMYHbIE BUAbl 1a3€PHON U poToTEpPannn. B cTtaTbe NpnBOASTCS
OCHOBHbI€ CBEAEHUSI 06 ITMOAOrMK, NnatoreHese u ne4eHnn OK ¢ onmcaHmem KIMHUYECKOIO ciydast U3 NpaKTUKM.
KnroyeBble cnoBa: nogpoCTKM, QOIMKYISIPHbIN KepaTos, 1a3epHas Tepanus, TonudecKkas Tepanus

Ana ymtnpoBanus: WNKkoHHuKoBa E.B., KpyrnoBa J1.C. donnuMKynspHbIM Kepato3 y NOAPOCTKOB: OCOGEHHOCTM auar-
HOCTUKM W KOCMETO/IOTMYECKME acneKTbl Tepanuu. Bornpockl coBpeMeHHon negnatpun. 2022;21(5):342-346.
doi: https://doi.org/10.15690/vsp.v21i5.2451

BBEAEHMUE

donnukynapHeit kepato3 (PK) (cuH.: keratosis pilaris,
lichen pilaris, follicular keratosis, BonocsiHon KepaTos, rycu-
Has KoxKa) npeacTaBnser cobom JOO6POKaYEeCTBEHHbIV FEHO-
[epmMaTto3 ¢ CUMMETPUYHbIMK (PEAKO — OAHOCTOPOHHUMM),
CrpynnuMpoBaHHbIMU U 6ECCUMMNTOMHbBIMWM OPOrOBEBAIOLLN-
MU GONIMKYNSPHBIMK NanynaMmu ¢ nepudonInKyIspHOM
3pPUTEMON Pa3HON cTeneHn BbiparkeHHocTn. K noparkaet

KOXY NpenmyLLecTBEHHO NMPOKCUMMasbHbIX YacTeNn BEPXHUX
N HUXHWUX KOHEYHOCTEW, pexe — LWeK, CMUHbl, Aroaui
[1-3]. KnuHuyeckn PK npeacraBieH cepo-KOPUYHEBLIMM
OpOroBeBaloWMMN NPOBKaMK B YCTbAX BONMOCAHbIX don-
JIMKYNOB ¥ TEMHO-KPaACHbIMW KepaToTUYECKMMU nanynamu
BOKPYI HUWX, KOTOpble coaepaTr CnupaneBuAHO CKPY4eH-
Hble BOSIOCbl M 4acTO COMPOBOXAaloTCA NepudOoNInKynsap-
HOW 3pUTEMOM M NUTMeHTaumen [2].
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SANMUAEMHUOJIOrUsd

DK gBngeTca WUMPOKO pacnpocTpaHeHHbIM AepMaTono-
rMYecKum 3aboneBaHWeM, PUCK Pa3BUTUS KOTOPOro Bbllle
y L, XKeHcKoro nona [4]. o oueHKaM HEKOTOPbIX aBTOPOB,
npu3Hakn PK nmetotcs y noutn 40% HaceneHus mupa [3]
(Mo ApYrMM AaHHbIM, MOXET 6biTb BbiWe [5]), B CBA3K C Yem
BbICKa3blBalOTCA MpeaioxeHns paccmatpuatb PK Kak
BapuaHT HopMbl [2]. Y 6onbluMHCTBa nauneHtoB ®K pas-
BMBaeTcq B geTctBe. [MMK 3a60/1€BaeMOCTU NPUXOAUTCH Ha
noapocTKoBbI Bo3pacT (0T 50 o 80% Bcex cnyvyaes 60ne3-
HK) [6, 7]. Mo Mepe B3POCNEHUS KIMHUYECKME NPOSIBIEHUS
®K moryt perpeccupoBatb y 35% 60nbHbiX, B 43% cny4va-
€B BbIPaXEHHOCTb MPOSB/IEHUN COXPAHAETCH Ha NPEXHEM
YPOBHE, B Kax4oM NATOM ciydae (y 22%) PK ¢ Bo3pactom
nporpeccupyer [7, 8].

3THOJIOrusA

To4Hble NPUYUHBI BO3HUKHOBEHMA PK ocTaloTcs Hepac-
KpbITbIMK [B]. TemM He mMeHee, M3BECTHO, YTO 3aboneBaHue
MMEET ayTOCOMHO-AOMUWHAHTHbIM TN HacnegoBaHus [7, 8].
Okono 30—-50% nauneHTOB MMEIOT OTATOWEHHbIA CEMENHbIN
aHamHes (Hanuyue npusHakos PK pa3HOM cTeneHu Bbipa-
EHHOCTU y ONMMKaWLWKNX POACTBEHHWKOB — MaTtepu unu
oTua) [4]. KocBEHHO NOATBEPKAAET reHETUHECKYIO AETEPMU-
HUpoBaHHOCTb PK ero coyetaHue ¢ Apyrumu 3aboneBaHuns-
MU (KCEPO3, UXTUO3, aTONMUYECKUI lepMaTuT, CUHLPOM Kepa-
TUTa-UXTMO3a-rMyxoTbl, CUHAPOM HyHaH, cuHapom [ayHa),
x0T PK mMOoXKeT npoTeKaTb M301MpoBaHHO [6, 9]. U3BecTHO
W TO, YTO aHOManuun BonocsHoro GonMKyna, Habnogaemole
npu ®K, MoryT 6bITb Pe3yNsLTaToM NaToNorMYECKUX U3MEHE-
HUW B reHe dunarrpuHa, KOTopble aCCOLMMUPYIOTCH TaKxKe
M C aTOMUYECKUM AEepMaTUTOM W BY/brapHbiM WMXTUO30M
[6, 7]. MaTONOrnMyecKkue BapmaHTbl reHa NpUMBOAAT K HapyLue-
HUSAM perynsaummM npoBefeHUs BHYTPUKIIETOYHOIO CUrHana
no Ras/MAPK-nyt1 (Ras/MUTOreH-aktuBupyemas npotemnH-
KnHasa) [10, 11]. 3ToT Kackap ABNSETCS OAHUM U3 KIloYe-
BbIX B Pa3BUTUN KIIETKU U OpraHn3mMa B LEeNOM, MOCKOJbKY
perynupyet Takue BaXKHble NPOLLECCHI, KaK KNETOYHbIN LMK,
pocT 1 auddepeHumaumio knetok [12]. Bmecte ¢ Tem nato-
JIOrMYeCcKue BapuaHTbl reHa dunarrpuHa BblBAEHbl TONbKO
y 35% naumeHTtoB ¢ PK [10]. CoobuiaeTcs, 4TO C pa3BUTUEM
DK MOXeT 6bITb CBA3aHa TaKxe [eflellMs KOPOTKOoro njaedya
18- xpomocombl [13], a naTonornyeckne BapuaHTbl UK
HapylweHns aKcnpeccun reHa ABCAL12 (KogupyeT Genok-
TpaHcnopTep JMNUAOB KEPaTUHOLMTOB) MOTYT MPUBOAUTL
K pas3BUTUIO KepaTtofepmui, Braodas DK, nam accounu-
poBaTb C BbICOKMM PUCKOM WX BO3HUMKHOBEHUS [6]. N3-3a
yacTomn accoumaumnn ®K c atonMyeckum aepmaTnTtomM 1 naTo-
JIOTMYECKUMU U3MEHEHUAMM B reHe dunarrpuHa npegnona-
raetcs, 4To PK MOXKET ABNATLCA pe3ynbTaToM NoTepu 3nu-
TenMem HopmanbHOW 6apbepHOn GYHKLMK 3a cYeT fedeKTa
npouecca KepaTuHusauuu [14].

O6palaet Ha ceba BHMMaHUe, 4To TedeHne PK moxeT
3aBuCeTb OT GaKTOPOB OKpPYXalolen cpelbl. B yacTHOCTH,
y HekoTopbIx Ntogen ¢ PK netom HabnogaeTcs ynydleHme
KNMHUYECKON CUMMNTOMATUKK (CrNaXKMBaHWe runepkeparo-
TUYECKMX nanys, yMeHblleHWe MHTEHCUBHOCTU 3puTEMa-
TO3HOTO BEHYMKA) MO CPaBHEHUIO C 3UMHUM MEPUOLOM,
B TeYyeHWe KOTOoporo o60CTpeHue 60/e3HU MOXeT OblTb
06YC/IOB/IEHO BJ/IMAHUEM HU3KOW BNAXKHOCTU OKPYXaloLLen
cpeabl [8, 10]. CornacHo Hawum HabnwaeHuam (Heony6aum-
KOBaHHbIE JaHHble), Noc/eHee MOXET ObITb CBA3AHO TaKKe
N CO CHUXEHMEM BMI@XXHOCTW BO3JyXa NOMeLLEHWU B CBA3M
C OTOMUTENbHBLIM Ce30HOM. TaKXe U3BECTHO, 4TO K MaHudec-
Taunn K cnocobHbl NPUBOAUTL OXUPEHUE, allUMEHTapPHbIE
dakTopbl (AedmumT BUTaMmHa A 1 6eTa-KkapotuHa) [15], ana-
6eT, 6epeMeHHOCTb, MeHoMNay3a [16—18].

MATOrEHE3

Cuutaetcq, yto ®K BO3HMKaeT B peaynbrate Hapylue-
HUS KepaTUHU3aLUMK U YPE3MEPHOro CKOMIEHUA KepaTuHa
B YCTbX (ONIMKYN0B C 06pa3oBaHUEM KepPaTOTUYECKUX
nanyn [19]. Bo3HWKHOBeHME NepndONTUKYNIPHON 3PUTEMBI
NPOUCXOAMT B pe3ynbTaTe MexaHWYeCKOro pasfpameHus
13-3a runepKepatosa M MnoBbIWEHUA PH KOXKW BCNeACTBUE
CHUXXEHWS YPOBHS YBNAXHSAIOWMX aMUHOKKCNoT [20].

FTUCTOMNATOJIOrusA

Mo HaweMmy MHeHUWI0, B CBSI3W C TeM, YTO B GOMbLUNH-
CTBE CllydaeB AMArHOCTWKa He BbI3bIBAET 3aTPYAHEHUN, NpH
OK pyTMHHOE npoBegeHue GUOMNCUM KOXKM 061acTh yvacT-
KOB rMnepkepato3a He NpeacTaBiseTcs LenecoobpasHbiM.
McKnoveHne COCTaBASIOT COXHble (HETUMWYHbIE) Auar-
HOCTUYeCKMe cnydau. [ucTonornyeckas kKaptuHa npu OK
XapaKTepu3yeTcs BbIparKeHHOM 3aKyrMoOpKOMW yCTbsl BOMOCS-
Horo donnuKyna runepkepaToTM4eCKUMM Maccamu, aKaH-
TO30M, TMMeprpaHyne3oM anugepmuca ¢ nMmboLUTapHOM
MHbUNLTPaumen gepmol (puc. 1) [6, 10].

KJIMHUYECKASA KAPTUHA

[narHoctuka PK 6asupyetca Ha pesdynbTaTtax ocmoTpa
1N aHaMHeCcTUYecKnx cBeaeHusx. PK xapakrepuayeTcs Hanu-
YMEM MHOMXECTBEHHbIX MeNKuX nanyn (1-2 Mm B AMamertpe)
6€en0ro uBeTa UK LIBETA KOXM, NOKPbITbIX POrOBbIMU YellyW-
Kamu. Mo nepudepnmn nanyn 4acto HabMIOAAETCSH KPACHbIN Un
TEMHO-KpacHbIM opeon (nepudonfinkynspHas aputema), Koxa
B OYarax nopaeHusl Ha ollynb LiepoxoBaTas, rpybéas. bonb
W 3y OTCYTCTBYIOT. [penmyLecTBEHHas NoKanM3auns — pas-
rnbéaTesibHble MOBEPXHOCTU BEPXHUX U HUMHUX KOHEYHOCTEN,

Puc. 1. lctonatonorusa ®©K [10]
Fig. 1. FK histopathology [10]

lMpumeyaHme. 1 — runepkepaTos, 2 — aKaHT03, 3 — BblpaXeHHas
3aKynopKa ycTba Gonnunkyna, 4 — OTCYTCTBUE CallbHbIX Xenes

1 numdouuTapHas nHGunbTpauusa aepmbl; WT — wild-type (auKkuit tmn).
UcTouHuK: Gruber R. n coaBT., 2015. PacnpocTpaHsieTcs

no nuueH3un CC BY-NC-ND 4.0.

Note. 1 — hyperkeratosis, 2 — acantosis, 3 — significant
obturation of follicle orifice, 4 — no sebaceous glands and
lymphocytic infiltration of derma; WT — wild-type.

Source: Gruber R. et al., 2015. Distributed under license

CC BY-NC-ND 4.0.
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pexe — Koa ChuHbl, aroauu, avua (WeKkn, nogbopoaok)
[11, 14]. Mo Hawum HabnaeHUSIM, BblparKeHHble apuTema
M OTEK MOTYT BO3HMKaTb BOKPYr OTAE/bHbIX 31E€MEHTOB, 0CO-
6EHHO eCcv NaLMEeHT MPOU3BOANUT CaMOCTOATENbHbIE MaHMMY-
NSIUMKM C NanynamMu ¢ Lenblo yaanuTb UX COAEPKMUMOE.

[Mpn TPyaAHOCTAX AMArHOCTUKKM (Hanpumep, KIMHUYecKas
KapTvHa HanoMWHaeT akHe, po3aliea, IK3eMy) NoKalaHa fep-
maTtocKonus. B pesynbtate BbIABASIOTCA TUNWYHbIE aHOMaUK
BOJIOCAAHOr0 GONNMKYNA: CTEPKHM BOSOC TOHKUE U KOPOTKHME,
CKPYYEHHbIE MK NOrPYKEeHHbIE B porosoi cnow [10].

OvnddepeHunanbHas AUMarHOCTUKa [OMXKHa OblTb Mpo-
BeAeHa B OTHOLLEHMW TaKuX 3abosieBaHn, KaK QOTUKYNT,
aTOMUYECKUI AepmMaTUT, MUINYMbI, IOHOLECKKE YrpH, po3a-
Lea, 6one3Hb Japbe, UnHra, dpuHogepma [21, 22].

B HeKkoTopbIx cnydasx @K MOXKeT NpUBECTU K BblpaKeH-
HOMY TMCUXOJIOFMYECKOMY AMUCTpeccy (HeBPO30MnoAo6HbIe
COCTOSIHMSA, BKIOYaa ancMmopdodobuyeckue, aenpeccuB-
Hble pacCcTPOMCTBa, NaTOMUMMIO, K YEMY, B CUSTy CBOEWN MCU-
XODU3MOSI0rMU, OCOBEHHO CKIIOHHbI MOAPOCTKM), NOSIB/IEHNE
KOTOPOro nNobyxgaeT NaLUMeHTOB U X 3aKOHHbIX NPeaCTaBy-
Tenen obpatuTbCs 3a MeQULIMHCKOM nomolulbto [2, 71.

JNIEYEHUE

BnusiHne ®K Ha KayecTBO XM3HU NaLMeHTa npexae Bce-
ro o6YyCnOBMIEHO KOCMETMYECKUM paedeKTtoM. OgHaKko, KaK
ye 6blI0 0TMEeYeHO Bhille, B 60onee cTapliem Bo3pacte OK
perpeccupyeT y Kaxaoro TpeTbero nauueHta [7, 8], B ToM
yucne 1 B peaysbrate YCnewHoro fevyeHuns. Tem He MeHee, Ans
YAYHLWEHWSA COCTOSIHUSA KOXM M KoppeKuun nposisneHnn eOK
PEKOMEHIYETCA UCMOb30BaHUE rMNOanNepreHHbIX o4mnLLato-
LLMX CPEACTB U HapyxHoK Tepanuu. Mpu aTom nayueHTam cne-
[lyeT CTPOro BO3AEPKMBATLCA OT MAHUMYASLMI C Nanynamu.

Tonunyeckasn Tepanus BKAOYAET PasnnyHble cMsAryatoLme
CpeAcTBa, KepaToNWUTMKM. PacnpocTpaHeHHbIMM SABASOTCS
cpeactBa C CanuuUMNOBOM KUCNOTOM 6%, KpeM C MOYEBUHOM
20% [11]. pyrve BapuaHTbl Ne4eHMS BKIOYAOT TONMUYECKME
PETUHOMADI (ANS PETYIMPOBAHMNSA M KOHTPOAS KepaTMHU3aLUuK),
XMUMUYECKUIK MWUAKHI, Na3epHyto Tepanuio [14, 23]. OgHakKo,
no HaWwum HabnaeHusaM, TepaneBTuyeckas adPeKTMBHOCTb
nepeyYncneHHbIX BapnaHTOB CUIbHO BapbUPYeET U OTANYaeTcs
BbICOKMM pUCKOM peumamBa PK nocne npekpaleHus neye-
HMS. TaKkKe, NO HalWEeMy MHEHWIO, MEAJIEHHOE yNydlleHne Ha
}OHe TaKoro feveHunst CBA3aHO CO CHUKEHNEM KOMMIAEHTHO-
CTV NauneHToB. NMoMUMO 3TOro, ANUTENBHOE MCMONIb30BaHUe
PETUHOMAOB M KEPaTOUTUKOB MOXKET MPUBECTU K pasapaxe-
HUIO M NMOKPACHEHUIO KOXM, ee WwenyweHuo u syay [24, 25].
BmecTe ¢ TeM HeKOTOpble aBTOPblI OMWCLIBAKOT ycnewHoe
npUMeHeHne ToNMYecKnx petuHonaos. Tak, A.W. Gerbig npu-
BOAMUT pe3y/bTaTbl COGCTBEHHOIO HaGAOLEHWUS NPUMEHEHMUS
amynbcun TazapoteHa 0,01% y 20 naumeHtoB ¢ PK: npwu
eXeJHeBHOM HaHEeCeHUW cpeacTBa C Ta3apoOTEHOM Ha HOYb
ye yepes 2 Hef OTMEYEHO 3HaAYMTENbHOE YNyYlleHne 1 pas-
pelweHune odaroB ®K B cpok oT 4 1o 8 Hep [26].

[IpUMEHEHNE XMMMYECKOTO MUIUHIa C NIMKONEBOW KUCIO-
TOoW B KOHUeHTpauun 70% B TeyeHne 5—7 MUH TaKKe OKasa-
nocb 3GMEKTUBHO 419 YAYULIEHUS BHELWHEro BMAa KOXu [27].
B oTKpbITOM nccnegoBaHum npu ydactum 25 nauuneHToB Y. Tian
M COaBT. [2] 6bl10 NOKa3aHo, YTo NpuMeHeHne npu PK BbicO-
KOM KOoHUeHTpaummn (50—70%) rMnKoneBon KUCNOTbl OKa3biBano
TepaneBTUYECKOe [OENCTBME Ha KepaToTMYEeCKMe nanyfbl ye
nocne nepson 06paboTkn. AGPEKTUBHOCTL SIeYEHUS MOBbIWA-
nacb MPONOpUMOHANbHO YBEIMYEHWUIO YMCa MpoLeayp U oue-
HWBanacb Mo M3MEHEHWIO KonnyecTBa GONIMKYASPHBIX Nanyn,
YPOBHS 3pUTEMbI U MUITMEHTALMM BOKPYr YCTbEB BOMOCAHbIX
donnnKynoB B 0671aCT1 TECTOBbIX KOHTPO/bHbIX 30H, AMAMETP
KOTOPbIX cocTaBnsn 8 cM. MakcMMyM apdEKTUBHOCTM oTMeYar-
cs nocne 4 npoueayp ¢ uHtepaanomM 20 CyT, 4TO Bbipaxanocb

B CHUXKEHWMW MHTEHCUBHOCTU 3pUTEMBI M MUTMEHTaLMK B 061aCTH
KepaTOTUYECKMX Many/, @ TakKe YMEHbLUEHWHU UX KOoNMYecTBa.
Kpome Toro, 6bi10 O0ny6/IMKOBAHO HECKONbKO KIMHMYE-
CKMX MPMMEpPOB YCMELWHOro npuMeHeHus nasepoB. Tepa-
neBTUYECKUI aPdEKT oTMevanca npu neyeHnn K nmnynbe-
HbIM N1a3epoM Ha KpacuTensix, anNeKkcaH4pUTOBbLIM 1a3epom,
Nd:YAG-nasepom (neodymium-doped yttrium-aluminum
garnet) n ¢paKkumoHHoim CO,-nazepom [25, 28, 29].
P. Maitriwong v coaBrt. [30] npoaeMoHcTpupoBanun abdeKTUB-
HocTb nledyenus IPL (intense pulsed light) B gBoHOM cnenom
paHOOMM3UPOBAHHOM WUCCNefoBaHUKM € ydacTnem 24 nauu-
E€HTOB (Y Ka)X[oro nawuueHTa oaHO naeyvyo 6b110 pa3aeneHo Ha
QB 30Hbl, Kaxaas no 25 cM2, ofHa 30Ha NnojABepranach BO3-
nencteuio IPL, apyrasi octaBanacb MHTaKTHOWM). [pUMeHannch
cneaywolme napameTpbl: ¢unbtp — 645-950 HM, AnvHa
umnynbca — 17,5 mMc, NAIOTHOCTb NOTOKa aHeprun — ot 15 Ao
18 [« /cm2. Kypc nedenus coctasun 4 npoLemypbl ¢ UHTepBa-
nom 1 mec. AGPEKTUBHOCTb fIeYEHNS OLeHMBanachb No AuMHa-
MUKE W3MEHEHMUS LUEPOXOBATOCTU KOXMW, 3pUTEMbI U runep-
nNUrMeHTaunn 4depesd 4 Heg nocne nocnegHen npoueaypb
B CPaBHEHWM C UCXOAHbIM YPOBHEM, OTMEYEHHbIM O Havana
Tepanuu B 0671aCTU KOHTPOSbHBIX 30H. P. Saelim v coaBT. [29]
onucanu pesynbraTbl CAEnoro paH4OMU3UMPOBAHHOIO Mccne-
noBaHus anuMHHoumnynbcHoro Nd:YAG-nasepa (anvHa BOf-
Hbl — 1064 HM, AnnHa nmnynsca — 30 Mc, NIOTHOCTb NOTOKa
aHeprun — 34 [/cm2) B ob6nactv nney nauueHtos ¢ OK.
Bcero 66110 npoBeaeHo 3 npoLeaypbl ¢ MHTepBanom B 1 mec.
3aduMKCUPOBaAHO CTAaTUCTUYECKU 3HA4YMMOE YMEHblUeHue
LEPOX0OBATOCTH KOXM, COKPALLEHNE NMHTEHCUBHOCTU 3PUTEMBI
M KONMYecTBa KepatoTuyeckux nanyn. V. Vachiramon u coaBT.
NpoBENU MPOCTOe cnemnoe pPaHAOMU3MPOBAHHOE KOHTPOM-
pyemoe uccnefoBaHne apdpexktusHoctn CO,-nasepa [25].
MapameTpbl nasepa: aHeprus nmnynbca — 24—-30 MK, NnoT-
HOCTb MOKpbITUS — 300 Touek/cM? (2 npoxoaa). Mpoueaypa
Oblf1a NpoBeaeHa oaAHOKpaTHO. OueHKa apdEKTUBHOCTH Tepa-
NMUM NPOBOAMNACH Ha OCHOBAHMMU CHUMKEHMUS BblPaXKEHHOCTH
3pUTEMbI, MUTMEHTALMWU BOKPYI rMNEpKepaToTUYEeCKMX nanyn
M O6LLEro YNyYWEHNS KayeCTBEHHbIX XapaKTEPUCTUK KOXM.
Coobuaercs, 4to CO,-nasep crnocobeH co3fjaBaTb MaKCu-
ManbHyo ryounHy abnsaunn B KaxKaon ToUKe (MMKpoTepmalb-
HOM 30HEe) pasmepom 530-580MKM MNpU LWIMPUHE Koaryns-
LLMOHHOM 30HbI 243 MKM, TOorga KaK TOJIWMHA anuaepmuca
B 06/1aCTh njey U BEepXHUX KOHEYHOCTEW COCTaBJIIET OKO/O
81-135MKM. Ha ocHOBaHWK 3TOro aBTOPbl NPEANONOKUIN,
4YTO NpU TaKWMX NapameTpax nas3epHoro BO3AEWCTBMS B TOW
WM UHOW CTeneHn ByaeT paspylleHa Kaxkaas KepaToTuyecKas
nanyna. OgHaKo 13-3a pasnuyuim B pasmepax 1 rnyéuHe nanyn
rnyéuHa abnsauun MOXeT BapbMpoBaTb. TeM He MeHee, aBTo-
pbl MPeanoXunu ucnonbdosatb CO,-nasep B Kavyectse aib-
TepHaTUBHOro metoaa Tepanun ®K, oco6eHHo y nauneHToB
C Bblpa*KEHHbIM KepPaTOTUYECKMM KOMMOHEHTOM [25].
[OoCTynHOCTb pa3HOO6pa3HbIX BapuaHTOB Tepanuu He
UCK/OYAET, YTO pe3ynbTaTthl neveHns OK moryt 6biTb He3Ha-
YUTENbHbI UK Jayke OTCYTCTBOBATb, O YEM MaLMEHTbI AOMKHbI
6bITb NporHdOpMMpoBaHbI [31, 32]. B KauecTBe unntoctpauuu
BO3MOXHOCTEN METoAa Na3epHon Tepanuu naumeHtoB ¢ OK
HUXKE NPUBEAEH KIIMHUYECKUI Crlydan U3 Hallen MPaKTUKM.

K/IMHUYECKOE HABJTIOAEHUE

B otaeneHne gepmartonorMm U KOCMeTonoruu obpartu-
nacb AeBylWKa 16 neT ¢ xanobamMu Ha MHOXECTBEHHblE
BbICbIM@HUA, NIOKanuayllnecs B obnactu LWeK, pasrnba-
TeNbHbIX NOBEPXHOCTEN Nney u 6eaep, NosBAEHME KOTOPbIX
OTMeYanoch C TPeX JIET, HO PE3KO YCUAUIIOCH C Havyana nybep-
TaTHOro nepuopa (NOSIBMACS BbIPaXKEHHbIW FMMNEpKepaTos,
yeunuacs nepudonnKyIsapHbIM 9pUTEMATO3HbIN BEHYMK,
0Cco6eHHO B 061acTu LeK). [Npu ocMoTpe oTMeYvaeTcs Bblpa-



KEHHas CYXOCTb KOXMW, B 06/1aCTV LWEK — CUMMETPUYHbIE
3PUTEMATO3HbIE YHACTKMU KOXKM C MENKMMM DONAUKYISAPHBIMU
nanynamu, He criMBaloWMMUCa MexXay cobor (puc. 2). Koxka
npv Nanbnaunm wepoxoBatas, onpeaensercs CUMNTOM «Tep-
Ku». B o6nactu nney aneMeHTbl UMEIOT BUA NMIOTHbIX MENKMX
nanys, OKPYXEHHbIX 3pUTEMATO3HbIM BEHYUKOM, C Pacnono-
EHMEM B NPOEKLMM BONOCSHbIX GONNUKYNoB. Koxa cyxas,
rpy6as npv nanbnauuu. NMaymMeHTKa aMoLUOHaNbHO nabunib-
Ha, GOH HaCTPOEHUS 3HAYWUTENbLHO CHWXKEH, npeobnagaet
duKcaLmMs Ha JaHHOM KOCMeTUYecKoM aedekTe.

MauneHTKka obpaTunacb B Halle OTAeNeHMe C AMarHo-
30M «lOHOLIECKME aKHe», MO NMOBOAY KOTOPOro paHee B ApY-
rOM y4YpexaeHuMn el 6bina Ha3HavyeHa Tepanus (Tonuyec-
KWe CpeAcTBa, coaepiKaline 3pUTPOMULMH U LIMHK) — 6e3
addekTa. B otaeneHmm 6bin yCTaHOBEH KIMHUYECKUIA guar-
HO3 «bONNUKYNAPHbIA KepaTo3 nuua v Tena» (MKB-10:
L87.0 KepaTo3 GonnMKynsipHbln M napadOonInKynspHbIn,
NPOHMKaloWNA B KOXy (6one3Hb Kupne)). lononHUTENbHbIX
ANAarHOCTUYECKMUX UCCNefoBaHWi He NoTpe6oBanocCh.

MpoBeaeHbl 2 npoLeaypbl ¢ UCNONb30BaHUEM UMMYAbC-
HOro nasepa Ha Kpacutensax (595 HM, AnMHa Umnynbca —
10 Mc, NNOTHOCTb NMOTOKa 3Heprun — 7—10 xk/cm?) u 1 npo-
ueaypa CO,-nasepa (aHeprus — 10 BT, pacctosiHne mexay
TOYKaMK na3epHoro Bo3aencTeus (spacing) — 550 MKwm, Bpe-
M§ TepmuyecKkoro nporpesa TKaHu (dwell time) — 700 mKc,
KONMYeCcTBO NognMmnynbcoB (stack) — 2, dopma nmnynbca —
D-pulse). MHTepBan mexay npouegypamu coctasui 4 Heg.
B TeyeHne 3—-5 cyT nocne Kax/aon npoueaypbl nasepote-
panuu 6blN0 PEKOMEHAOBAHO MPUMEHEHME CMAryaloLero
M YCMOKaMBAIOLWEro Kpema ¢ naHTeHonoM. [ns exeaHeBHOro
yX0[a 3a KOXel nunua 6blna Ha3HayeHa cneumManM3npoBaHHas
raMMa KOCMETMYECKMX CPEACTB 415 YYBCTBUTENbHOM KOXM,

Puc. 2. MauuneHTKa M., 16 net, ¢ GoNIMKyNSpHbIM KEPaTo30M
(NepBUYHbIN NpUeM)

Fig. 2. Patient P, 16 years old with follicular keratosis (first
admission)

lMpumeyvaHume. BbiCbiNaHus, TOKaNn30BaHHbIE Ha KOXE LLEeK:
CUMMETPUYHbIE 3PUTEMATO3HbIE YHaCTKM C MENKUMMU
GOoNNMKYNAPHBIMKU NanynamMmu, He caMBatoLmMecs Mexxay cob6om.
Koxa npv nanbnauuu lWepoxoBaTtas, CUMMITOM «TEPKU».

McToyHuK: MKoHHUKoBa E.B., 2022.

Note. Lesions are located on the cheek skin: symmetrical
erythematous areas with small follicular papules that do not merge
with each other. The skin is rough at palpation, “grater symptom”.
Source: lkonnikova E.V., 2022.

CKJIOHHOW K MOKPACHEeHMAM, 415 Tefla — KPeM C MOYEBMHOM.
Yepes 1 Mec nocne nocieaHen npoLeaypbl naseporepanuu
3adUKCUPOBaHbI Bblpa)KeHHas MONOXWUTEbHAA AMHAMUKA
(CHWXKeHWe runepKepaTosa, NepudoIUKyIAPHON SPUTEMBI,
3CTETUYECKOE Y/YULIEHUE KOXM nLa) (pUC. 3), @ TaKKe 3Ha-
YUTENbHOE TMOBbILIEHNE KayecTBa KU3HM (Hopmanusauus
HaCTPOEHUS U COLMaNbHOM aKTUBHOCTH). NS NoaaepKaHus
JOCTUTHYTOro addeKTa nauueHTke 6bina pexkoMeHaoBaHa
TOMMYecKas Tepanusa CMAryatoLLMMM 1 YBIAXHAIOLWUMK cpej-
CTBaMu B KOMMJIEKCE C afiananeHoM.

3AK/TIOMEHUE

Mpn Hannumm odyaroB ®K Ha OTKPbLITbIX y4acTKax auua
W Tena Ka4ecTBO KU3HM NaLMEHTOB MOMXET 6blTb 3HAYUTENIbHO
CHUXXEHO, 0CO6EHHO Y NOAPOCTKOB. MNepBUYHbIN 3Tan Tepanuu
BKJ/IIOYAET YBNAXKHAOLUINE, CMATYyatolwne cpeacTsa 1 Tonuyec-
Kue KepaToNnUTUKK. Ecnn OTBET Ha nedYeHne OTCYTCTBYET UK
HEe0CTaTOYHO BblpayKeH, Tepanus MOXeT ObiTb pacliMpeHa
[0 MECTHbIX MPOTUBOBOCMANUTENbHbIX CPEACTB, MPOU3BOAHbIX
BUTaMmHa D3 1 petnHongos. PoTo- 1 nasepHas Tepanus Tak-
e ABNAOTCH BO3MOXHbIMW BapuaHTaMu NeYeHns, HaunuHas
¢ ny6epTaTHOro nepuoaa. HecMoTtps Ha T0, 4TO dM3MOTEPanUs
LUMPOKO NPUMEHSIETCS Y AETEN, HAYMHasa ¢ MNajLero Bo3pac-
Ta, 3a4acTylo TpebyeTcs 3aHWXKeHWe NapameTpoB BO3aeNn-
CTBUSI B LENAX NpeaoTBpalleHust HexenaTteNbHbIX ABMEHUN.
Mpu Tepanum ®K Bo3HMKAET HEOGXOANMOCTb MCMONb30BaHMKS
60nee BbICOKMX MOLLHOCTEN Na3epHOM U CBETOBOM 3HEPTUM.
Mocne 12—-14 neTy abcontoTHOro 60blWMHCTBA AETEN aHaTo-
MUYeCKMe 1 GU3nonornyeckne 0Co6eHHOCTU KOXHOMO NOKPO-
Ba CTAHOBATCA MaKCMMasibHO MPUGAMMKEHHBIMU K TaKOBbIM
y B3pOC/bIX, 4TO NO3BOASET NPOBOAUTb GOTO- U Na3epHYIo
Tepanuio Hanbonee apPEKTUBHO K 6e30nacHo.

Puc. 3. MNaumneHTtKa M., 16 net, ¢ GoNnmnKynsapHbIM KepaTo30M Yyepes
1 Mec nocne OKOHYaHwWsl Na3epHoi Tepanuu

Fig. 3. Patient P, 16 years old with follicular keratosis, 1 month
after the end of laser therapy

B 7.
e

v

MpumedaHne. OTMeYaeTCs BbipaXKEHHas NONOXKMUTENbHANA
AMHaMKKa: COKpaLLeHWe 3pUTEMbI, YMEHbLUEHWE BblPaXXeHHOCTU
KepaToTUYeCKUX nanys, BblpaBHUBaHWe penbeda 1 TEKCTYPbl KOXK.
McToyHuK: MKoHHMKoBA E.B., 2022.

Note. There are significant positive changes: erythema reduction,
keratotic papules reduction, skin relief and texture alignment.
Source: Ikonnikova E.V., 2022.
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ATOMMYECKMI JepMaTUT — pacrnpocTpaHeHHOe XPOHUYECKOe 3ab60/1eBaHUE KOXKM, NaToOreHe3 KOTOPOro BO MHOroM 06yC/10B-
JIEH BPOXKAEHHbIM MU MPMOBPETEHHbLIM AEPULMTOM 6esiKa punarrpuHa. B nocnegHme rogbl nosy4eHo 60/1boe KOMYEeCTBO
JaHHbIX O NMpnYnHax gepuumnta punarrpmHa. OnucaHbl CTPYKTypa n QyHKUMM 3TOro 6eJiKa, YTO OTKPbIBAET HOBbIE BO3MOXX-
HOCTM Tepanuu aTonnM4yecKoro JepmaTmTa.

KnioyeBble cnoBa: aToNMYECKNI AE€PMATUT, KOXHbIN 6apbep, punarrpuH, IMOAEHTbI, QUaarpuHos

Ansa ymtupoBaHunsa: Mypawkud H.H., OnpatnH J1.A., Ennwes PB., MatepuknH A.N., AMb6apusH 3.T., MUBaHoB PA., CaBe-
nosa A.A., HexxBeaunoBa PIO., PycakoBa J1.J1. lebeKT dunarrpuHa npu aTonnM4yeckomMm gepmaTute: COBPEMEHHbIE METOAbI
KoppeKunn. Boripocsl coBpemeHHo neguatpumn. 2022;21(5):347-351. doi: https://doi.org/10.15690/vsp.v21i5.2452

BBEAEHUE

Atonuyeckun gepmatut (AT[) — XpoHuyeckoe 3abone-
BaHWE KOXM, nopaxatouee Ao 20% neten un 3% B3POCAbIX
B Poccuu, YTO CyLLLECTBEHHO BMSET Ha KQYeCTBO UX XU3HM [1].
B natoreHe3ze 3aboneBaHua aeduuut GunarrpuHa urpaet
0co6yto Posib BMECTE C KCEPO30M KOXM Ha GOHe TpaHcanwu-
JepManbHOW MoTepy BOAbl (HAPYLIEHHbIW KOXHbIM 6apbep),
3yA0M, UMMYHHOK AMCperynaumnen (CM. pucyHok) [2]. Pacyecsol

no NpUYKnHe 3yaa MOryT yCyrybuTb NOBPEXAEHNE KOXKMU U NPU-
BECTU K BTOPMYHOMY MHOMUMPOBaHUIO. Cyxas Koxa CTUMy-
NMPYET 3y4 3a CYET YBENMYEHUS NAOTHOCTU 3NMAEePManbHbIX
HepBHbIX BOMOKOH [3]. PacyecbiBaHWe TaKXe cnocobcTByeT
6051ee UHTEHCMBHOW BbIpabOTKe LIMTOKMHOB Th2, LMTOKMHOB
303MHODUIIOB M TUMYCHOMO CTPOMaSIbHOrO TMMONO3TUHa [4],
KOTOpble MOIYT AEMCTBOBaTb KaK MPypuUTOreHbl (MCTOYHWMKHK
BHOBb BO3HMKalOLLEro 3yaa), 3aMblKast «MOPOYHbIN Kpyr» [4].
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Filaggrin Defect at Atopic Dermatitis: Modern Treatment Options

Atopic dermatitis is a common chronic skin disease, its pathogenesis is associated with congenital or acquired deficiency of filaggrin
protein. In recent years, extensive evidence on the causes of filaggrin deficiency has been obtained. The structure and functions of this
protein are described, that opens new approaches for atopic dermatitis management.
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PuCyHOK. B3auMoCBA3b 3y/ja, HapyLleHWs KOXHOro 6apbepa M UMMYHHOM AUCperynsaumv B natoreHese AT/l (My6iIMKyeTcsa ¢ COKpalleHUaMm

13 [2])

Figure. The correlation of itching, impaired skin barrier function, and immune dysregulation in atopic dermatitis pathogenesis (published

with abbreviations from [2])
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Source: Cepelak I. et al., 2019.

ONPEAENEHUE

dunarrpuH ABASETCH BaXKHbIM aNMAepMabHbIM G6Ee1KOM,
Yy4aCTBYOLWMM B arperaumm KepatuHoBbIX dunameHToB [5].
MponcxoanT OH OT MOJMEKYbI-NPEeALecTBEHHMKa — Mpo-
dwunarrpuHa, BbIIBASEMOro B 3€pHUCTOM C/l0€e anuMaepmMumca,
KOTOpbIM MO CTPYKType npeacraBnser coboin Lenb MOBTO-
psloLWMXCa GUNarrpuHOBLIX eauvHul [6]. B npouecce and-
depeHLMPOBKN KEPaATUHOLMTOB OT 3E€PHUCTbIX O OpPOro-
BEBLWWMWX NpopunarrpuH aBASeTcs MCTOYHMKOM MOHOMEpPOB
dunarrpvHa [6]. YnnouweH1o KepaTMHOLMTOB Cnoco6CcTByeT
arperauus ounarrpmHa ¢ KepaTMHOBbIMU GunaMmeHTamu [5].
Kpome Toro, ¢unarrpmH, a TaKKe MpoayKTbl €ero pacna-
Ja ABNAOTCA BaXHbIMM KOMMOHEHTAMM 3NnaepmMasibHOro
romeoctasa [7]. KonnyectBo ¢punarrpmHa v npoaykroB ero
Jerpajalumm B pasiiMyHbIXx aHAaTOMUMYECKUX 061acTax y AeTen
HeoanHaKoBo. Tak, cogepaHune punarrpmHa B 061acTu LWeK
y MNafeHUEB CYLLECTBEHHO HUMKE, YEM B KOXKE Ha KOHYMKe
HOoCa WaM B 06/1acTU JIOKTEBOro cycTaBa [8], C YeM MOXET
6bITb CBSI3aHa loKanuM3auus nepsbix npossneHun ATA. 3tm
0COBEHHOCTU pacnpeaeneHus dunarrpyHa ykasbiBaloT Ha
NEepPBOCTENEHHYIO BaXHOCTb CHUMXKEHUS TPAHCKYTAHHOMW CEeH-
CUBUIM3aLNN UMEHHO B 3TUX obnacTsx [8].

Mocneactemna geduumTta punarrpmHa y nauneHTos ¢ At/
pa3Hoo6pasHbl. ATO M OTpULATENbHOE BUSHME Ha Gapbep-
HY0 GYHKLIMIO POrOBOrO CMOSi, HapyLleHWe BOAHO-TUMUAHOIO
6anaHca, NoBbllWEHWEe TpaHCaNuaepMaabHOW NoTepU BOAbI,
yBennyeHne NPpoHULLAEMOCTH 3NuaepmMuca 415 annepreHos,

TOKCUHOB, MUKPOOPraHM3MOB, yBENNYEHMUE PUCKA MUKPOO-
HOM MHOEKUUU, pa3BuUTUE BMOCNELCTBUM [APYrUX aronuye-
CKMX cocTosdHun [4, 9, 10]. B nocnegHue roabl JOCTUTHYTbI
3Ha4yMMble ycrnexu B MOHMMaAHWKU MPUYKH, @ TaKKe nocnes-
cTBuin peduumta dunarrpuHa npu AtA. Tak, Hanpumep,
noKasaHo, 4YTO HEeKOTopble BapuaHTbl reHa dwunarrpuHa,
JIOKa/IM30BaHHOIO B KOMMJIEKCE FEHOB 3nuaepMasbHON and-
pepeHUMpPOBKN (reHbl npodunarrpuHa, XopHeuHa, dunar-
rpuHa 2, peneTvHa, KOPHYInHa, TPUXormannHa) Ha KOPOTKOM
nneye 21-n XxpoMocoMmbl [7], CBA3aHbl C Pa3BUTUEM He TONIbKO
At/ [11], HO n BynbrapHoro uxtmosa [11]. OgHaKo He Bce
nauuneHTol ¢ ATl n geduuuTom anuaepmanbHoro punarrpum-
Ha MMeIOT MaToNorMyecKkMe BapuaHTbl reHa 3toro 6enka.
BnvaHne Ha akcnpeccuio punarrpyHa B anuaepmuce Moryt
OKa3blBaTb NPOBOCMaNUTENbHbIE LIUTOKUHBI, @ TaKxe GpaKTo-
pbl OKPYXKalolWen cpenbl (Hanpumep, HU3Kas BNAXHOCTb
BO3AyXa), MexaHu4yecKkoe nospexaeHue Koxu [11]. B aTton
CBA3M BaXHO OTMETUTb, YTO NaTo/IOrMYECKME BapnaHTbl reHa
dwunarrpyHa B HauboblUen CTeneHu BAUSAIOT Ha TevyeHue
At [12]. Kpome TOro, nokasaHa accolualns HEKOTOPbIX
BapuvaHTOB reHa dwunarrpuHa ¢ pUCKOM pPas3BUTUA BGPOHXM-
afbHOM acTMbl, annepruyeckoro puHuta [9], NnpoTMBopeYu-
Bble pe3yNbTaTtbl NoyYeHbl MPU U3yYeHUU CBA3U BapuaHTOB
reHa dunarrpuHa ¢ nuweson annepruen [10]. Cnegyet oTme-
TUTb, 4TO PACcNPOCTPAHEHHOCTb NaTOreHHbIX BapMaHTOB reHa
dunarrpmHa (TakoBblX 0KOM0 60) HeogHOPOAHa B pa3HbIX
pacoBbIx rpynnax [13].



TeveHune AT[L npu HanM4MKM NATOreHHOro BapuaHTa reHa
dwunarrpuHa KIMHUYECKM MPOSIBASETCS MNEPAUHENHOCTBIO
KOXW NafoHen 1 NoJowWwB, OTMeYaloTCs NPU3HaKU GoNNnKy-
NAPHOro KepaTto3a. 3aboneBaHuWe B TaKMX Ciaydasx Xapak-
TepusyeTtcs 6onee paHHUM Ha4vyalioM WU TAXKENbIM TeYeHu-
eM. Onpegensietcs OTHOCUTENbHO Gonee BbICOKUIA YPOBEHb
NOAMBANEHTHON CEHCMBUNNU3aLMK K annepreHam, NoBblWeHa
BEPOSATHOCTb MPOrpeccMpoBaHns 3aboneBaHuns no nytm ato-
MUYEeCKOro Mapuwa, puck uHduumpoBaHus. Kak npasuno,
y NauMeHToB C MaTOreHHbIM BapuaHTOM reHa dunarrpuHa
npu c6ope cemMenHoro aHamHesa BbIIBASETCSA Hannyine poa-
CTBEHHWKOB, cTpagatoumx At/ [13].

BaxkHoe Mogynupylollee [OENCTBME Ha 3IKCMPECCHUIo
dwunarrpMHa okasblBatloT LIMTOKMHBI. N3BECTHO, Hanpumep,
4YTO WHIMOUPYIOT 3KcMnpeccuio dunarrpuHa UMTOKMHbLI Th2
(MHTEpnenkuuol IL-4, 1L-13, IL-17, IL-22, IL-31) [14], IL-33,
IL-25 1 TUMYCHBIM cTpOManbHbIM NTMMAONO3THH [15, 16], 4To
NPUBOAWT K yBenu4eHuto pH anngepmuca n Bcneactesne ato-
r0 — K YMEHbLUEHNIO NPOTUBOMUKPOOHOWM PE3UCTEHTHOCTHU
KOXW [15-16]. Momumo aToro, IL-4, IL-13 n IL-25 noaasnsioT
3KCMpeccuto Apyrux dunarrpuH-noaobHbIX GENKoB, TaKMx
KaK XOpHepWH 1 dunarrpuH 2 [17]. NpoTMBONON0XHOE AeW-
CTBME Ha 3Kcnpeccuio dunarrpuHa oKkasblBatoT MUHIMOUTOPLI
AHyc-KMHa3 (Janus kinases; JAK) 1 TUpO3MHKMHA3, KOTOpble
6nokunpytoT addekTbl IL-4/1L-13 nocpeacTBoM noaaBfeHnUs
aKTMBaumm curHanbHoro nytn JAK-STAT (signal transducer
and activator of transcription proteins — npeo6pa3oBaTtenb
CUrHana u aktmpatop 6eNKOB TPAHCKPUMLMKM), U B YaCTHO-
¢t — STAT3. B pesynbraTe yBeNMYMBaAETCA KOIMYECTBO CUH-
Teampyemoro dunarrpMHa u HaTypanbHOro YBAAXHSAIOWEro
dakTopa [18]. B aton cBS3U MHIMOBUTOPBI AHYC-KMHa3 [18],
a TaKKe apyrne cnocobbl MOAYNSALMK IKCNPEeCCUn dunarrpu-
Ha ¥ BAMSHWS Ha NPOAYKTbl €ro pacnaga B anugepmuce [7]
paccMaTpuBaloTCA KaK MNepCrneKTUBHble METOAbl BO3Aew-
CTBMS Ha cuHTE3 dunarrpuHa.

®UATTPUH U ATONMUYECKUA MAPLU

ATOMMYECKUI Mapw — 3MNUMAEMUONOTMYECKOE SBNEHME,
XapaKkTtepusytleecs naToreHeTMYecKon B3anMMOCBA3bIO
HECKONbKUX aTonuyeckux 3abonieBaHui, BKAYaa AT/,
annepruyecknit puHUT, GPOHXMANbHYID acTMy WU MULLEBYIO
annepruio. T0T TEPMUH NogpadymeBaeT nepexos ¢ Bo3pac-
TOM OJHOMO anfiepruyeckoro 3aboneBaHuna B Apyroe, NpuTom
yto AT/l aBNSIeTCs «OTNPaBHOW TOYKOW» 3TOro npotecca [19].
MHOro4YmMcneHHble MccnegoBaHUa NPUPOAblI aToONUMYECKOro
Maplla HanpaB/eHbl Ha MOUCK AOKa3aTeNbCTB TOro, Yto AT/,
B paHHEM [JeTCTBE CMOCOGCTBYET Pa3BMTUIO aTOMUYECKMX
3a6oneBaHWin NOCPEACTBOM CTUMYNSALIMU CUCTEMHOM CEHCU-
6unnsauuu B pesynbrate HapyleHus 6apbepHon QyHKLUMK
KOXM Ha doHe aedbuunTta dunarrpuna [20].

BOCCTAHOBJIEHUE KOXXHOIo BAPBEPA

B ocHoBe neveHusd AT NexuT NOCTOAHHOE MCMOJib-
30BaHME 3MOSIEHTOB — HEe3aBUCMMO OT CTeMneHu Tsxec-
TM 3aboneBaHuns 6e3 orpaHuMyeHus ero Konuyectsa [19].
BoccTtaHoBNeHWE KOXKHOMo 6apbepa BaxHO ANA CHUMKEHWUS
TPaHCKYTaHHOW CEeHCUMBUNM3aLMKM, B OCOBEHHOCTU Ha KOXKe
wekK. PeryndapHoe ucnonb3oBaHWME 3MOJSIEHTOB HeobXxoau-
MO A/ YCKOPEHMSA HACTYMAEeHUs PEMUCCUU, ee NPOASIEHUS,
CHUXEHMS PUCKa aToMMYEeCKOro MapLua, a npu NnpuMeHeHum

y MAajeHUEB M3 rpynnbl PUCKA C POXKAEHWS — CHUKEHUSA
pucka passutus At/ [19]. Kpome Toro, amoneHTbl o6nagatot
cTepouacoeperaolmuMm apbEKToM, a 3Ha4uT, UX WUCNoSb-
30BaHMe B fnedyeHun AT/ No3BOASET CHU3UTb KOAMYECTBO
TOMUYECKMX CPEACTB, COAEPKaLLMX B CBOEM COCTaBE MIOKO-
KopTuKocTepouabl [19]. OaHako B ocTpyto paly BocnaneHus
NPUMEHEHNE TONbKO 3MONEHTOB Helenecoobpa3Ho — Heob-
XOAMMO COYeTaHMEe CO CTEPOMACOAEPKALLMMU TOMUYECKUMHU
cpeacTBamu MM60 TOMUYECKUMKU UHTMOBUTOPAMKU KaslbLiMHEB-
puHa. O4yepeaHOCTb HaHECEHUs MpenapaToB onpeaenseTcs
Heob6XxoAMMOCTbIO anniMKauum B MepBylo oyepeab Gonee
JNIErKOM NleKapCTBEHHOM dopmbl. [pK 3TOM nepuos Mexay
HaHeceHWeM npenapaTtoB AO/KEH COCTaBAfTb HE MeHee
15 muH. Mpu Npueme BaHHbl PEKOMEHAYETCS UCMNONb30BaTh
yBRa)KHAOWME Macna, a 3aTeM, Nocne 4acTUYHOro U aKKy-
pPaTHOro BbICYLIMBAHMUA KOXM MNOMOTEHLEM, HaHOCUTb
3MONeHThI [21].

B cBOEM cocTaBe aMONEHTbI MOTYT COAepXKaTb OKKITIO3M-
Bbl, XYMEKTaHTbl M cMsAryatowme cpeactea. OKKNO3MBbLI Npea-
CTaBnAOT Co60M HePU3MONOrMYECKMEe NUNUAbI: Ba3enwH,
NlaHONMH, NapaduH, BOCK, CUIMKOHbI. TaKoM cocTaB cpeacTBa
Nno3BONSET co34aBaTb NIEHKY Ha NMOBEPXHOCTU KOXW, CHU-
JKaloLLY0 TpaHcanmMaepManbHylo notepto Boabl. K xymeKTaH-
TaM OTHOCSITCH aMWHOKWUCAOTLI, MMULEPUH, MOYEBUHA, Ma-
NypoHoBas KucnoTa. lNepeyncneHHole BelwecTBa SBASIOTCA
TMIPOCKOMUYHBIMKU MOJIEKYNaMK, CNOCOBHBIMU YAEepKnBaTb
MOJIEKYNbl BOAbI B anugepmuce. Cmaryawowmne cpeacrtsa
BKNIOYAlOT B ce651 GU3MONOrMYEeCcKne nunuabl: Lepamuibl,
XONeCTEPUH, CBOOOAHBIE XUPHbIE KMCNOTbI, HEKOTOPbLIE CNNP-
Tbl (LETUNOBbLIN, CTEAPWUIOBLIN 1 0NeNOBbIN). OHW CNOCOGHbI
3anoNHATb MEXKepaTUHOLMTapHble MPOCTPaHCTBa, HOpMma-
U3y MUNKULHBIA COCTaB KOXKM.

CoBpEMEHHbIE IMOJIEHTbI UMEIOT B COCTaBE KOMBUHALMIO
pas3nuYHbIX MO TUMY BeLecTB. [pruMepom ABNSETCS MHHOBALM-
OHHbIN 3MONEHT AMepa, BKIOYAIOWMIM KOMMNIEKC aKTUBHbIX
KOMMOHEHTOB: dunarpuHon — 5%, uepamuag PC104, HMaum-
Hamug, 18-6eTa-rMnunppeTMHOBYIO KUCNOTY, MNLEPON, HaTy-
panbHble Macna (WK, Kakao, MaHro, anoa). Kpem Heo6xoanm
ANSl MHTEHCUMBHOMO YBM@XHEHUS, BOCCTAHOBMEHUS NUNKUA-
HOro 6GanaHca, CHWXXEHUS TpaHcanugepManbHOW noTepu
BO/bl, CMSArYeHUs U NOAAEPIKaHUS MHOrOYPOBHEBOW 3alUMThI
YYBCTBUTENIbHON KOXW. HeKoTopble KOMMOHEHTbl (18-6eTa-
rMULMPPETUHOBASA KWUCOTA) OKa3blBalOT AOMONHUTENbHbIN
NPOTMBOBOCMANIUTENbHbBIM U NPOTUBO3YAHbIN 3DDEKT.

dunarpuHon npeacraBnser cob60M aKTMBHOE BeLeCTBO,
cocTosiLee N3 HeoMbINAEMbIX GpaKLMi pacTUTENbHbIX Macen
(onvBbI, cou, mMacna 3apofblen MWeHUUbl) U AUNUAHOM
dpakunn 3HTOMOOWIbHOM MblibUbl. BblNno NokasaHo, 4TO
dwunarpmHon NOCpeacTBOM PELIENTOPOB Ha MOBEPXHOCTU
ANUTENNaNbHbIX KNETOK CTUMYNMPYET BblpaboTKy npodwunar-
rpPUHA M, COOTBETCTBEHHO, dunarrpuHa, 4To Cnoco6eTByeT
opraHuMsauuu K arperauuMm KepatuHa U YCUIUBAET CUH-
Te3 HaTypanbHOro yBnaxHstouiero Gaxkropa [22]. HegaBHue
Hay4Hble OTKPbITUS BbIABUIM 48 reHOB, KOAUPYIOLLMX MHOTMe
peuenTopbl A4epHbIX AMNMAoB. K HUM OTHOCWTCH, MOMM-
MO KJTaCCUYECKMX PELLenTOpOB FOPMOHOB AN CTEpPOUoB
N }KMPOPaCTBOPUMbIX BUTAMUHOB, 6oNblUas rpynna, kotopas
OblNa Ha3BaHa «34epPHbIMU TMNUAHBIMU PeLLenToOPamMmn-CUpo-
Tamun», Cpean Hux PPAR (peroxisome proliferator-activated
receptor — peuenTop, aKkTMBMpPyeMbli nponudepaTtopom

CURRENT PEDIATRICS /2022 /V.21 /N2 5

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2022 / TOM 21 / N2 5



Review

0630p NuTepaTypsbl

NEPOKCUCOM), KOTOPbIK CTUMYNUpPYET AUDPEPEHLNPOBKY
KepaTMHOLMTOB, CHUXKAET X nNponndepauunto, ysennimsaet
CUHTE3 3anuAepManbHbIX AMNUMAOB W, HAKOHEeL, YMeHblua-
€T BOCnaneHue Koxu [23]. ITOT peuentop aKTUBUPYeTCs
MUPHBIMU KUCNOTaMK, NpocTarnaHanHaMm, aMKo3aHoMaamum
W opyrumu metabonutamu nunuaos [24]. Ewe oavH mexa-
HU3M JencTBusa dunarpuvHona cBs3aH C MOBbIWEHUEM
aKTUBHOCTU depmeHTa ageHo3nHTpudocdatasbl, 4TO BeaeT
K HapalvBaHWIO OTWENNEHNUS MOMEKYN aAeHO3MHTpudOC-
daTa, cofepralmxcs B MoneKkynax npobwunarrpuHa [24].
MocnegHee aBnsaetcs ycnosuem TpaHchopmaumm npodunar-
rpvHa B dpunarrpuH B anuaepmuce [24].

YNOMSIHYTbIM Bbllle KPEM MOXHO MPUMEHATb KaK
B nepuoa o6ocTpeHus AT/l COBMECTHO C TONMUYECKUMU NPO-
TMBOBOCMNANUTENbHBIMU CPEACTBaMMU, M36eras 30HbI C MaLle-
paunen, BblparKeHHbIMKM pacyecammn u BTOPUYHBIM MHOULIK-
poBaHMEM, TaK U B NEPUOA PEMUCCHUM Ha BCIO KOXY. TaKkKe
LenecoobpasHo ero NpMMEHeEHWe y AeTen n3 rpynnbl pUcKa
no AT[ ONnS CHWXEHWS TPaHCKYTaHHOM CeHcMbunmaauuu
B KayecTBe yx0[4OBOro cCpeacTBa, HanpuMmep, BO3MOXKHO
MCNonb30BaHWe Ha 061acTb LWEK nNepen KopMIeHMeM pebeH-
Ka paHHero Bo3pacta. TakMm 06pas3om, Kpem ¢ dunarpu-
HO/IOM, MOAY/IATOPOM CUHTE3a COBCTBEHHOrO 6enka dunar-
rpuHa, obecneymBaet yxoa npu AT, OeNcTBys Ha OAHY U3
K/t0YEBbIX MPUYMH Er0 Pa3BUTHSA, YTO BbILENSET €ro B pagy
3MOJIEHTOB.

3AK/TIOYEHUE

Oednuunt dunarrpuHa sgBASeTCH LEHTpalbHbIM 3BEHOM
B natoreHese AT/[. lMpeanonoxuTtenbHo, 310 gedbuuuTHOE
COCTOsiHME 00YCNoBAMBAET U CBA3b AT/l C pUCKOM pasBUTUS
Opyrux aTonmMyecKkux COCTOSHMW. B gaHHOW CBA3KM aKTyanb-
HbIMW OCTalOTCS UCCNEA0BaHUS, HaLleNleHHble Ha pa3paboTKy
HOBbIX TEPANEBTUYECKMX BO3ZMOXKHOCTEN, OPUEHTUPOBAHHbIX
Ha MOAyNsauUMIO 3KCnpeccun atoro 6enka. [ns nauueHToB
C KNMHUYECKUMM MposiBAeHus MU aeduumnta dunarrpuHa,
NPVBOAALLErO K HapyWeHWI0 KOXHOro 6apbepa, BarKHbIM
SBNSETCA U3y4eHne BO3MOXKHOCTN BOCCTaHOBIEHUS 3KCMpeC-
cuun punarrpuHa 3a cHeT CpeAcTB, BKIOYaoLWmMx punarpmHo.
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BuonneHka siBAsieTcss JOMUHMPYIOLLEN POpMOK opraHu3aLmm MUKPOBMOTbI KOXU, CIOCOBCTBYIOLLEN aare3nm n CoOXpaHeHUo
MUWKDPOOPraHM3MOB B KOXHOM MUKDPOOKPYKEHMM, YTO HEOBX0AMMO A1 obecriedeHnss pyHKUMKU anuaepmaibHOro 6apbepa
n MECTHOM MMMYHOMoAynsiuMn. Bo Bpemsi 060CTpeHMsT aTOMMYEeCcKOro gepmMmatuta OCHOBHbIM KOJI0OHM3aTOPOM y4acTKOB
ropaxeHHoN Koxu cTaHoBsTcsl Staphylococcus aureus, Takxke B OCHOBHOM 06pasytolyne 6uonieHKy. PocT S. aureus v pas-
pactaHue BMOMIEHKM 3@ CYET APYrMX MUKPOBHbLIX KOMMEHCA/IOB Ha KOXKe NaLMEeHTOB C aTorNMYECKUM AepMaTuToM BeaeT
K XPOHUYECKOW MPOAYKLMM MPOBOCNAINTE/IbHbIX UUTOKMHOB M B MOCAEAYIOLEM K HAPYLIEHUIO cOCTaBa MUKPOBMOMa 3/10p0-
BOV KOXW. BausiHne MMKpPOGHOHM GMOMIEHKN KOXM Ye/TI0BEKA Ha ero 3/10p0BbE Ae1aeT MUKPOOMOTY KOXKM MpuBAEKaTe/IbHOM
MMULLUEHbIO /18 TEPANeBTUYECKOro BO3AENCTBMS NPU Pas3anyHbIX KOXKHbIX 3a60/1eBaHMUsX.
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Biofilm is the dominant form of skin microbiota organization that provides adhesion and preservation of microorganisms in the skin
micro-environment. It is necessary to ensure epidermal barrier function and local immunomodulation. Staphylococcus aureus becomes
the major colonizer of skin lesions in case of atopic dermatitis exacerbation, and it also can form the biofilms. S. aureus growth
and biofilm formation due to other microbial commensals on the skin of patients with atopic dermatitis leads to chronic output of
pro-inflammatory cytokines and later to abnormalities in healthy skin microbiome. The role of microbial biofilm in human’s health makes
the skin microbiota an attractive target for therapeutic intervention in various skin diseases.
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BBE[AEHUE

Atonu4yeckumn gepmatut (AT[l) — Hambonee pacnpocTpa-
HEHHOe XpPOHMYeCcKoe BocnanuTenbHoe 3ab0/1ieBaHNE KOXM,
XapaKktepuaytoweecs HapylweHueM GyHKUMW anuaepmalib-
HOro 6apbepa, KOXKHbIM BOCNaneHMeM U AUCOMO30M KOXK-
HOM MUKpPOO6MOTHI [1]. NMpu3HaKku AT/l BO3HWKaOT NPUMEPHO
y 15-30% neten, npu atom 60% cnyvyaeB NpuUxoauTcs Ha nep-
BbIN rof] *)n3HW pebeHka, 85% — Ha Bo3pacT a0 5 net [2—-4].

[dedeKTbl KoXHOro 6apbepa npu AT/ conpoBoXaatoTcs
yBENMYEHUEM TPaHCINUAEPMabHON MOTEPU BOAbLI U Hapy-
LieHMeM TepMUHanbHON anddepeHUNPOBKU KEPaATUHOLIUTOB
Ha dOHEe CHWXXEeHWs cofeprkaHus uepamunos, dunarrpuHa
M aHTUMUKPOOHbLIX Nentnaos [1, 5, 6]. KnoyeBbiMK daKTo-
pamMu pucka pasBuTus AT ABASIOTCS M3MEHEHWS B FeHe
dunarrpuHa (FLG) [1, 7, 8]. OgHaKo y 60/blUMHCTBA Ntofen
¢ AT/l natoreHHble M3MeHeHuUs B reHe FLG OTCYTCTBYIOT,
paBHO KaK 1y 60nblumMHCTBa (60%) HOCUTENEN TaKUX BapuaH-
TOB reHa OTCYTCTBYIOT K/IMHUYECKUE NPU3HAKKM 60onesHu [1].
Taknm 06pa3oM, UBMEHEHUS B reHe FLG He aBNSoTCS eanH-
CTBEHHbIMK daKTopamu pa3suTtua AT [7, 9]. B yacTHOCTH,
He Bbl3blBaeT COMHEHMWW, 4YTO nartoreHe3 AT/ BO MHOIrom
onpeaenseTca KOXHOM MMKPOOGUOTON M ee CIIOXHbIMKU B3au-
MOAENCTBUAMU C UMMYHHOW cucTemMow xo3saunHa [10].

JomMuHupytowen GopMon opraHu3aunu KOXHOW MUKPO-
61OoThbl ABNSEeTCHd OMOMIeHKa, NoALepXuBatowas crabusb-
HOCTb PE3WAEHTHOr0 MMKPOGHOro coobliecTBa U BUSOLWas
Ha MECTHbI# U CUCTEMHbIK MMMYHWUTET X03dMHa [11-13].
OpraHusauns MMKPOOpPraHM3MoB B BMAE GUOMIEHKN CNOCO6-
CTBYET TaKXKe 3alluTe KIIETOK OpraHn3mMa-xo3smMHa oT 4enCTBUA
HebnaronpuaTHbIX GaKTopoB (BK/OYas aHTUGaKTepuanbHble
npenapatbl) U YyCNOBUM OKpyXatuwen cpeabl [11, 14, 15].
OCHOBHbIMK NpeacTaBUTENAMU MUKPOBUOTbI KOXKWU 340POBOr0
YyenoBeKa SABNAIOTCH Koaryna3oHeraTuBHble CTadUNOKOKKM,
KOTOpble KOHKYPUPYIOT ¢ Staphylococcus aureus 3a oaHy U Ty
e JKonornyeckyio Huwy [13, 16]. UameHeHns romeoctasa
MUKPOOUOTbI KOXMW C YMEHbLUEHWMEM KONMYecTBa MOE3HbIX
KOMMEHCa/IbHbIX MWKPOOPraHM3MOB 3HAYUTENbHO YBEUYU-
BaloOT PUCK KOMOHM3aumu Koxu S. aureus [17, 18]. bonee T0r0,
KOMMYeCTBO S. aureus Ha NopaXKEHHbIX y4acTKax KOXxu npu AT/l
NPSIMO KOPPENMPYET C TAXKECTbIO 3aboneBaHus [19-21], a Tak-
YK€e Bbl3bIBAET OKKJTHO3MI0 MOTOBbIX MPOTOKOB [22], BOCManeHne
KOXMW 1 3ya [23-25].

MWUKPOBHWOTA 3[10POBOM KOXH

U NPU ATONMUYHECKOM AEPMATHUTE

MuKpo6UuoTa 340POBON KOXMW MrpaeT KIYEBYIO POJib
B NnoafepxaHun 340p0Bbs, yH4acTBys B obecnevyeHnn GyHK-
UMM anuaepmanbHoro 6apbepa, MMMYHHOrO romMeocTtasa,
a TaKe nyTeMm npeaoTBpalleHns pocTa naTtoreHHbix 6aKkTe-
pun [26-28]. B nepBbIX UCCNeAOBAHUAX MUKPOOUOTbI KOXM
ee M3y4YeHne NPoBOAMIOCH C UCMONb30BaHWEM KyNbTypasb-
HOro metofa. B HacTosiLee BpeMs 3T MeTofbl B OCHOBHOM
MCNOMb3YOTCSA AN TECTUPOBAHUS YYBCTBUTENBHOCTM K MPO-
TMBOMMKPOGHbLIM Npenapartam, 415 aHannsa WiaMmocneLum-
DUYECKMX INEMEHTOB BUPYIEHTHOCTH, @ TaKXe reHeTnyec-
KMX W MPOTEOMHbIX GaKTepuanbHbix npodunen. HepaBHue
JOCTUXEHMA B MeToaax cekBeHupoBanusa JHK noszsonunu
BCECTOPOHHE M3Y4UTb MUKPOOGHYIO MOMynsunio B HaTUBHOM
cpefe KOXM, KoTopas BKII0YaeT, TOMUMO NPOoYero, HeKynb-
TUBUPYEMblE BaKTEPUU CIIOXKHbIX coobLecTs [27 —29].

Kak KynbTypaNbHble MEeTOAbl, TaK M aHaiM3 MUKPOOGUO-
Ma NPeAcTaBnatoT CO60M BaHble 3Tarnbl U3YyYEeHWUsT MOSHOM
XapaKTepuctnkn 6Gaktepui [30]. MoneKkynsipHble MeToabl

ncecneaoBaHMsa nNoKasanu, YTo cpeau 340POBbLIX NIOAEN Hau-
6onee YyactbiMn GaKTEpPUanbHbIMU TUMAMKU KOXKM ABASIOTCS
Actinobacteria, Firmicutes, Proteobacteria n Bacteroidetes,
pacnpefeneHHble B pa3HblX MPOMoOpLMAX B 3aBUCUMOCTU
oT obnactm u cnost Koxun [31-33]. C poxaeHus KoxKHas
MUKpOOGMOTa B OCHOBHOM dopMupyeTcs U3 GaKTepui poja
Staphylococcus, Propionibacterium, Corynebacterium
n Streptococcus [34, 35]. B canbHbIX y4acTKax KOXu nuua
W CMUHbI NpeobnagalT CTadUIOKOKKM M NPOnMoHMbaKTe-
puK, B TO BPEMS KaK KOpPUHEBaKTepUU NpenmyLecTBEHHO
KOJIOHM3UPYIOT BfIAXKHbIE YHACTKU, TAKNE KaK JIOKTeBas SMKa
W MeXKnanbLeBble MPOMEXYTKM [26]. [pn aToM GaKTepuasb-
Hasi CTPYKTYpa KOXXHOM MMKPOBMOTLI OCTAeTCS OTHOCHUTENBHO
CTabWNbHOM B TEYEHMEe BCEN XKM3HU KarKaoro 4enoBeKa
HEe3aBMCUMO OT y4yaCTKa KOXM WM BO3A4eNcTBUSA GaKTopoB
OKpyatowen cpeabl [21, 33].

MuKpobuoTa Koxu nauueHtoB ¢ AT otnu4vaetcsd oOT
TaKoBOW y 300p0BbIX NnL, [36—38]. Mpwu AT, y4acTku nopa-
EHHOWM KOXM Yallle, YeM HEMNOBPEXAEHHON, KONOHU3UPYIOT
S. aureus, 4TO NPUBOAUT K BbIPAXEHHbIM WM3MEHEHUAM
MWKPOBGHOro pasHoobpa3uns [39-41]. Takue M3MeHeHus
MWKPOBGHOro pa3Hoobpa3uns npu obocTpeHusx AT moryt
OblTb YCTPaHEHbl MeEAMKAMEHTO3HbIM JEeYEeHWEM NUllb
yactnyHo [10]. KonoHuzauusa S. aureus KOXu yBenunyeHa
y MU, NpeapacnonoXeHHblXx K AT, a Takxke y nauueHToB
¢ AT/l Bo Bpemsa pemuccum 6onesnun [42, 43]. B nononHeHune
K NOBPEXOEHHON KOXe y nogen ¢ AT npoucxoauTt uame-
HEeHVWEe MMKpPOGMOMA M Ha HEMOPAaXKEHHbIX Y4acTKax KOXM
W CAU3WUCTON 060M04KK NonocTn Hoca [40]. 3T Habntoae-
HUS NO3BONSAOT NPEANONOXKUTL, YTO Npu AT, MMeeT mecTo
obwnpHas moandurKaLma MUKPOBGHbIX COOBLLECTB, 3aTparu-
BaloLas He TOJIbKO MOPaKEHHbIE y4aCTKU KOXHK [37, 42, 44].

S. aureus un S. epidermidis 9BASIOTCA JOMUHUPYIOWLMMM
BMAaMKN OGaKTepui, OBHapyKMBaeMblX Ha KOXe B nepu-
o4 oboctpeHns AT, HO He y 340poBbIX nogen [36-39].
CunTaeTtcs, 4TO 3HAYUTENbHOE YBENMYEHME KOMM4YecTBa
S. epidermidis Bo Bpemsi ob6ocTpeHnsa AT Heob6xoaMmo
ONa orpaHuYyeHuns KonoHnsaumm S. aureus [28, 45]. B yacT-
HOCTK, 6bl1I0 OGHapyXKeHo, 4To S. epidermidis siBnseTcs
Hanbonee pacnpocTpaHeHHbIM MPOAYLLEHTOM MPOTUBOMMUK-
POGHbLIX areHToB, BKJIlOYasi BHEKNETOYHbIE CEPUHOBBIE MPO-
Teasbl, KOTOPble NpeAoTBpaLlaloT anuTennanbHylo aare3uto
S. aureus [46, 47]. BmecTe ¢ TeM MeTareHOMHbIM aHanun3
NOpaXXeHHOM KOXW y AeTen BO Bpems obocTpeHun AT
BbIIBUT 60MblLME KONMYECTBA S. aureus npu 6osiee Taxe-
IOM Te4YeHun 3aboneBaHus Ha GOHE OTHOCWUTENbHO HWU3KOM
YMCNIEHHOCTU APYrMX MUKPOOPraHM3MOB, a TaKXKe Ha Koxe
nocne ob6octpeHnsa. Hanpotus, KonnyectBo S. epidermidis
BbllLE Y NALMEHTOB C MeHee TaxKenon ¢opmon 6one3qu [48].
BoBneyeHue onpefeneHHblX KNOoHaNbHbIX WHUK S. aureus
Yy MHAMBUAYYMOB C ATl MOXKET npeacTaBnsatb COO60M OCOXK-
HAKWKUKN K ycyryonaowmnn daktop s TedyeHus 6ones-
HU [37]. o AgaHHbIM TUNMPOBAHMA KNOHANbLHOIO KOMIMJEKCa
(KK), pasHbiM neproaam TeveHus AT/l CBOMCTBEHHO cneum-
duyeckoe pacnpegeneHve wtamMmoB S. aureus, Heoau-
HaKOBO 3KCMPEeCCUPYIOWMX AETEPMUHAHTbI BUPYIEHTHOCTH
[37, 49, 50]. Tak, wtammbl KK1 S. aureus (a Takxke KK5,
KK8, KK15, KK45) o6HapyvBatoT NpenmyLLeCTBEHHO Y JINL,
¢ ATl B nepuop o6octpeHus, KK30 — y 300poBbIx ftogen
[49-51]. MNMoka3aHo TaKkke, 4yto WTtaMm KK1 accouumupyet
c TsKenbimMn dopmamm AT n aBnsetca Hanbonee MHOro-
YUCNIEHHOM FPYNMNon MUKPOOPraHM3MoB, OGHapyXMBaeMoWn
Ha Koxe npu AT y nuy ¢ Mytauuamu reHa FLG [37].
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dunoreHeTMYECKMIN aHanM3 TakKxe MNoKasas, 4To B Teye-
HWEe HECKOJIbKUX HefeNb UK MecsaLeB noclie BO3HUKHOBE-
HUA 060CTpeHus AT, NMpoMCXOoAWUT KJIOHanbHas 3KCrnaHcus
3HAOreHHbIX WTammoB S. aureus [48, 50]. B otnnyme ot
cneumdUYECcKOro KNoHanbHOro pacnpenenenusa S. aureus,
coobulectBa S. epidermidis y nauneHToB ¢ AT/ npeancras-
JIEHbl Pa3HbIMU LWITaMMaMK, NPUHAZNEXaWMMN K pPas3HbiM
BeTBAM [29, 48].

TakXe Ba)KHO OTMETUTb, YTO B Mepuobl Mexay o60CT-
peHnsmMun ATl NpouCxoamuT yBEIMYEHUE B COCTaBe MWKPO-
6nomMa KOXu fonun 6akTepun poaa Streptococcus n Gemella,
a TaKXKe 3HayuTeNIbHOE CHWUMKEHME KOJIMYeCcTBa AepPMaKoK-
KOB 1 J€MHOKOKKOB MO CPaBHEHWUIO C HOPMaibHOM 340POBOW
Koxen [43]. lepMaKoKKN 1 AeNHOKOKKM, NpuHagnexaline
K oTpagy Actinomycetales, 9BNSOTCS O6bIYHBIMU KOJIOHU-
3aTOpaMM KOXW 3[00POBbLIX Nto4en, NPoayLMpYOWUMU BTO-
pUYHble METaboNNUTbl C NMPOTUBOBOCMNANIUTENbHLIMU U A@HTU-
MUKPOOHbLIMKU cBOMCTBaMM [52].

BONbWMHCTBO M3BMEHEHUI B COCTAaBE MUKPOBUOTbI KOXKMU
npu AT/l accoumMmpoBaHbl C M3MeEHeHusMW B reHe FLG,
4YTO NpeanonaraeT BO3MOXHYKO CBA3b MEXAY MUKPOOHbIMU
daKTopamMn 1 reHeTuKom xo3auHa [37, 44]. lpumeyaTensHo,
4YTO Ha BUAMMO HEMOPaXKEHHOW KOoxe Yy nauueHToB ¢ AT/,
HOCUTENEeN MaTOreHHbIX BapuaHToB reHa FLG, Konn4ectBo
S. aureus 3amMeTHO Bblle, YeM y naumMeHToB 6e3 aHanormy-
HbIX UBMEHEHUN B 3TOM e reHe [37]. Koppensauusa Benmyu-
Hbl CHU}KEHUS AKCNpeccun reHa FLG ¢ yBenMyeHmem Konuye-
cTBa S. aureus Ha KOXKe NOATBEPXKAEHA TaKKe 1 Ha Mogensx
anuaepmuca Koxu Mblwen [53]. Y peten ¢ AT[ Hanuuue
naTtoreHHbIX BapuMaHTOB B reHe FLG accoLUMpoBaHO C peLy-
LVBUPYIOLWKMMHU KOXHbIMU MHeKumamKn [53, 54]. Bmecte
C Tem coobuwanoch, 4To y MnageHues ¢ AT/l Hannyme nato-
FreHHbIX BapuvaHToB B reHe FLG u AUCOYHKLMUSA KOXKHOrO
6apbepa He 6blnM CBA3aHbl C MOBbILEHHON KOMOHM3aLMNEN
KOXMW S. aureus [55]. JedeKT KOXHOro 6apbepa y nauueHToB
¢ AT/[1 MOXKeT BblTb CBSA3aH TaKXe M CO 3Ha4YUTENIbHbIM CHUXKE-
HWEM YPOBHS LiepamM1aoB B poroBoM cnoe [56]. Y nauneHToB
c AT/ cHMXeHWe KonuyecTBa LepamMuoB npegpacnonara-
€T K NPOrpeccupoBaHUio BOCNANUTENIbHON pPeaKLMK KOXM
M NOBbILWEHUIO KonoHu3auusa S. aureus [57, 58]. Bbicokast
BOCMPUUMYNBOCTb K UHPEKUMAM KoKW npu AT[ ycyrybns-
eTcs AMCHYHKLMEN HaPYKHOro cnos anuaepmuca. Mpu atom
11 BOCCTAHOBNEHUSA GapbepHON GYHKLMKU KOXKM AOCTaTOYHO
NPUMEHEHMUS TOIbKO 3MOJIEHTOB, KOTOpPbIE, Yy4dllas CTPYKTY-
py M GYHKLMOHUPOBaHWE anuaepmasnbHoro 6apbepa, NoBbi-
LIaloT YCTOMUYMBOCTb KOXM K MHDeKumam [59].

HapyweHne KoxHoro 6apbepa npu AT nossonser
MWKpPOOpPraHM3mam MpPOHUKaTb B HUXKeNexallne Ccnowu
JepMbl, CNOCOBCTBYA KOMOHM3aLUWKM paHee HeOOCTYMHbIX
ydyacTtkoB [5, 9, 41]. XpOHUYECKUIK BOcCNanuUTeNbHblA CTa-
TYC, @ TaKXXe cOo3JaHue HOBbIX 3KOJIOTUYECKUX HULL MOTYT
O[JHOBPEMEHHO HapywaTtb 6anaHC HOpMasbHOW KOXHOW
MWKPOBMOTbLI U CNOCOBCTBOBATb YPE3MEPHOMY POCTY pas-
JINYHbIX GaKTEPUI, B YUCIIE KOTOPbLIX UMEHHO S. aureus ny--
e Apyrux agantTupyeTcs K HOBbIM YCIOBUAM OKpYXKatoLLewn
cpeabl [5, 9, 41]. OgHaKO A0 CKX MOP HESAAICHO, KaK CBSA3aHbl
BapuauMm coctaBa MWKPOOMOTbI KOXW U pPas3MHOXKeHue
S. aureus ¢ passutnem AT/[. lNpeawecTByOT 1M JaHHble
n3meHeHusa Hadvany At [5, 9, 41], CTUMYNUPYS UMMYHHYIO
CUCTEMY WM XPOHMYECKOe BOCMa/IMTENbHOE COCTOSHUE
KoXun y nogen ¢ ATl n cnocobcTByss TaKMM o6pa3om
HapyLeHUI0 romeocTa3da MUKPOOUOTbI KOXK U PasBUTUIO
o6ocTpeHun [5, 9, 41].

JononHnUTENbHBbIM GaKTOPOM, BAMSIOWMM Ha COCTOSiHME
KOXXHOrO MOKPOBa, ABNAOTCA METaboNUTbl GaKTEPUI MUKPO-
6MOTbl KulleYyHMKa [60, 61]. 3T meTabonuTbl y4acTBYOT
B perynsauuv NoKanbHbIX UMMYHHBIX PeaKLMi, a TakKe BAus-
0T Ha UMMYHMUTET B AMCTaNbHbIX y4acTKax TaK Ha3biBaemown
OCU «KMIIEYHMK — KOXa» [61-63]. Kpome TOro, pasBuTuio
AT/l 4acTo npefawecTByeT AMCOMO3 KMLIEYHOrO MUKpoBUOoMa,
BbIPAXEHHOCTb KOTOPOro KOPPEenupyeT C HapyleHUsIMU UM-
MyHHOro otseTa [63]. B yactHoctu, gonsa Clostridium difficile
n Escherichia coli B conpepXnmMom KuleyHnKka y niogen ¢ At
Bbllle, YeM Y 3[0POBbIX Nl0AEN, TorAa Kak fons Bifidobacteria,
Bacteroidetes v Bacteroides cHu»keHa [64—66].

POJ1b BUOIMJIEHKU STAPHYLOCOCCUS AUREUS

B NMATONEHE3E ATOIMUYECKOI0O AEPMATHUTA

buonneHka — 9aTO0 peaynbraT ajanTauuun GaKTepun
K CTpeccopHbiM daKTopaM OKpyXalowen cpefbl; Pexum
pocTta 6uonneHKkn obecrne4ymBaeT yCTOMYMBOCTb K UMMYHHOWM
3awute M aHTMbMoTMKam [13]. BuonneHkun npencraBnsioT
CO60M MPUKPENITIEHHbIE K MOBEPXHOCTU MUKPOBHbLIE CO0bLLE-
cTBa, 06bIYHO OKPYKEHHbIE BHEKIETOYHBIMWU NOIUMEPHbBIMU
BELlleCTBaMM, KOTOpble MpeAcTaBAsfioT cOO60M CMeCb BHe-
KnetoyHon AHK, ak3ononucaxapuoB U 6enKoB, yHWKalb-
HbIX Ans 6aKkTepuanbHblx 6uonneHok [13]. PopmupoBaHue
CTapUNIOKOKKOBOM OMOMIEHKN Ha4vyMHaeTcs C MpuKpense-
HUS 6aKTepui K NEepBUYHOM MOBEPXHOCTU C MOCAEAYIOLLMM
HaKOMNEeHNEM KNETOK MOCPEACTBOM MEXaHW3MOB BHYTPU-
KNEeTOYHOM aare3nn W, HaKkoHel,, o6pal3oBaHWEM 3penow
6vonneHkn [13]. CtabMNOKOKKOBbIE BMOMNEHKU MOTYT Npu-
KpennsaTbCs K pas3nnyHbiM MOBEPXHOCTAM, BKOYasa abuoTu-
YECKUIM MaTepuan 1 TKaHu YeNnoBeKa, B TOM Yucse Koxy [13].
TsxkecTb AT/l B 3HAYUTENbHOW CTENEHU 3aBUCUT OT KOMOHMU-
3aumu S. aureus, KOTopasi peanuayeTcs NpenmyLLecTBEH-
HO B Buae ob6pasoBaHus 6uonneHkn [13, 21]. buonneHka
S. aureus O6bICTPO pacTeET Ha MOBEPXHOCTWU 3nNuaepmuca,
BbI3blBasi TMMOKCUIO U MOBPEXIEHWE 3allMTHOro anuaep-
ManbHOro 6apbepa [67]. OMCHYHKLUMUSA KOXKHOro Gapbepa
SBNSETCA XapaKTepHblM Npu3HakoMm AT, a ero gedekTbl
Crnoco6CTBYIOT B3aMMOAENCTBUIO BHELUHUX @HTUIEHOB C KOXK-
HO-PE3NAEHTHBIMXU UMMYHHBIMU KNeTKaMu, 4TOo ycyryénset
MecTHOe BocnajieHue, KOTopoe B OO0JbLUMHCTBE Cly4aeBs
NPUBOAMUT K CUCTEMHOMY BocnaneHuto [68, 69].

PerynupoBaHnue pH v rugpatauusa poroBoro cnos npo-
MCcXoasaT NpPU HENOCPEACTBEHHOM y4YaCTUM NPOAYKTOB Aerpa-
fauuun dunarrpuHa [68, 69]. VX KOHUeHTpauus 3aMeTHO
CHUWXXaeTCcs Npu HyNeBbIX NaTOreHHbIX BapuaHTax reHa FLG,
YTO BeJET K HapylleHnto 6apbepHor GYHKLMKU annaepmumca
BC/NEeACTBME WM3MEHEHUS COCTaBa W CTPYKTYpbl €ro poro-
Boro cnos [7, 70]. S. aureus MOXeET pacTu B AuMana3oHe
pH oT 5 go 9, HO noaKkucneHue, onocpeaoBaHHOE MPOAYK-
Tamu gerpagauuu dunarrpvHa, orpaHuM4MBaeT CKOPOCTb
pocTa v aaresuto S. aureus K KepaTuHouuTtam [44, 71].
TpaHckpunuua 6onee 400 reHoB S. aureus no-pasHOMY
perynupyetrcad pH ¢ 3amMeTHbIMKM pasnuMyinusMu B YCOBMU-
Ax pocTa npu pH 5,5 NO cpaBHEHUIO C YCNOBUAMU NPU
pH 7,5 [72]. Knucnbin pH CHUXaeT 3KCNpeccuio U aKTuB-
HOCTb aKTopa arperauun B 1 GpuBpPOHEKTUH-CBA3bIBalOLLE-
ro 6enka A, KOTopble y4acTBYIOT B aAre3ann u KonoHU3aumum
S. aureus, a TaKXe MOJIEKY/, CNOCOOCTBYIOWMX YKIIOHEHUIO
OT UMMYHHOIO OTBETA, TakMX KaK 6e/IoK A 3010TUCTOro CcTa-
OUIOKOKKa [44, 73]. Takum ob6pa3om, nojlienadynmBaHue,
BbI3BAHHOE CHWXXEHMEM COAepXKaHua dunarrpuHa u npo-
[LYKTOB €ero pacnaja, MOXeT cnoco6ctBoBaTtb nponudepa-



unKn, agresumu, obpasoBaHUD GUOMIEHKM U COXPaAHEHUIO
S. aureus B KoXe y nauneHToB ¢ AT/[.

Ltammbl S. aureus ¢ onpeaeneHHbIM FeHETUYECKUM
$GOHOM MOryT cogepXaTb KOMOWHALMM 3INEMEHTOB BUPY-
NIEHTHOCTH, BNMSAIOLIME HA KIMHMYECKMM ucxon 3abonesa-
HKs [74]. Kak oTMeYeHO Bbllle, Hanbonee 4acTbiMK WTaMma-
MW, BbiiBiISeMbIMK Y NaumeHToB ¢ AT/, asnstotea KK1, KK5,
KK8 KK15 n KK45, a KK30 yauwe obHapy»1BatoT y 340pO-
BbIX toaen. MpumeyaTenbHo, YTO KIIOHabHbIE TMHUK pasnn-
4aloTcs MO CBOEW CNOCOGHOCTM 06pPa30BbIBaTb GUOMIIEHKY.
Hanpumep, 61onneHKy crnocobHbl 06pa30BbiBaTh WTaMMbl
KK5, KK15, KK30 1 KK45, npu atom wrammbl KK15 n KK45
6bICTpee Npomn3BoasaT 60/bLIOE KOAMYECTBO OGMOMNEHKM MO
cpaBHeHuto co WwTammamun KK5 1 KK30 [75, 76]. YTo Kaca-
€TCA YCTOMYMBOCTU K aHTUOMOTMKaM, Ba)KHO OTMETUTb, YTO
YCTOMYMBbIE K METULMANUHY WTaMMbl S. aureus npeumy-
LLeCTBEHHO KOMIOHU3MPYIOT KOXY NII0AEeN C MEHee TAXeNbIM
TeyeHnem AT/[l, B TO BPeMS KaK YyBCTBWUTESIbHblE K METU-
LUMAIMHY WTaMMbl B NEPBYIO O4epPeab acCoLMUpPYIOT ¢ 6onee
TAXeNbIM TedyeHneM 3aboneBarusa [33, 48]. 310 rosBopwuT
0 TOM, 4TO pas/inyHble WTamMMbl S. aureus co cneunduyec-
KUMKW 3N1EMEHTAMM BUPYIEHTHOCTM MOTYT CMOCOGCTBOBATb
060CTPEHMIO KOXKHOIO npoLecca 1, Taknm o6pa3om, aBASHT-
CSl BaXHbIM 3BEHOM natoreHesa At/l.

In vivo 6uonneHKa S. aureus 3aKyrnopvBaeT MPOTOKMU
MOTOBbIX efle3 MNoparKEeHHOW KOXW y 60/bHbIX ¢ AT/,
4Yero He NPOUCXOANT UAK MPOUCXOANT B MEHbLUEN CTENEHU
B 06nacTax Koxu 6e3 nopaxeHun [24, 77, 78]. bonee
TOro, POCT OMOMNEHKM S. aureus MOXET yCyryouTb TAXeCTb
6051€3HM, NMPUBOASA K Pa3BUTUIO pedpaKTEPHbIX U peLu-
AVBUPYIOWNX MHOEKLMIA C NOBLIWEHHON YCTOMYUBOCTbIO
K UMMYHHbIM OTBETaM X035iIMHa U CHUXXEHHOM BOCNPUMMYK-
BOCTblO K MPOTMBOMMKPOOHbBIM npenapaTtam [13, 21, 79].
HanpotuB, KAWMHMYECKoe ynydlweHue npu AT Koppenu-
pyeT CO CHWXeHuWeM KonoHu3dauuu S. aureus [80, 81].
[Jo6UTbCA 3TOr0 MOXHO MPOTUBOMUKPOOHOW Tepanuewn,
OAHAKO MOBTOPHas KOMOHM3auusa S. aureus 4acto npo-
WUCXOAMT YKe B TeYEeHUEe HECKONIbKMX Hedenb nocie OKOH-
YaHWUS NleYeHUs, 4To NPUBOAMUT K peunanBy 3abonieBaHus
[82, 83]. TakuM 06pa30M, XPOHMYECKOE MNepPCUCTUPOBaHME
WU peuunauBupyloulee TevyeHue AT nocne aHTUMUKPOOG-
HOW Tepanuu CBWAOETENbCTBYET O HaNM4YMKM KOJIOHM3aLUK
S. aureus, cBA3aHHON ¢ 6GMOMNEHKOW.

Cepbe3HbIM OrpaHUYEHNEM B JIEYEHUN MHDEKLMI, CBS-
3aHHbIX C 6UMONNEHKaMK, ABNseTcs 60nee BbiICOKas KOHLEH-
Tpauus NPOTMBOMMKPOGHLIX NpenapaToB, Heo6xoanmas ans
YHUYTOXEHUS GaKTepuanbHbIX KNETOK, KOTopas MOXeET 6biTb
B COTHM pa3 Bbllle, YeM MUHUMaASIbHAs MHIMOGMpPYOLWas KOH-
ueHTpauma (MUK) [84-86]. dy3uaneBas KMUcnota U Mynu-
POUMH NpeacTaBAsioT cO60M Haubonee 4acTo MCMonbaye-
Mble @HTMOWOTUKKM AN NeYeHUs NPOSBAEHUNA BTOPUYHOIO
MHOULMPOBAHUSA Ha KOXKe Yy nauueHTos ¢ AT/, BbI3BaHHOIO
S. aureus, XoTA 4YacToTa PE3UCTEHTHbIX M30NATOB pacTeT
yrpoxawumumm TemnamMum — 3a nocnegHee aecatunetve
KOJIMYECTBO TaKWX LWTamMMOB Bbipocsio ¢ 2% o 10-38%
[82, 83]. 3dHEKTMBHOCTb MPOTUBOMUKPOOBHbLIX NpenapaTos
NPOTUB NNAHKTOHHOIO U GUonaeHKoo6pasyolLero S. aureus
B Ky/bTypasbHbIX MOCEBAX B OCHOBHOM 3aBWCUT OT CNOCO6-
HOCTM BaKkTepuit GopMUpoBaTb GUOMIEHKN — YEM BbllLE 3Ta
CMNOCOBHOCTb, TEM HUXKEe IDPEKTUBHOCTb aHTUOUOTMKOTE-
panuu [21, 87]. 3TUM MOXKHO OO6BSACHUTL MPOTUBOPEYMBbLIE
JaHHble O K/IMHWYECKOW MONb3e aHTUCTadUNOKOKKOBBIX
npenapaToB NP NEYEHNN CPEQHETIKENON U TsxKenon Gopm

AT[l, parke Korga BbIGOp aHTUMOMOTMKA OCHOBbLIBAICHA Ha
pesynbratax MUK [88-90].

buonneHkn S. aureus MMEOT OTHOCUTENBHO HU3KYIO
YYBCTBUTENbHOCTb M K aHTMMUKPOOHBLIM nentuaam [24].
KatenuumnavH LL-37 gBnsetca ogHMM M3 Hanbonee XopoLo
OXapaKTepu30BaHHbIX aHTUMUKPOOHbIX MENTUAO0B U BaXHOM
3QDEKTOPHON MOSIEKYNION BPOKAEHHOMO UMMYHUTETA B KOXE
[91, 92]. NenTna npucyTCcTBYET B CNEUMPUYECKUX rpaHynax
HEWTPODUIOB M KEPaTUHOLIMTOB, €ro SIoKasbHble KOHLEH-
Tpauun yBeNMYMBAlOTCA B BOCNajeHHoW Koxe [93-95].
OTpUuaTeENbHO 3apsiXKeHHble Moaucaxapuibl, Bxoaslme
B COCTaB BHEK/IETOYHOro MaTpuKca OGUOMNIeHKu S. aureus,
B3ammogencTteyloT ¢ LL-37 [24]. bonee TOro, nporteasbl
S. aureus, Takue Kak ctadonauHbl, MOryT pacwennsatb LL-37,
reHepupys 6onee Menkue nenTuaHble dparmMeHTbl, KOTo-
pble MOAUDULMPYIOT WAU MHAKTUBUPYIOT aHTUMUKPOOGHbLIE
nentuabl G6aKTEPUt KakK B MCKYCCTBEHHbIX 06pasuax, Tak
W NpUCYTCTBYIOWNX B GuonneHke [24, 96]. CtadonanH B,
WHaKTUBUPYS BaKTEPULIMAHYIO aKTUBHOCTL LL-37, He BanseT
Ha ero cnoCco6HOCTb Bbi3blBaTb NPOBOCMANUTENbHbIN OTBET
B KOXe npu AT/l, 4TO MOXET He TOIbKO 3anycKaTb, HO M YCK-
nMBaTb BOCManuTenbHbIM npouecc [24, 96]. O6pa3oBaHue
6uonneHKn S. aureus 3HaAYUTENIbHO WMHIMOMpPyeTca B Mpu-
CYTCTBMW BbICOKMX KOHUEeHTpauun LL-37 [97, 98], Toraa
KaK MpOoAyKTbl Aerpajauny 3Toro nentuga He BAWSIOT MK
OKa3blBalOT He3HaYyuUTeNbHOE UHIMBUPYLOLLEee JENCTBUE, HYTO
MOXET HapyLWMTb 3aLLnUTy XO38MHA U NPUBECTU K NEPCUCTEH-
umn Gaktepun [24].

MMMyHOOMNOCpeaoBaHHbIA BOCNaNUTENbHbIA OTBET MpU
AT/[] 06bI4HO BKJIIOHAET NPOAYKLMIO LIUTOKUHOB: MHTEPNENKHU-
HoB IL-1B3 u IL-6 B ocTpon da3e u uHtepdpepoHa ramma —
B XpoHuyeckon [99]. Bbiio o6HapyeHo, 4To IL-13 u uHTep-
depoH ramma crnocob6Hbl MHAYLMPOBaTb A40303aBUCUMbIN
pOCT wWTamMMoOB S. aureus, BbIOENEHHbIX M3 MOPaXKEHHOM
KOXM 60/1bHbIX ¢ ATZ, [21]. MoneKynspHble MexaHn3Mbl pocTa
S. aureus B NMPUCYTCTBMU HEKOTOPLIX LIMTOKMHOB OCTaloTCH
HeBbIicCHEeHHbIMK [100]. U3BecTHO, Hanpumep, 4YTo S. aureus
CMOCOGHbI yCUAMBaTb POCT B MPUCYTCTBUMU LIMTOKMHOB (KaK
n E. coli), 4TO crnoco6CTBYET KOMIOHU3AUMN KOXM Y NauueH-
TOB ¢ AT/l Ha doHe xpoHunyeckoro BocnaneHus [101-103].
C Apyrov CTOpoOHbl, o6pa3oBaHue 6GWoNNeHku S. aureus
MOXET HanpsiMyto CTUMY/IMPOBaTb 3KCMPEeccuto npoBocna-
NIUTENbHbIX LUTOKMHOB, TUMUYECKOrO CTPOMAasIbHOro IMMaoo-
NoaTUHa, a Takxe MHAyKumio Thl/Th2 MMMyHHOro oTBeTa
[22, 104]. O6pasubl S. aureus, MONyYEHHbIE U3 MOPAXKEH-
HOW KOXW 60MbHbIX ¢ AT/, NnpoayunpoBasnu BbICOKME YPOB-
HW AenbTa-TOKCUHA, KOTOPbIA CnocoGeH Bbi3biBaTb Aerpa-
HYNSUMIO TYYHbIX KNETOK M BbicBOGOXAEHME T-xennepos
2-ro Tmna [105, 106].

YcnewHass KOMOHM3aUMS KOXM S. aureus BO3MOMXKHa
W B CBA3M CO CNOCOBHOCTLIO BAKTEPUI YKNOHATLCS OT BPOXK-
OEHHOW MMMYHHOM CUCTEMbI, U B YaCTHOCTU — [ENCTBUSA
mMakpodaros [107]. MocneaHne SBASIOTCS OCHOBHbLIM KOMMO-
HEHTOM BOCNaNMUTENbHOIro MHGUAbTPATa KOXK, KONOHU3UPO-
BaHHOM S. aureus. [IPOHMKHOBEHWE MaKpoharoB B MaTpMKC
6uonneHKn OGNoKMUpYyeTCs BblparKeHHbIM GUOPO30M, KOTO-
pbi NPEenATCTBYET MUrpauunM makpodaroB u Garouutosy
6aKkTepui, GopMUPYIOLLMX BUOMNIEHKY, CNOCOOCTBYS TaKUM
obpasom ee coxpaHeHuto [108]. Kpome Toro, 6uonneHka
S. aureus cnoco6CTBYET YCUNEHHOMY MPMUBJIEYEHUIO alib-
TEPHATUBHO MOASPU30BaAHHbLIX MaKpodaroB CO CHUMEHHbI-
MW NpOTMBOBOCMaNUTENbHbIMKM cBoWcTBamu [109-111].
MaToreHeTMYecKoe 3Ha4YeHWe MOryT UMETb TaKKe U CeKpe-

CURRENT PEDIATRICS /2022 /V.21 /N2 5

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2022 / TOM 21 / N2 5



Review

0630p NuTepaTypsbl

TMpyeMble 6GUonneHKoobpasylwmmm S. aureus dakTopsbl,
noJasfsoline GaKTepPULUOHYIO aKTUBHOCTb MaKpodaros,
YTO CNOCOBCTBYET 3HAYMTENLHOMY CHUMXEHUIO UX NpoBoOCna-
NIMTeNbHOro noteHumana [112].

HecmoTtpa Ha 3ddEKTUBHOCTb aHTMOUOTUKOTEPANnuu
B CHWXXEHWW KONOHU3aLMKW KOXKM S. aureus, NpPOTUBOMMK-
pPO6GHOE fleYeHUE HE MOMKET BOCCTAHOBWUTb HOPMasbHbIN
cocTaB MUKpo6buoma Koxun npu At/ [113]. Hanpotus, Hapyx-
HOe MNPUMEHEHME TOMUYECKUX TIIOKOKOPTUKOCTEPOMIOB,
MHIMOUTOPOB KalbLMHEBPUHA WM 3IMONEHTOB, KOTOpble
CHWXKatOT BblpaXEHHOCTb MECTHOro BOCMaseHnss u crnocob-
CTBYIOT BOCCTAHOBJIEHUIO GapbepPHON PYHKLMW KOXKKU, OKa-
3blBaeT MOJIOXKUTENIbHOE BJIMAHWME Ha COCTaB MWUKPOOWO-
Ma Koxu [113-115]. bonee Toro, 66110 0GHAPYKEHO, YTO
MECTHOE MPUMEHEHME TIIOKOKOPTUKOCTEPOUIOB Aaxe MNpwu
OTCYTCTBUU aHTUBaKTepunanbHon Tepanmmn adpbeKTUBHO CHHU-
aeT KofioHuzauuio S. aureus [116-118]. 3T10T apdeKT
MOXeET ObITb 06YC/IOBNEH NPOTUBOBOCNANIUTENBbHBIM U UMMY-
HOAEMNPECCUBHbIM AENCTBMEM TIIOKOKOPTUKOCTEPOUOB,
4YTO NO3BOJSET NPEANOIOKMTb, YTO BOCManuTenbHasa cpeaa
nopaeHHow Koxu npu AT/l cnocobHa ycunmeaTb KONOHN3a-
umto S. aureus [100].

TEPANEBTUYECKAAl KOPPEKLIUA MUKPOBUOMA

KOXXHU NMPU ATONMUYECKOM AEPMATUTE

KpaeyronbHbiM KaMHeM nedeHus AT[ aBnseTcs npu-
MEHEHME CMSArYaloWwmnx M YBNAXKHAOLWMX CPEAcTB — 3MO-
NIEHTOB, KOTOpble BOCCTaHaB/MBAIOT LLENOCTHOCTb KOXHOMO
6apbepa M CHUXKAIOT PUCK pa3BuUTUA o6ocTpeHnit [38, 119].
OTMEYEHO TaKXe W MNOJIOKUTENbHOE BMIUSHWE 3MOJIEHTOB
Ha MUKPOOHbIE COOOLLECTBA KOXM C BOCCTAHOB/IEHUEM WX
cocTaBa [10 COCTOSIHMSA, NMOJOOGHOro TaKoBOMY Y 3[0POBbIX
nogen [120-122].

[Na CHUMXEHWS KONOHM3aLMK KOXK S. aureus, n B 4acT-
HOCTW nojaBneHus 6uonneHkoobpasyouwero S. aureus
M BOCCTAHOBMIEHUS GaKTEPMaNbHOIro pa3Hoobpas3ns Ha Koxe
y nauumeHtoB ¢ AT, adPEeKTUBHbIM MOXKET 6blTb MNpUMe-
HeHWe CPeacTB, BAMSAIOWMX Ha ee MUKPOOGMOM. ITO 3MO-
NIEHTbl C aKTUBHbIMM KOMTMOHEHTaMW, TaKMMM Kak cano-
HWHbI, dnaBoHOMAbl W NKU3aTbl GaKTepui, obnajatomnmm
NPOTUBOMMKPOOGHbLIM [EVWCTBUEM, MONYYMBLUME Ha3BaHWE
«3MONEHTbI-NN0C». OQHUM M3 TaKUX CPEACTB ABASETCA NUNK-
[oBOCNoOMHAWMIA 6anb3aM And avua U Tena mMaafgeHuesB,
neten n B3pocnbix LIPIKAR BAUME AP+M (La Roche-Posay,
®dpaHuma). B coctaB aTOro cpefctsa BKIOYEHbI cnegyoume
MHIrpeaneHTbl: nu3aT 6aKktepui Vitreoscilla filiformis — Aqua
Posae filiformis (APF), MUKpope3nn — 3KCTPaKT KIyOHewn
pacteHus Ophiopogon japonicum, obnagatowunin NpoTUBO-
BOCNaNWUTENbHbIM, @HTUOKCMAAHTHBIM M @HTUMUKPOBGHbLIM
[LeNncTBMeM, a TaKkKe TepMasibHas BOAa, OKasbliBatoLlas ycno-
KauBatollee aencteue [123, 124]. B pe3ynbrate npumeHe-
HMs Ganb3ama OTMeYaeTCs yMeHblueHWe 3yaa U pasgpaxe-
HWS, yBENNYMBAETCS NEPUO] PEMUCCUN, @ aHTUMUKPOOHbIN
KOMMOHEHT Cnoco6CTBYET BOCCTAHOBEHUIO HOPMasbHOro
coctaBa MUKpobuoma [124, 125].

OddeKTUBHOCTb NM3ata GakTepun APF B paspylieHuu
GaKTepuanbHOM MNNEHKM Obla AOKa3aHa MHOMOYUCIEHHbI-
MU WCCNefoBaHMAMMU, MPOBOAMBLIMMUCSH Ha MPOTSKEHUU
HECKONbKMX gecatunetnn [125-127]. B 4acTHOCTH, OblI0
YCTaHOB/EHO, YTO APF 3HAuYMTENbHO CHUMKAET OLIEHKY TsXKe-
ctn At no wkane SCORAD, ymeHbluaeT BblpaxKEHHOCTb
3yAa, a TaKKe ynyywaeT KavyecTBO WM NPOAOKMTENbHOCTb
cHa [127]. Kpome Toro, 661710 NOKa3aHo, YTO Noj BO3ENCTBU-

em APF npoucxoauT CHUMKEHWE HEMPOreHHOro BOCMNaneHus,

BbI3BAHHOIo cybcTaHumMen P, noageprKMBaeTcsi KIETOYHbIN

romMeocTa3 U BOCCTaHaBNIMBAETCH KOXHbIM 6apbep [128]. Ha

doHe NpUMEHEHMS 3TOr0 CPeAcTBa MPOUCXOAWUT YCUNEeHUe
aKcnpeccun MPHK 6uMomacchbl U aHTUMUMKPOOGHbLIX NenTuaoB

B PEKOHCTPYMPOBAHHOM Moaenu anuaepmuca [128].

B nBoMHOM cnenomM nnaueb60-KOHTPOIUPYEMOM KIUHU-
YECKOM MccnefoBaHuMK oueHuBanacb aPpEOEKTUBHOCTb Mpu-
MeHeHus nusata G6aktepuun V. filiformis npu exegHeBHOM
MCNonb3oBaHMK B popme Kpema B TeyeHne 30 cyTy 75 nauu-
€HTOB B Bo3pacTe oT 6 go 70 neT ¢ agvarHo3om AT/ nerxkomn
N CpeaHen CTeneHu TaXKecTU. B pesynbrate fiedeHus 6bi10
OTMEY€EHO 3Ha4YuTeNbHOE CHUXKEHUE OLEHKN TaxecTn AT/, no
WwKane SCORAD u BblpaxeHHOCTHU 3yaa yxe K 15-m cyT ¢ yBe-
nmyeHnem adpdeKTa K 29-M CyT UccneaoBaHUs B CpaBHEHUH
c rpynnon nnaye6o. Ha ¢oHe ncnonb3oBaHUsa Nn3arta TakKe
Hab61t01anocb BOCCTAHOB/IEHNE HAPYLIEHHOMO CHA, BbI3BaH-
HOro 3y0M, HO He B rpynne nnaue6o [126]. B nccnegoBanHunm
S. Seite 1 coaBT. OTMEYEHO 3HAYUTENbHOE YNyYllEHNE Kaye-
CTBa XW3HU CO CHUXeHneM nHaekca DLQI Ha 27% [129]. Mpu
MCMoNb30BaHMM METO[a BbICOKOMPOW3BOAMTENBHOIO CEK-
BEHMPOBaHMA Oblla MccnegoBaHa 4YacTb OGaKTepuanbHOro
reHa 16S pPHK, nonyyeHHoro y naumeHTos ¢ AT/l ¢ y4acTKoB
NOPa*KEHHON M BAMKanLWEN HEMOBPEKAEHHON KOXW. bbino
NPOAEMOHCTPUPOBAHO, 4YTO Nn3at 6aktepuu V. filiformis cno-
cobeH BOCCTaHaBAMBaTb HOPMasbHbIA COCTaB MUKpPoGHoMa
KOXM, 6apbepHY0 GYHKLMIO KOXM M 3HAYUTENBHO CHMMKATb
KONM4YeCTBO 060CTPEHMI NO CPABHEHUIO C APYrMMU IMOJEH-
Tamu [130].

[pyron akTMBHbLIN HaTypanbHbIA UHIPEAUEHT — MUKPO-
pe3un, BXOAAWMIA B COCTaB BbllIEYNOMSAHYTOr0 CpeacTBa,
B CrucKke MexayHapoaHOM HOMEHKIaTypbl KOCMETUYECKMX
nHrpeamneHToB (INCI) yka3aH Kak «3KCTpaKT KopHen oduo-
NMOroHa SIMOHCKOro». JTOT 3KCTPAKT C XMMWYECKOW TOUKM
3pEHUS B OCHOBHOM COCTOMUT M3 OMrocaxapuaoB GpyKTo3a-
Ha. 3To MoneKynbl GPYKTO3bl, CBA3aHHbIE BMECTE, KOTOpble
NPUHUMAIOT pasHble CTPYKTypbl. MuKpopesun npepoTspa-
WaeT nepBbliM 3Tan obpa3oBaHuA GWOMNIEHKK S. aureus
[123, 131, 132], orpaHu4ymMBas aaresuio 1 nponudepaumto
3TUX GaKTEPUI; TaKKe 3a CYET TOPMOXKEHMUS 06pa30BaHUs
pocTa GMOMNEHKU CHUXAETCS PUCK 060CTpeHns 3abonesa-
Hua [123, 131, 132]. Kpome Toro, MMKpope3un okasblBaeT
W psaa opyrux éuonormyeckmnx addekrtos [133, 134]:
® yKpennseT KOXHbIn 6apbep, akTUBUPYS CLEMIEHNE 3Mn-

lepmMuca U KoHpopmaumio MMNUao0B;

® perynupyeT yBNaxKHEHWE, BOCCTAHaBAMBAs 3KCMPECCHUIO
MeaMaTopoB rnapartaLunmn, Taknx Kak KapboaHruapasa ll,
HaTypalbHbIM yBAAXHAOWMK GaKTOP, a TaKKe U3MeHsas
COOTHOLLEHWE CBSI3aHHOW M 06Lllen Boabl (yBennyeHue
CBSI3aHHOM BOAbl — NPU3HaK abPEKTUBHOM rMapaTaumm
POroBOro cnos);

® WHAKTMBMPYET BOCNANUTENbHYIO PeaKumMio 3a CYET CHU-
EHUSA CEeKpeLun LUTOKMHOB KepaTuHouWTamu (TUMYC-
HOro cTpoManbHoro numdonoatMHa Ha 31%, IL-8 —
Ha 20%) n Th2-numboumtamm (IL-4, IL-13 n IL-31);

® [OBbIAET 3JKCMPECCUID AHTUMWMKPOOHbLIX MNENTUAOB
(HBD2, HBD3);

® WHITMGMPYET peuenTop 3yaa — PeLenTop TPaH3UTOPHOro
noteHumana no aHkMpuHy (TRPAL);

e B co4YyeTaHuuM C TepmanbHOW Boaow La Roche-Posay
M HWaUMHaMKaoMm nogasnseT genctaume IL-31, KOTOpbIN
TaKXXe UrpaeT pelwatlyto poib B Pas3BUTUU KOXKHO-
ro 3yga.



TakKe 6blI0 OTMEYEHO, YTO coYeTaHWe MUKpopesuna
n APF BbI3biBaeT MNoBbIWEHWE KOM4yecTBa OENKOB 3Mu-
aepmuca: KnayamHa-1 — Ha 69%, ¢unarrpyHa — Ha 71%,
NOPUKPUHaA — Ha 83%, 3a CYeT 4ero ynyylwatTcs MAoTHble
COEVMHEHUS U LieNeBble KOHTaKTbl annaepmuca, TeM caMblm
yMeHbLLIaeTcs TpaHcanuaepManbHas noteps Boabl [129].

BbiCOKas KOHLEHTpaLUns aKTUBHbIX MHIPEAUEHTOB C /n-
NMAOBOCCTaHaBAMBAIOWMM AENCTBMEM (Macno WK M macno
KaHO/bl), @ TaKKe BbICOKas KOHLEHTpaLMa HHauuHamuaa (4%)
no3B0NMAM 06ecnednTb MHTErPaLLMI0 BbICOKON KOHLLEHTPaLIMK
MacnsaHon ¢asbl B Heaare3anBHYo M 6bICTPO BNUTbIBAIOLLYOCA
TeKcTypy [129]. B nccnenoBaHMn MUKPOGHOTO pa3Hoo6pasuns
W CTPYKTYpbl 6aKTepUanbHbIX COO6LLECTB NOpPaXKEHHOW U HEMo-
pakeHHOM Koxu y 49 naumeHToB ¢ AT/l 4O W noc/e nevyeHus
3MONIEHTaMW, COAEpPXalMMM Macno WK, TepManbHylo BoOay
W HMaumMHamuma, 66110 NoKasaHo, YTo 72% uccneayemon nony-
NALUMN OTBETUIM Ha TEPANUIO, O YEM CBUIETENIbCTBYET CHUXKE-
HWe mHaekca SCORAD uyepe3 84 cyt Tepanun. MuUKpobHble
cooblecTBa MNOPaXeHHOW KOXW NaLMeHTOB, OTBETUBILLMX
Ha ne4vyeHune, 60Mblle HANOMWHANN HEMOBPEXIEHHYIO KOMXY,
0 YeM CBUAETENLCTBYET yBEMYEHNE MUKPOOHOIO pa3dHoobpa-
31S ¥ YMEHbLLEHWE KONNYeCcTBa BUAOB CTadbUIOKOKKOB [134].
OTaenbHO OTMETMM, 4To Bnarofaps nonMMepam akpunamuao-
MeTunnponaH cynbdoHata Gbina peann3oBaHa ynydleHHas
dopmyna v TEKCTypa MMNMA0BOCMNONHAOWEro 6anb3ama, yno-
MSIHYTOrO Bbille, UCKOYatoLWwas HeobXoaAMMOCTb J06aBNeHUS
NOBEPXHOCTHO-aKTUBHbIX BELECTB, KOTOPblE MOMYT HAHECTU
yliep6 Koxe naumeHTa.

3AK/TIOYEHUE

TarkecTb TevyeHusa AT/l B 3HA4YUTENbHON Mepe 3aBUCUT OT
KOJIOHM3aLMW KOXW nauMeHToB S. aureus wn S. epidermidis
B COCTaBe MWKPOOHbIX COOOLLIECTB, M3BECTHbIX Kak 6GMO-
NNeHKW. HeratuBHoe BAMsSIHME OWMOMNEHOK S. aureus Ha
TeyeHne 6onesHn 06yCNoBAEHO BAUSAHMEM Ha AnddepeHLm-
POBKY, anonTo3 UM CEKPELIMIO LMTOKMHOB KepaTUHOLMUTaMMU.
[aToreHeTM4eckM 3Ha4YMMbIM SBASETCS B3auMOJencTBue
6MOMNNIEHOK S. aureus ¢ MMMYHHbIMW KINETKaMu X038MHa.
NMpnuMeHeHne COBPEMEHHbIX CpeacTB 6a3McHOW Tepanuu
AT/}, noMoraet ycTpaHuWTb POCT GUOMIEHKMU KOXHOIO MOKPO-
Ba, OOCTUYb ObICTPOM M AOATOCPOYHON MEAMKAMEHTO3HOWM
pemMuccumn, a Takke obecneynTb noaaepraHue LenocTHOC-
TV anuaepmanbHoro 6apbepa. NMpUMeHeHUe COBPEMEHHbIX
WHHOBALMOHHbLIX GOPMY 3MONEHTOB AaeT BO3MOXHOCTb
HOPMannM3oBaTb COCTOSIHUE MWUKPOOMOMA KOMW W CIYKUT
WHCTPYMEHTOM KOHTPOASA W nogaepxaHusa pemuccun AT/,
[JanbHenwee nsyvyeHne OUMOMNIEHOK HEO6XoAMMO ANS pas-
paboTku 6onee aGPEKTUBHBIX METOAOB NEYEHUS A9 YMEHb-
LEHMA KOMOHU3aUMA KOXM S. aureus, CHUXEHWUS pUCKa
o6ocTpeHuss ATl “, BO3MOXHO, MPefoTBpalleHUs pa3Bu-
TUs 3ab6oneBaHus. B aTon cBA3K HEOOXOAMMbI AafibHENLINe
nccnegoBaHUs MexaHW3MOB aare3vu M XpoHUMYecKon nep-
cUCTeHUMK S. aureus Ha Koxke, 6aKTepuanbHOM peakumn Ha
LIMTOKMHbI U B3aUMOJENCTBUSA BaKTepPUN C UMMYHHOW CUCTE-
Mow nauuneHTtoB ¢ AT/.
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BposxaeHHbIn nxtno3 — rpynna (noytm 100 KIMHUYECKMX BapUaHTOB) PEAKMX FEHETUYECKUX KOXHbIX 3ab0seBaHUi, BO3-
HUKaLWKUX B pe3ybTaTte naToreHHbiX u3meHeHun B 6oaee yem 50 reHax. KnmHn4eckumm npusHakamm, XapakTepusyowmnmmm
WXTMO3 HE3aBNCUMO OT Fr€HETMYECKOM OCHOBbI, SIB/ISIIOTCS CYXOCTb KOXKM, LIENYLIEHNEe, TMIepKepaTos, 4acTo coyeTarLmnecs
c aputpogepmmen. bosbHbie NMEIOT YPE3BbIYalHO HU3KOE Ka4eCTBO KMU3HU BCAEACTBME U3MEHEHMS BHELUHEro Buaa, A1c-
KoM@opTa B CBA3M C 3YA0M M PYyHKLUMOHAIbHBIMM OrpaHMYyeHusIMu (60/1b Npu Xxoabbe, HapyLueHMe MOTOPUKN U ABUraTe/IbHOM
QYHKLMM M0 NPUYMHE PA3BUTUSI 04aroB rMNepKepaTos3a B QYHKLMOHAIbHO 3HAYMMbIX 30HaX), a TaKKe HapyLleHUs] QYHKLMN
PasIMYHbIX OPraHoB U CUCTEM MPU CUHAPOMAa/bHbIX popMax 3aboneBaHus. [layneHTbl HyxaartTcsl B eXXeJHEBHOM yxoAe 3a
KOKeu 1 npueme CUCTEMHbIX rnpenapartoB. [Jo HacTosLEro BDEMEHU HE CYLLECTBYET 3(PPEKTUBHbIX METOAOB JIEYEHMS UXTMO3A.
JunarHocTnyecKkme TpyAHOCTH MPn OrNPeAenEeHUN KITMHUYECKMX QOPM BPOXKAEHHOIO MXTNO3a 06yC10B/IEHbI, C O4HOM CTOPOHHI,
WX KIIMHUYECKON reTeporeHHOCTbIO, a C APYroi — CXOACTBOM BHELUHUX MposiBIeHMI. TpyaHOCTH anddepeHynabHON gmar-
HOCTUKHN C APYrMMU AepmaTto3amMm 0COBEHHO aKTyaslbHbl NPy CUHAPOMabHOU popme 3aboneBaHusl. B HacTosiem o63ope
rnpeacTaBiieHa COBpPEMEHHas KnacCupuKaLms UXTMO30B, NMPMBEAEHbI AaHHbIE O KIIMHUKO-reHETUYECKMX BapuaHTax 3abosie-
BaHusl, AMarHOCTUYECKMX a/lrOPUTMaX, MPUHATLIX MoAXoA4ax K Tepanun 60/1bHbIX C 3TUM TSXKENbIM HEAYOM.
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Congenital Ichthyosis: Clinical and Genetic Characteristics
of the Disease

Congenital ichthyosis is a group (almost 100 clinical variants) of rare genetic skin diseases caused by pathogenic changes in more
than 50 genes. Clinical features of ichthyosis, regardless of its genotype, are dry skin, peeling, hyperkeratosis frequently accompanied
with erythroderma. These patients have extremely low quality of life due to changes in appearance, discomfort due to itching and
functional limitations (pain during walking, impaired motor skills and functions due to hyperkeratosis foci in functionally relevant
areas), as well as impaired functions of various organs and systems in syndromic forms of disease. Patients need daily skin care and
systemic medications. By now, there is no definitive treatment for ichthyosis. Diagnostic difficulties in determining the clinical forms
of congenital ichthyosis are associated with their clinical heterogeneity and with similarity in external manifestations. Difficulties in
differential diagnosis with other dermatoses are particularly crucial in case of syndromic forms of disease. This review presents the
modern classification of ichthyoses, provides data on disease clinical and genetic variants, diagnostic algorithms, treatment methods
for patients with this severe disease.
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BBEAEHUE

MNXTMO3 — reTeporeHHas rpynna KoxHblx 3a6oneBaHui, ans
KOTOPbIX XapaKTEPHO reHepasiM30BaHHOE HapylleHue KepaTu-
HWU3aLMK, KIMHUYECKK NposBAsiolieecs AnGPY3HbIM runepre-
paTo30M, WenyweHuem u aputemoin [1, 2]. PeHotunmyeckas
reTePOreHHOCTb UXTUO3a ABNAETCA PE3YNLTaTOM MHOMOYUCTIEH-
HbIX NaTOreHHbIX BapuUaHTOB pas/iM4yHblX reHoB [3], KoTopble
NMPUBOAAT K HapyLWEHUIO roMeocTa3a 3ePHUCTOro U PoroBoro
C/I0€B, BblI3blBas CTPYKTYpPHblE U GYHKLMOHAbHbIE HapYLLEHUS
KOXHOro 6apbepa. PoroBon cnowv anuaepmuca SBAsSeTCS Hau-
60/1ee BaXHbIM KOMMOHEHTOM KOXHOro 6apbepa, COCTOALLUM
M3 KOMNapTMEHTOB KOPHEOLIUTOB U MEXK/IETOYHOIO NPOCTPaH-
CTBa CO creunduyeckumMn nunuagamum u 6enkamu, obecne-
YUBAIOWMMKU TaKKE W rMapataumio Koxu. Knetku porosoro
CNI0S1 COEIMHEHbl KOpHeoLecMOcoOMaMu, obecneymBas Takum
06pa30M HOPMaJIbHYIO CTPYKTYPY KOXM [4]. Jlunuabl TpaHcnop-
TUPYIOTCA B POTOBOM C/IOW Pa3/IMYHbIMKU MYTAMU NPU yHacTum
crneunduyeckmx 6enKkoB-TpaHcnopTepos [4]. Takke ogHUM K3
BaXKHeMLNX GaKTopoB o6ecneyeHns GyHKLMU KOXKHOro 6apbe-
pa v rmapaTtaumn Koxu asnsetca dunarrpud [4]. Hapywenune
KOXHOro 6apbepa NPUBOAMT K MOBbLILLEHHON TpaHCanuaep-
MajibHOM MOTepe BOAbI, Bbi3blBas 3nuAepMalbHOe BoOcna-
neHune, runepnponudbepaumio U runepkepartos, cnocobCTBys
NMOSIB/IEHUIO U NPOrPECCUPOBAHUIO KOXHOMO NaTonorMyecKoro
npouecca y 60/bHbIX [2, 5.

KnaccuduKkaunsg BpPOXAEHHOrO0 UXTUO3a, MpuHATas
B 2009 r., 0CHOBaHa Ha KIMHWUYECKOW KapTUHE, MOSTEKYNSPHbIX
0COBGEHHOCTAX U MAaTOreHETUYECKUX XapaKTepUcTUKax 3abone-
BaHudA. CornacHo aTon KnaccudbuKauuu, BbIAENSIOT HECUHA-
poMasibHble (FEHETUYECKU MOAUMOPPHbIE U OrpaHUYeHHbIe
NnopaxeHneM Koxu [6]) u cuHapomanbHble GopMbl (MOHO-
reHHble 3aboneBaHus C MYJbTUCUCTEMHBLIMU MPOSABIEHUSA-

M) [1], no TMNy HacneaoBaHUa — X-CUEMNEHHbIA JOMUHAHT-
HbIW, X-CLLEeNNEHHbIN PELECCUBHbBIW, ayTOCOMHO-AOMUHAHTHbIN
M ayTOCOMHO-peLeccuBHbIM (puc. 1). CuHapoMasnbHble GopMbl
MXTMO3a Yalle HacnegytTcs No ayToCOMHO-PELLECCMBHOMY
TUNY U AMarHOCTUPYIOTCS PEXE, YEM HECUHAPOMalbHbIE [6].
Ona dopm BPOMKAEHHOINO MXTMO3a XapaKTepHa BbICO-
Kas BapuabenbHOCTb MO CTEMEHWU TAKECTM M pacnpocTpa-
HEHHOCTU: OT JNIerKMX M PacnpOCTPaHEHHbIX A0 TAXKEeNblX
1 peakux [2]. BynbrapHbin mxtnos (IV; 3gecb n panee —
paclwmndpoBKa aHroA3bI4HOMO HamnMMcaHWs HauMeHoBaHMWSA
6051€3HM NpeacTaBfieHa B NpMMedaHuu K puc. 1) — cambliin
pacnpocTpaHeHHbIM GEHOTUMN BPOXKAEHHOIO MXTMO3a (4acTo-
Ta 1 : 300 ob6uwen nonynsdumu), pexe obHapyxuBaeTcs
RXLI (yactota 1 : 3000 My»K4MH B 06LLEN MONYNSLUK), elle
pexxe — ARCI (Bratoyasa HI, yactota 1 : 100 000 ob6uien
nonynsumm) n KPI (Bkntovas El, yactota 1 : 300000 o6uien
nonynaumun) [2]. PacnpocTpaHEHHOCTb CWUHAPOMAaNbHbIX
MXTMO30B cocTaBnsieT B cpeaHem 1 : 100 000 obuen nony-
NAUMKU, HEKOTOPbIE N3 HUX OYEHb PEfKMNE, HanNpumep, YactoTta
NS B nonynauuu coctasnaseTr 1 : 200 000 obuwen nonyns-
umm [7]. B Poccuitckon ®epepaumm B 2011 . 3aperncrTpmpo-
BaHO 6488 60/bHbIX C BPOXAEHHbIM UXTMO30M (B CpeaHEM
3,9 cnyyasn 6one3Hun Ha 1 000 000 obuiero Hacenenus) [7].
BbICOKOM TeHeTMYeCKOM U KIMHMYECKOW reTeporeH-
HocTbto oTnyaetcs ARCI [8, 9]. OcHoBHas noarpynna ARCI —
UXTMO3 ApneKkuHa, namennspHbli MXTMO3 W BPOXKAEHHas
nxtnosndopmHas aputpogepmus [L0—-12]. KAMHMYECKU OHHM
XapaKTepu3ylTCa LWenyleHneM, rmnepkepato3omM, Bapwva-
6€e/bHOM 3pUTPOAEPMUEN, YACTO — HANMYMEM KONOANEBOMN
MeMOpaHbl MPU POXKAEHWUW, @ TaKKe IKTPOMUOHOM U Kepa-
ToAepmuUen Npu 6onee Taxenbix dopmax. B aton rpynne HI
ABNSEeTCa Haubonee TAXKENOW pPa3HOBMAHOCTbIO 3abose-

Puc. 1. CoBpeMeHHasa KnaccuburKaums BpOXAEHHOro UXTMO3a (cocTaBieHa Ha OCHOBaHMM AaHHbIX U3 [5, 13])
Fig. 1. Modern classification of congenital ichthyosis (prepared according to the data from [5, 13])
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AyTOCOMHO-AOMHHaAHTHbIH TUN (AD)
KID-cuHapom

peLEecCHBHbIN (ayTocomHo-
nxtno3s (RXLI) AOMUHAHTHBIN C HEMOJIHOM
MeHeTPaHTHOCTbIO)
IMneomopHbI KepatuHonarnyeckui nxrnos (KPI)
nxrno3 (Pl) AyTOCOMHO-BOMHHAHTHbBINA TUIN
CamoBoccTaHaBNu- Anuaepmonutuyeckuin nxtnoa (El)
Batowuics [oBEPXHOCTHbIN 3NUAEPMONUTH-
KONNOAWMHDBIN Nnog, 4ecKuit uxtnos (SEI)
(SHCB/SICI) KonbLEBUAHDIIA 3MUAEPMONUTH-
CamoBoccTaHaBu- yecKui uxtnos (AEI)
BaloLMIACs Nranctbin nxtnos Kypra —
aKpasnbHbIi UXTUO3 Maknuna (ICM)
(AcSHCB) JNopuKpuHoBas kepatogepmus (LK)
MxTo3 no tuny BapuabenbHas aputpokeparto-
«KynasibHOro nepmus (EKV)
KocTioma» (BSI) Bpox/aeHHas peTUKynsapHas

UXTUO3UOPMHAs 3PUTPOAEPMHUS
(CRIE)/(IWC)
AyTOCOMHO-peLieCCUBHbIN TUI
AyTOCOMHO-peL,eCcCHBHbIN
anuaepmonuTuyeckuin nxtnos (AREI)
CUHAPOM OTCNanBaloLencs Koxu /
NUAWHI-cMHAPOM Tuna B (PSD)
Anuaepmonutuyeckuin Hesyc (EN)
KLICK-c1uHapom
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A lpumevaHne. AcCSHCB — acral self-healing collodion baby (camoBoccTaHaBnMBatowWmMnCs akpanbHbii UXTHO3); AEI — annular epidermolytic
ichthyosis (KonbLeBUAHbIM anuaepmonuTnieckmin uxtnod); ARC — arthrogryposis — renal dysfunction — cholestasis (cuHapom
apTporpunosa — noyevyHon aucdyHkLumMmK — xonectasa); ARCl — autosomal recessive congenital ichthyosis (ayTocoMHO-peLeccBHbIN
BPOXKAEHHbIN MxTMO3); ARD — adult Refsum disease (knaccuyeckas (B3pocnas) dopma 6onestHn Pedcyma); AREl — autosomal recessive
exfoliative epidermolytic ichthyosis (ayTocoMHO-peLeccuBHbIM aNMAEPMOAUTUYECKMIA MXTUO3); BSI — bathing suit ichthyosis (MxTMo3 no Tuny
«KynanbHoOro Kocttomar); CDS — Chanarin — Dorfman syndrome (cuHapom Yarnaputa — Jopdmana); CEDNIK — cerebral dysgenesis,
neuropathy, ichthyosis, and keratoderma (uepe6panbHas agucreHesus, HemponaTus, UXTMO3 U NaAOHHO-NOAOLWBEHHAA KepaToaepMus);

CHH — Conradi — Hiinermann — Happle syndrome (cungpom KoHpaau — XioHepmara — lannna); CHILD — congenital hemidysplasia with
ichthyosiform erythroderma and limb defects (BpoxaeHHas remmuancnnasuns ¢ MXTMo3MGOPMHOM apUTpoaepMmen n gedbeKktammu
KoHeyHocTel); Cl — congenital ichthyosis (BpoxaeHHbIn nxtno3s); CIE — congenital ichthyosiform erythroderma (BpoxkaeHHas
nxtnosndopmHas aputpogepmus); CRIE — congenital reticular ichthyosiform erythroderma (BpoxaeHHasa peTuKynsipHas MXTMo3nbopmHas
aputpoaepmus); EI — epidermolytic ichthyosis (annaepmonutuyeckuin nxtnos); EKV — erythrokeratodermia variabilis (Bapna6enbHas
aputpokepatoaepmus); EN — epidermolytic nevus (anngepmonutudeckuin Hesyc); HI — Harlequin ichthyosis (cuHgpom Apnekuna); ICM —
ichthyosis Curth — Macklin (vrnucTbin nxtnos Kypta — MaknuHa); IFAP — ichthyosis follicularis, atrichia, and photophobia (ponankynspHbiv
MXTUO3 C aTpuxmen n dotodobuen); IHS — ichthyosis-hypotrichosis syndrome (cMHAPOM UXTHO3a € rMNoTpMxo3om); IPS — ichthyosis prematurity
syndrome (CMHAPOM MXTMO3a HefoHowWweHHOCTK); IV — ichthyosis vulgaris (BynbrapHbiit nxtnoa); IWC — ichthyosis with confetti («uxtnos

¢ KoHbeTTW»); KID — keratitis-ichthyosis-deafness (cuHapom KepaTuta-uxtnosa-rnyxothl); KIDAR-cuHapom — autosomal recessive keratitis-
ichthyosis-deafness syndrome (ayToCOMHO-peLeCcCUBHbIM CUHAPOM KepaTuta-uxtnosa-rnyxotsl); KLICK — keratosis linearis with ichthyosis
congenita and sclerosing keratoderma (1MHeWHbIM KEpPaTo3 C BPOXKAEHHLIM UXTUO30M U CKNEepO3upytoLLen KepaTogepmuen); KPl —
keratinopathic ichthyosis (kepatmHonatTnyeckuit nxtnoa); LI — lamellar ichthyosis (namennspHbi nxtno3s); LK — loricrin keratodermia
(nopukpuHoBas KepaTtogepmust); MEDNIK — mental retardation, enteropathy, deafness, peripheral neuropathy, ichthyosis, and keratoderma
(yMCTBEHHasi OTCTanoCTb, 3HTEPONaTus, ryxoTta, nepudepuyeckas Hemponatus, UXTMo3 n Kepatogepmus); MSD — multiple sulfatase
deficiency (MHOXecTBeHHas cynbdatadHas HegocTaTo4HocTb); NISCH/IHSC (cMHOHMMBI) — neonatal ichthyosis — sclerosing cholangitis /
ichthyosis — hypotrichosis — sclerosing cholangitis (HeoHaTanbHbIM UXTMO3 CO CKIEPOIUPYIOLLUM XONAHTUTOM / MXTUO3 CO CKNEPO3UPYIOLLUM
XONT@HTUTOM M TMNOTPUX030M) (CMHOHMMBI); NS — Netherton syndrome (cuHgpom HeteptoHa); Pl — pleoform ichthyosis (nneomopdHbIn
nxtnog); PLGD — perinatal lethal Gaucher disease, type 2 (6one3Hb lowe, T1n Il (oCTpbIN HEMponaTUYeCcKUin/uHGaHTUIbHbIN), NepUHaTaNbHO-
netanbHas ¢opma); PSD — peeling skin disease (CMHAPOM OTCnanBaloWENCs KOXKW / NUAnHr-cuHapom Tuna B); SEI — superficial
epidermolytic ichthyosis (NOBepXHOCTHbIN annaepmonuTuiecknin nxtnod); SHCB/SICI — self-healing collodion baby / self-improving collodion
ichthyosis (camoBoccTaHaBAMBaloOWMICA KONNOAMMHBIN Nnog); SLS — Sjogren — Larsson syndrome (cuHapom LLerpera — JlapccoHa);

TTD — trichothiodystrophy (Tpuxotnoanctpodus); RXLI — recessive X-linked ichthyosis (X-cLenneHHbI peLeccMBHbIN UXTUO3).

Note. AcSHCB — acral self-healing collodion baby; AEI — annular epidermolytic ichthyosis; ARC — arthrogryposis — renal dysfunction —
cholestasis; ARCI — autosomal recessive congenital ichthyosis; ARD — adult Refsum disease; ARElI — autosomal recessive exfoliative
epidermolytic ichthyosis; BSI — bathing suit ichthyosis; CDS — Chanarin — Dorfman syndrome; CEDNIK — cerebral dysgenesis, neuropathy,
ichthyosis, and keratoderma; CHH — Conradi — Hiinermann — Happle syndrome; CHILD — congenital hemidysplasia with ichthyosiform
erythroderma and limb defects; Cl — congenital ichthyosis; CIE — congenital ichthyosiform erythroderma; CRIE — congenital reticular
ichthyosiform erythroderma; EI — epidermolytic ichthyosis; EKV — erythrokeratodermia variabilis; EN — epidermolytic nevus; HI —
Harlequin ichthyosis; ICM — ichthyosis Curth — Macklin; IFAP — ichthyosis follicularis, atrichia, and photophobia; IHS — ichthyosis-
hypotrichosis syndrome; IPS — ichthyosis prematurity syndrome; IV — ichthyosis vulgaris; INC — ichthyosis with confetti; KID — keratitis-
ichthyosis-deafness; KIDAR-syndrome — autosomal recessive keratitis-ichthyosis-deafness syndrome; KLICK — keratosis linearis with
ichthyosis congenita and sclerosing keratoderma; KPl — keratinopathic ichthyosis; LI — lamellar ichthyosis; LK — loricrin keratodermia;
MEDNIK — mental retardation, enteropathy, deafness, peripheral neuropathy, ichthyosis, and keratoderma; MSD — multiple sulfatase
deficiency; NISCH/IHSC (synonyms) — neonatal ichthyosis — sclerosing cholangitis / ichthyosis — hypotrichosis — sclerosing cholangitis;
NS — Netherton syndrome; Pl — pleoform ichthyosis; PLGD — perinatal lethal Gaucher disease, type 2; PSD — peeling skin disease;

SEIl — superficial epidermolytic ichthyosis; SHCB/SICI — self-healing collodion baby / self-improving collodion ichthyosis; SLS — Sjogren —
Larsson syndrome; TTD — trichothiodystrophy; RXLI — recessive X-linked ichthyosis.
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BaHWSA, HEPELKO C JieTallbHbIM MCXOLOM B HeEOHaTa/ibHOM
nepuoge [1]. NMpu 3TOM y 6ONbHLIX NPOUCXOAUT 3HaYUTENIbHOE
CHUXXEHWE KayecTBa KU3HMU.

Opyraa nogrpynna ARClI — Pl — o6beauHsaeT oTHOCH-
Te/IbHO pefKne U 6osiee NEerkoro TeYeHUS KIUHUYECKUe
deHotunbl — SICI, AcSHCB, BSI [13-15]. OHu xapakTe-
PU3YIOTCH BbIPaXKEHHbIM TMINEPKEPATO30M MPU POXKAEHUU
(KonnogneBas MembpaHa) C NOoCNefyloWwnM 3HaYUTENIbHbIM
CMOHTaHHbLIM YNyYylWlEHWEM B MJIajeHYeCcTBe, YTO MPUBOAUT
K OTHOCMUTE/NILHO JIEFKOMY TEYEHUIO 3a60/1eBaHUSA UK NOJHO-
My camouanedenuto [3, 16]. JaHHbin deHotnn A. Vahlquist
M COaBT. XapaKTepu3yloT KaK COCTOSIHUE, MPU KOTOPOM
y WHOMBWUOYYM@ B TeYEHWE BCEW €ro XW3HU MPOUCXOAAT
M3MEHEHUS KOXHOro MaTo/IorM4eckoro npolecca (cMeHa
ofiHoM dopmbl Ha Apyryio) [2]. C y4eToM BbICOKOW BeposiT-
HOCTU AMHAMMUYECKOrO YNyYLEHUS KOXHbIX MPOSBIAEHUH
60NIe3HM Yy [leTei B paHHEM BO3pacTe HEKOTOPble aBTOpPbI
OTHOCAT K Pl 1 dpopma IPS [17, 18], oaHaKo, Ha Hall B3rnag,
TaKOW MOAXOA OLWMGO0YEH, TaK KaK BHEKOXHbIE NPOSIBIEHUSA
3TOro 3a6osieBaHus, KaK NpaBuio, HegooLeHusatoTes [5).

OTaenbHyto rpynny HeCUHAPOMAaSIbHbIX UXTMO30B COCTaB-
naot KPIl. 3Ta rpynna TakXe KIMHWYEeCKU reTeporeHHa
(BapmaHTbl KIMHUYECKUX GEHOTUMOB — CM. pUc. 1), XxapaK-

TepHbl AedeKTbl reHoB KepaTnHoB KRT1, KRT2 n KRT10,
KOTOpble MPMBOASAT K TeHepann3oBaHHbIM MOPaXKeHUAaM
KOXMU, OT/IMYaloLWmMMCs BO3PaCT-CNELUNDUYHBIM YTONLEHUEM
pPOroBOro c/os, NafoHHO-MOJOWBEHHON KepaToaepMuen,
UXTMO3NPOPMHOW 3pUTPOAEPMMEN, 0OPa3oBaHMEM Ny3bipewn
n runepkepato3om [1, 13]. BonbHble YacTo oTMeYatoT Ypes-
Bbl4aMHO HU3KOE Ka4eCTBO KU3HM.

Moarpynna IV camas pacnpocTpaHeHHas U 4acTo coye-
Taetcs ¢ atonuen [19]. XapaKTepHbIMM CUMMOTOMaMK ABAS-
IOTCS NErkKMn Kcepos, WenylweHue, NagoHHO-MOAOLBEHHas
runepanHenHocTb. BeTpeyaloTes BapmnaHTbl Te4eHus 60nes-
HW C Pa3HOM CTEMEHbIO TAXECTU W KIMHUYECKME OpPMbI
6e3 aTtonuu. Tsxenble Gopmbl 601E€3HN C TaKNUM GEeHOoTU-
NMOM accoLMMPOBaHbl C FETEPO3UTOTHLIMU aNieNsMu reHa
dwunarrpunHa [20].

®dopma BporKaeHHOro nxtno3a RXLI pa3BuBaeTcs TObKO
Y L, MYXXCKOTrO nona. bonbHblie UMEIOT XxapaKTepHbIN BHELU-
HUI BW («rpsidHast Koxkar). Y mauueHTta ¢ Indel-myTaunen
(manble geneuumn + nHcepunn) reHa STS (Kogupyet GepMeHT
ctepounacynbdatasdy) 6bi1 06HAPYKEH YHUKabHbIA «CaMo-
BOCCTaHaBnunBatowmmcs» peHotun RXLI. HekoTopble nerkve
N gaxke Tsaxenble deHotunbl RXLI cnoxHo audpdepeHumnpo-
BaTb oT dopm IV 1 ARCI [8].



K/IMHUKO-TEHETUYMECKHUE BAPUAHTDI

BPOMAEHHOIO UXTUO3A

HecuHngpomanbHble ¢popmbl

BHegpeHWe HOBEWLWMX MONEKYNSAPHbLIX TEXHONOMMM MOo-
3BOJIUNO 3HAYUTENIbHO MNPOABUHYTLCH B U3YyYEHUM Mexa-
HU3MOB pPa3BUTUA TAXENbIX FEHETUYECKUX 3aboneBaHui,
B TOM 4uCNe reHoLepMaTto30B (MOpPaKeHWn KOXKu, 0O6y-
CNOBJ/IEHHbIX FreHeTU4eCKMMK daKkTopamu). TaK, Hanpumep,
B pesy/ibTaTe BHELPEHUA CEKBEHUMPOBAHUA HOBOIO MOKO-
nenna no CaHrepy, a TakXe MOJHO3K30MHOIro M MOJIHO-
FEHOMHOI0 CEeKBEHUPOBaHUSA OblIM MAEHTUOULMPOBAHDI
COTHM HOBbIX NATOreHHbIX BapMaHTOB HYKIEOTUAHbIX MOcne-
foBatenbHocTen B 60onee yeM 50 reHax, acCoUnnMpoBaHHbIX
C BPOXAEHHbIM WMXTMO30M [21, 22]. bubnanoteKka reHos
BPOXAEHHOIO XTUO3a EXerogHo ob6HoBNseTcs. B HegaBHO
3aBepLMBLIEMCH KOFOPTHOM wuccnepoBaHun [22] 6binu
M3y4yeHbl AaHHblE O FeHax W WX MNaToOreHHbIX BapuaHTax
y 1000 60fbHbIX C BPOXAEHHbIM MXTUO30M W YJIEHOB
X ceMben. bbinn onncaHbl 869 BapuaHTOB B 59 reHax,
BK/loYass 266 HOBbIX NMaTOreHHbIX BapuMaHTOB B 32 yxe
M3BECTHbIX reHax u B 9 BrepBble BbiaBAeHHbIX [3]. Takas
MHOIFOYUCNEHHOCTb FEHOB, aCCOLMMPOBAHHbIX C Pa3BUTUEM
3aboneBaHUs, 6e3yciOBHO, CO3JaeT TPYAHOCTU B AMarHoc-
TUKe BPOXAEHHOro UXTno3a. 1o aTon Npu4mnHE XxapaKTepuc-
TUKa reHeTUYeCKMX BapuaLmi 1 acCoLUMMPOBAHHbLIX C HUMMU
KJIMHUYECKUX GEHOTUMOB CTAHOBWUTCH KpamHe BaXKHOM

M aKTyalbHOW Hay4HO-MPaKTUYECKOW 3ajayen COBpPeMeH-
HbIX MccrnegoBaHun. KpaTKasg xapaKTepucTMKa OCHOBHbIX
reHoB, accouuupoBaHHbix ¢ ARCI n gpyrumu HecuHOpo-
ManbHbIMW UXTMO3amu [23, 24], a TaKKe onucaHue mone-
KyNSipHbIX MeXxaHM3MOB 3abosieBaHusa MnpeacTaBieHbl
B Tabn. 1. lNepeyncneHHble MOJIEKYNAPHbIE MEXaHWU3Mbl
NPUBOASAT K CTPYKTYPHO-OYHKLUMOHANbHLIM AedEKTAM KOXK-
HOro 6apbepa, NPOSABAAOWMMCS HapyLWEHUSIMK NPOLLECCOB
CWMHTE3a, TPaHCMOPTUPOBKK, MeTaboNN3Ma NUNUAOB KOXMK
[25], noBbIWEHHOW TpaHcanuaepmanbHOW MOTEpPEN BOAbI,
KOMMEeHcaTopHoM nponudepaumnen poroBoro cnos anuaep-
Muca, AMCOYHKLUMEN KNETOYHOro M ryMopasnbHOro MMMY-
HUTETa, YTO B KOHEYHOM WTOre MPMBOAMT K MOSIBNEHUIO
CMMNTOMOB 60/1I€3HMN U €€ NPOrPeccUpoBaHMIO.
PazHoo6pa3ve reHoB M MOJIEKYNSAPHbIX MEXaHU3MOB,
aCCOLMMPOBAHHbBIX C Pa3BUTMEM BPOXKAEHHOrO MXTMO3a,
onpegenser KIMHUYECKYID FeTeporeHHocTb 60ne3Hu, 4To,
B CBOI oO4epedb, CO3AaeT AMArHOCTUYECKUE TPYAHOCTH.
Mpo6nembl AMarHOCTUKKU TuNKU4YHbl anga rpynnel ARCI, BO3-
MOXHO, MO MPUYUHE BbICOKOW TFEHETUYECKOM reTeporeH-
HOCTM COOTBETCTBYIOWMUX GEHOTMNOB. TaK, U3BECTHO, 4TO
rpynna ARCI npeacrtaBneHa MHOXECTBOM MaTOreHHbIX Bapu-
aHTOB KaK MUHMMYM 14 reHoB [38], 1 3TO NPUTOM, YTO Mpwu-
6nm3utenbHo B 20% cnyd4aeB MonekynsipHaa ocHoBa ARCI
ocTaeTca HeusBecTHoM [25]. Hanbonee pacnpocTpaHeHHble
AedeKTbl B reHax, aCCOLMMPOBAHHbIX C HECUHAPOMabHbIMK

Ta6nuua 1. XapaKTepUCTUKM FEHOB 1 acCCOLMMPOBAHHbBIX MONEKYNAPHBIX MEXaHU3MOB HECUHAPOMANbHbIX MXTMO30B
Table 1. Characteristics of genes and associated molecular mechanisms of hon-syndromic ichthyoses

_ KnuHuueckui
leHbl Kopaupyembiit 6enok KnioueBble MoneKynsipHblie MEXaHU3MbI
deHoTUN
[edeKT reHa NpMBOAMT K HapyLLEHWIO NpoLecca CLUMBaHUS CTPYKTYPHbIX
6enKoB (MHBOMIOKPUHA, NTOPUKPUHA, 6ENKOB, 6OraTbliXx NPOIUHOM)
LI, El, CIE, BSI, .
TGM1 TpaHcrnytamuHasa-1 SICI. AcSHCB B POroBOM cfioe anuaepmuca. ledbeKTHbIM KepaTuH HaKananBaeTcs
’ B LUMTONNa3Me, Hapyllas TeM camblM COOPKY KEPaTUHOBbIX GUIaMeHTOB
W paspyluas KepaTMHOBYIO ceTb [13, 26]
12R-nnnoKkcureHasa [JedeKT reHOB NPUBOAMUT K HApYLLIEHMWIO OKCUTeHaL MK TMHO/IeaTHON
ALOX12B, LI, El, CIE, -
ALOXE3 (12R-LOX), nunokcureHasa-3 BSI, SICI 4acTu LepaMmnoB, HE06X0AMMbIX 4S19 06pa3oBaHMsa MMNUAHON 060N04HKM
(eLOX-3) KopHeouuToB [27]
Benok ABC cBsi3biBaeT 1 ruagponnayet ATP, o6ecrneynBasn TpaHcnopT
NUNUAHBIX MONEKYN rntokosunuepamuaoB (GlcCer) Bo BHeKNeTo4Hoe
ATd-cBA3bIBaOWUM NPOCTPaHCTBO Yepes namennsapHole rpaHynbl (LG) porosoro cnos [28].
ABCA12 KacceTHbl TpaHcnopTep A12 HI, LI, El, CIE | JedeKT B reHe ABCA12 NpuBOAMT K HapyLLEHMWIO TpaHcnopTa AMnuaoB
(ABC) 1 M36bITOYHOMY HaKkonneHuto GlcCer B KneTkax anuaepmuca, U3MeHeHUo
HOPMasibHOro CTPOEHMS NNAcTUHYaTbIX (NaMennspHbIX) rpaHyn
B 3NuaepMoLMUTax 3€pHUCTOro €105, Bbi3blBas runepkepaTos [29-31]
NIPA-nogo6HbIM JOMEH, FATP siBnsieTcst MeM6paHHbIM TPaHCNOPTEPOM IMNNAO0B NOCPEACTBOM
NIPAL4 coeprKalnm TpaHCNOPTHbIN Ll CIE TpaHcnopTta MoHoB Mg2*. [ledeKT reHa NpUBOAUT K HapyLIEeHWIO
6€eNOoK XUPHbIX Kncnot 4 ! TpaHcnopTa v AajibHENLLEro «MPOLECCUHIa» IMMNO0B KOXM.
(FATP4) AHanoruyHyto dyHKUMo BbinonHseT 6enok FATP1 y nnoaa [24]
[edeKT reHa NpUBOAWT K HapYLLIEHWIO TPAHCNOpTa JIMNUA0B, CTPOEHUS
nnacTuHYyaTbix rpaHyn (LG) B annaepmoLumTax rpaHyaspHOro cnos,
SLC27A4 FATP4 CIE, IPS andbepeHUMPOBKM KEPATUHOLMTOB, CHUXKEHUIO aKTUBaLIMK
1 BKJIIOYEHMS CBEPXASTMHHOLLENOYEYHbIX XXUPHbIX KMcnoT (ULCFA)
B anNuaepManbHbI AMNUAHbIV cnow [3, 16]
ToyHas dyHKUMA 6enKka HendBecTHa. [eH PNPLAL nmeet
CXO[CTBO BbICOKOW cTeneHun ¢ reHom PNPLA2, o6nagatoium
Benok 1, cogepxalmmn TPUMULEPUATMAPONA3HON aKTUBHOCTbIO. YHacTBYeT B CUHTE3€E NMNUA0B
PNPLA1 [IOMEH naTtaTuH-Noao6HoM CIE, LI, SICI 1 B X MeTabonname Bo BpeMs GopMUpOBaHUS anuaepmasbHoro 6apbepa
docdonunnasbl (PNPLAL) nnoaa, B npoLeccax KepatuH1M3aLUnm u TepmMuHanbHom auddepeHLMpPoBKU
KepaTUHOUMTOB. [ledeKT B reHe NPUBOAUT K HapyLLEHWIO YKa3aHHbIX
MONEKyNsipHbIX Npoueccos [31, 32]
LIPN Nunaza N LI, CIE HapyweHuve guddepeHUNPOBKU KEPATUHOLUTOB
CERS3 Kepammna-cuHTetasa 3 CERS3 LI, CIE HapylweHnune cuHTe3a aunnuepaMuios U CBA3aHHbIX C 6enKkamu
LepamuaoB, 0CO6EHHO C AMHHOLENoYeYHbIMK dparmeHTamu [33]
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Ta6nuua 1. MNpogonkeHne
Table 1. Continuation

leHbl

Koaupyembiit 6enok

KnuHuyeckuin
deHoTUN

KnioueBble MoONEeKyisipHble MeXaHU3Mbl

CYP4F22

w-MMapoKecrnasa KUpHbIX
KuenoT (nonunentua 2
cemenctBa F), umtoxpom P450

El, CIE, LI SICI

HapyweHue cuHTe3a auunauepaMmmaoBs, AnddepeHLMpoBKU
KepaTMHOLMTOB W NpoLiecca KoXK y nnoaa [25, 32]

KRT1,
KRT2,
KRT10

KepatnH 1, 2, 10

KPI

[eHbl KOAMPYIOT 6eNKK KepaTuHa, KOTopble ABASIOTCS YacTbio LUTocKeneTa
1 o6ecrneynBaloT HOPMasbHYIO CTPYKTYPY U GYHKLMK TKaHen [34].

B anugepmuce KepaTuHoBas ceTb HEOOX0AMMA ANs NoALEPKaHUS
YKECTKOM CTPYKTYpPbl U 06ecrneveHmns yCTONYMBOCTU K MEXaHUYECKUM
Harpy3kam [35]. JedeKT B reHax Bbi3blBaE€T HapyLIeHWe NpaBuUbHON
COOPKU U GYHKLMOHUPOBAHMUS KEPATUHOBBIX MPOMEKYTOUHbIX
dUNamMeHTOB, YTO NPUBOAUT K XPYNKOCTU KOXKM U/UNK TMNepKepaTosy

[edunumnt gaHHoro depmeHTa Bbi3bIBAET OT/IOKEHWE B anuaepmMuce
M36bITOYHOrO KONM4ecTBa xonectepuH-cynbdpata (CSO,), MHrMGMpytoLLero
npoTE0/IM3 KOPHEOAECMOCOM, YTO NPUBOAMT K CIMMNAHUIO KOPHEOLMTOB,

STS Creponacynbdatasa RXLI

MOBbILWEHHOMY CLIENIEHNIO POrOBbIX YELLYEK U PETEHLIMOHHOMY
runepkepartosy ¢ dopmupoBaHneM addeKTa «rPI3HON KOXKM».
TaK)Ke NoBbllaeTCs KOHUEHTPaLUus XonectepuH-cynbdaTa B Kposu [36]

MpodunarrpuH
FLG (NpeawecTBEHHUK [\
dunarrpuHa)

[edeKT B reHe BbI3biBaeT HapyLeHne GopmnpoBaHns
KepaTornanvHoOBbIX TpaHyN B KNETKax 3€PHUCTOro Cnos anvaepmMmuca
1 CBSI3EW NPOMEXKYTOUHbIX KEPaTUHOBbLIX pUIaMeHTOB. 3TO NPUBOAUT
K YMJIOTHEHWIO KEPATUHOBBIX GUIAMEHTOB Y BbICBOGOXKAEHNIO
rMAPOPUIBbHBIX MONIEKYN B KOPHEOLMTaX, U3MeHeHUo pH Koxu [37].
[edeKT reHa FLG accounmnpoBaH ¢ 601ee BbICOKMM PUCKOM Pa3BUTUSA
annepruyeckmx 3abonesaHnn u runepnpoaykumm Ige [37]

lNpumevarnne. AcCSHCB — acral self-healing collodion baby (camoBoccTaHaBAnBaoWMNCH akpanbHbii MxTno3); El — epidermolytic ichthyosis
(annaepmonutuyeckuin nxtno3s); LI — lamellar ichthyosis (namennsipubin nxtno3s); CIE — congenital ichthyosiform erythroderma (BpoxaeHHas
nxtmosmndopmHas aputpogepmus); BSI — bathing suit ichthyosis (MxTMo3 no Tvny «kynanbHoOro Koctiomar); SICI — self-improving collodion
ichthyosis (camoBoccTaHaBnMBatloWmics KonnognnHein nnod); HIl — Harlequin ichthyosis (cuHapom ApnekuHa); IPS — ichthyosis prematurity
syndrome (CMHAPOM MXTMO3a HefoHoweHHOCTH); KPlI — keratinopathic ichthyosis (kepaTnHonaTuyeckumn nxtnos); RXLI — recessive X-linked
ichthyosis (X-cuenneHHbli peueccuBHbIN UXTUO3); IV — ichthyosis vulgaris (BynbrapHbii xtnos). AT® — ageHo3nHTpudocodart.

Note. AcCSHCB — acral self-healing collodion baby; EI — epidermolytic ichthyosis; LI — lamellar ichthyosis; CIE — congenital ichthyosiform
erythroderma; BSI — bathing suit ichthyosis; SICI — self-improving collodion ichthyosis; HI — Harlequin ichthyosis; IPS — ichthyosis prematurity
syndrome; KPI — keratinopathic ichthyosis; RXLI — recessive X-linked ichthyosis; IV — ichthyosis vulgaris. ATP — adenosine triphosphate.

UXTMO3aMMU, Yy BOIbHBIX C Pa3NnYHbIMU GeHOTUMaMK BONE3HM
npeacTaBfeHbl B Tabn. 2.

B psige uccnefoBaHWi BbINOMHEHO OMNUCAHWE KIMHM-
KO-reHEeTUYECKUX XapaKTEPUCTUK BPOXKAEHHOrO MXTMO3a
y MauMeHTOB B pasHbiX 3THWYECKMX rpynnax. Hanpumep,
J. Mohamad v coaBT. [11] u3y4anu koropty 13 91 nauueH-
Ta — apabCKoro NpoUCXOXKAEHUS, APY30B U eBpeeB. bbina
BbliBNieHa 60/1ee BbICOKas pacnpoCTpaHeHHOCTb NaToreHHbIX
BapuaHToB reHoB CYP4F22 n ABCA12 v 6onee HU3Kaa —
TGM1 wn NIPAL4 no cpaBHEHWIO C pacnpefeneHuem aTmx
BapuaHTOB B ApYrux Nonynsauusax. BoablWMHCTBO NaTOreHHbIX
BapuaHToB (89%) B reHe ALOX12B 6binn cBasaHbl ¢ CIE
y NaLMeHToB apabCKoro npoucxoxaeHus. Cpean naumMeHToB
Lpy3cKoro npoucxoxaeHus deHotun LI Bcerga Habnwogancs
B accolMalmMmK ¢ NaToreHHbIMW BapuaHTamu reHa CYP4F22.
Ounctpodus HorTen Gblla OTMeYeHa y 6 nauneHToB ¢ deHo-
Tmnom LI (50%), Tpmuxoanctpodus BoissBneHa B 40% cnyvyaeB
cpeaun nauneHToB ¢ deHoTunamu Kak CIE, Tak 1 LI. Matonorus
Bo/IoC 6bina onucaHa y 83% MauMEHTOB C MOPaKeHWEM
HorTen. B aHamHe3e y 80% nauneHToB C TpuxoaucTpobuen
OTMEeYeHbl Hann4yne KonnoaMeBon MeMopaHbl MpU POXKAEHUU
W YyacTble peunanBupyowmne nHbekunun. Kapmec valle obHa-
PYXMBaNU y NaLUMEeHTOB — HOCUTENEeN NaToreHHbIX Bapw-
aHToB reHoB TGM1 v ALOX12B. 3TOT CMMNTOM CBfi3aH CO
CHUXXEHMEM CEKPELMM CIIOHbI U KCEPOCTOMMUEW, KOTOpble
MOryT 6bITb peaynsTaToM HapylweHus GYHKUWUK TpaHCriyTamu-
Ha3 y nauneHToB ¢ ARCI [28]. [Na3Hble aHOManuu, BKIYas
CYXOCTb a3, HapyweHne 3peHuns, KOHbIOHKTUBUT, Gnedaput
W 3KTPOMMOH, NPUCYTCTBOBA/IN Y NALMEHTOB C NATOrEHHbLIMU

HYKN€eO0TUAHbIMKU BapuaHTamu reHoB CYP4F22, ALOX12B
n ALOXE3. Tsxenble NaJOHHO-NOAOWBEHHbIE MNOPaXKeHUs
OblM y NauueHToB C¢ AedeKTamum B reHax KRT1, ABCA12
n TGM1. Y Bcex 60MbHbIX C NaOHHO-NOAOWBEHHBLIMW NOpa-
EHUAMU OTMEYEHO BbIPaXKEHHOE CHUMXEHME KayeCTBa KU3-
HW, 06YCNOBNEHHOE TPYAHOCTAMM MpU XOAb6e W orpaHuye-
HUAMMW NOBCEAHEBHOW AedaTenbHOCTHM [40].

B nccnenoBaHnmM aHIMMICKOM KOropThbl U3 146 60bHbIX
¢ ARCI natoreHHble HyKNeoTuaHble BapuaHTbl OGHapYKeHbI
y 121 (83%) nauueHTa B cneaylowmx reHax: TGM1 (29%),
NIPAL4 (12%), ABCA12 (12%), ALOX12B (9%), ALOXE3 (7%),
SLC27A4 (5%), CERS3 (3%), CYP4F22 (3%), PNPLAL (2%)
n SDRIOC7 (1%) [24]. OnucaHue 6onbHbix ¢ HI, LI, El v CIE
COOTBETCTBOBA/IO ONMUcaHnio GEHOTUMNOB, NPEeACTaBAEHHbIX
B Tab. 2. BmecTe ¢ TeM OTMEYEHO Hannymne NATHUCTOM 3pU-
TEMbI Npu natoreHHoMm BapuaHTe B reHe NIPAL4, Bbinajge-
HWe BOJIOC, CTOMKUM 3KNabuyM — Mpu U3MEHEHUAX B reHe
ABCA12, apTpuT WauM OrpaHuWyeHus NOABUMKHOCTU CycCTa-
BOB — B reHax TGM1, ABCA12, NIPAL4, OHUXONU3UC —
B reHe SDRIC7, MOHOMOP®HbIE KOPUYHEBbLIE NAACTUHbI —
B reHe CYP4F22 [24]. B apyrux uccnefoBaHUsAX nokasanu,
41O 60JIbHbIE C ABYa/NIENIbHbIMU NATOrEHHLIMU BapuaHTamu
reHa CERS3 Bcerja vmenu Konanoauesylo memOpaHy npwu
POXAEHUUN, IPUTEMY U MENKMUE YELLYMKK Ha ULLE U TYN0BU-
e, 6onee KpynHble KOPUYHEBLIE MIOCKME POMOOBUAHbLIE
YeWyMKN C NIErKoh 3pUTEMON Ha HUMKHUX KOHEYHOCTSX,
a TaKkXe TafjOHHO-NOAOLWBEHHYIO FTMNEPIUHENHOCTb, rMnep-
Kkepato3 [33, 39]. OTnYnTENbHBIMM OCOBEHHOCTAMMU MXTUO3a,
CBSI3@HHOM0 C MaToreHHbIMKM BapuaHTamu B reHe CERS3,



Ta6nuua 2. KNMHUKO-reHeTUYECKNE XapaKTEePUCTUKN HECUHAPOMasIbHbIX MXTUO30B
Table 2. Clinical and genetic characteristics of non-syndromic ichthyoses

KnuHuueckui
deHoTHN

leHbl, accouMmpoBaHHble
C K/IMHN4YECKUM pEeHOTUNOM

XapaKTepUCTUKa KOXHOIro CUHAPOMA U APYrUX BHELWHUX NPU3HAKOB

CIE

NIPAL4, ALOX12B, ALOXE3,
ABCA12, CYP4F22, CERS3,
SLC27A4, CGI-58, PNPLA1,
CCB3, SULT2B1, SDROC7,
CASP14, TGM1, LIPN

Msrkas KonnogveBasi MeM6paHa Npu POXAEHWUH, Yalle reHepann3oBaHHas
3PUTPOAEPMMUS, LeNyLLIEHNE B Buae GefbIX UK CBETI0-CEPbIX TOHKMX
NOBEPXHOCTHbIX YelyeK, 3ya (HaCcTo — BblpaKeHHbIW), TMNOrMapo3 (Yawe
He3HayuTeNbHbIN). XapaKTepHas BapuabeibHOCTb BCEX KIMHUYECKUX
NPOSIBNEHUM U Te4eHUst 601e3HM (0T NEerKoro 4o o4eHb Tsxenoro) [13, 20]

LI

TGM1, NIPAL4, ALOX12B,
ABCA12, ALOXE3, SDROC?7,
CYP4F22, PNPLA1,
CERS3, SULT2B1

KonnoaneBasi MeMbpaHa, yHMBEPCaNbHOE KPYNHOMIACTUHYATOE LWeNyLEHWE,
npeacTaBNeHHOE TEMHO-KOPUYHEBBIMM YeLYIKaMK, TaA0HHO-NOAOLBEHHbIN
rMnepKepaTos, aKTPONUOH, 3KNabuym, py6LIOBas anoneuus, apuTpoaepmms
(HeBblparKeHHas), 4aCTo — rMNOrMAPO3 U CUIIbHbIN 3y[], TEHEHWE OT OHYEHb
nerxkoro go tsenoro [20]

HI

ABCA12

HenoHoOLWEHHOCTb, KonsoaMeBas MeMbpaHa ToncTasi, NaHuMpHas, ¢ rny6oKUMu
nonepeyHbIMU TpeWmrHaMK. TaXKeNbIM IKTPOMNUOH, aKNabuyM, AUCMOPDU3M —
paclumpeHmne Hoca, AedopMaLma yien, CUHEXMU YLIHbIX PaKOBWH, HOTAA
nasnbLEeB HOr, BblpaxeHHas AeCKBamaTUBHas 3pUTPOAEPMUS, TOHKKE Benble
WU TONCTblE NNaCTUHYaTbIE YelyiKu No BceMy Teny NM60 foKanuayolmuecs
Ha KOHEYHOCTSX U/UN Ha NnULLe, TSKENbIA TMNOorMapos, anoneums,
BbIpaXKeHHOe HapylleHne TepMmoperynaumu [29, 38, 39]

SICI

ALOXE3, ALOX12B, CYP4F22,
PNPLA1, TGM1

Konnogunesas mem6paHa Npu poXAEeHUN, CaMOCTOSTENIbHbIN perpecc
1 3HaYUTENbHOE YyYLlEeHUE COCTOSIHWUS KOXM B Nepuoae MnageHyectsa [13].
B ganbHenweM MOXeT COXpaHATbCS flerkoe wenylweHne Koxun [40-42]

BSI

TGM1

Konnoauesasi mem6paHa npu poxaeHun. Koxa 3axkvBaeT NpenmyLLecTBEHHO
Ha KOHEYHOCTSIX, HO He Ha 6ofiee TenbIx y4acTKax Tena (NoagMbleyHas o6nacTb,
cpeaHsas YacTb TyNOBUMLLA), XapaKTepHa IoKann3oBaHHas dopma erkoro
TeyeHus LI unu CIE (pexxe) B BUAE TEMHO-CEPbLIX YELLYEK MO TUMY «KynanbHOro
KocTioMa» [16]. YacTo HabnoaaeTca ce30HHOe 060CTPEHNE (NeTOM) BCNeACTBUE
MMEIOLLErocs rMnoruapo3a, KoTopbli NPUBOANT K HApPYLIEHWIO TEPMOperynaumum
(TennooTtgayum) U NPoBOLMPYET rMnepkepaTos [16]

Acral SHCB
(AcSHCB)

TGM1

Konnoavnesasi MeMbpaHa Npu POXKAEHWW NOKaNM30BaHa CTPOro Ha KOHEYHOCTAX
W paccacblBaeTcs B MiageHYecTBe. B fanbHenweM MOryT COXpaHaTbCs Nerkoe
LWenyLlweHne 1 CyxoCTb KOXKM Ha KOHeYHocCTsX [15, 16]

RXLI

STS

CyXOCTb KOXM, KPYMHbl€ MHOIOYrofibHble POMGOBUAHbIE YELUYIMKU, BHELIHWUIA
BUJ, <HEMbITOW KOXW», TMNEPKEPATO3, CYXOCTb M IOMKOCTb BOJIOC, PefiKue
pecHuLbl U 6POBU, aHOMaNUK HOrTel. TaKkKe MOryT 6biTb HapPYLLIEeHWUS Pa3BUTHSA
peyu 1 NoBeLeHUst ayTUCTUHECKOrO CNeKTpa. BHeKOXHas cumnToMaTnka
(Heo6s13aTeIbHAsA) — aHOCMMUS, OQHOCTOPOHHSAS ania3us NoYeK, KPUNTOPXM3M
B 20% cnyyaeB, runoroHaaunam [43]

\%

FLG

DONNUKYNAPHBIA KEPATO3, UXTUO3/KCEPO3, NIerkoe LwesnylweHue, nagoHHo-
NoJoLWBEHHas rMNepInHENHOCTb, aToMuUs, YacToe NPUCOEANHEHNE BTOPUYHOWM
UHOeKUMK [44]

MpumevaHne. AcSHCB — acral self-healing collodion baby (camoBoccTaHaBnMBatoLWMNCs akpanbHbli UXTHO3); LI — lamellar ichthyosis (namen-
napHbIA UXTMO3); CIE — congenital ichthyosiform erythroderma (BpoxkaeHHas nxtnosundopmHas aputpoaepmus); BSI — bathing suit ichthyosis
(MXTMO3 MO TUMNY «KynanbHOro KocTiomar); SICI — self-improving collodion ichthyosis (camoBoccTaHaBNMBaOWWIACA KOANOAWMHBIA NNOA);
HI — Harlequin ichthyosis (cuHapom ApnekuHa); RXLI — recessive X-linked ichthyosis (X-cuenneHHbIn peleccuBHbIM MXTUO3); IV — ichthyosis
vulgaris (BynbrapHbli UXTUO3).

Note. AcCSHCB — acral self-healing collodion baby; LI — lamellar ichthyosis; CIE — congenital ichthyosiform erythroderma; BSI — bathing suit
ichthyosis; SICI — self-improving collodion ichthyosis; HI — Harlequin ichthyosis; RXLI — recessive X-linked ichthyosis; IV — ichthyosis vulgaris.

ABNAIOTCA KepaToTUyecKas nxeHnduKauns ¢ npexaespe-
MEHHbIM CTapeHUeM KOXM, aHrnapo3s, 6e3 aHomannun Boaoc
[38]. Bce nauueHTbl ¢ NaToreHHbIMKM BapuaHTaMu B reHe
CYP4F22 Bcerga poxaanucb ¢ KOM10ANEBON MeEMOPaAHON.
B 60/blIMHCTBE CNyYaeB YellynKu UMenu TEMHO-CepbIn Unu
CBETNIO-KOPUYHEBLIN LIBET. KOXHbIM NOKPOB XapaKTepu3o-
Banca HalM4ynemMm MUHUMASIbHOM 3pUTEMbI C HanboNbluen
BbIPaXEHHOCTbIO B 06nactv cruboB (Wwesd, nax, noambl-
Wwe4yHble BnaguHbl). Mpu 3TOM cnyd4au IKTPOMMOHA WM
3KNnabuyma y 60NbHbIX C U3MeHeHUIMU B reHe CYP4F22
He onucasbl [1].

N3meHeHns B reHe ALOX12B 6onee 4yem B 60% cnyya-
eB accouuupylot ¢ ¢deHotunamm Pl — SICI, AcSHCB, BSI
[13, 42]. Pexe BbisBnsanucb deHotunbl LI ¢ natoreHHbIM
HYK/IeOTUAHbIM BapuaHToM reHa ALOX12B. Takue 60/bHble

Yalle XapaKTepu30BaiUChb IEFTKUMU 3PUTEMATO3HO-CKBaMO3-
HbIMM NMOpPaxeHUAMMU KOXKHOro nokposa. Teyenune CIE ¢ nato-
reHHbIM BapuaHToMm reHa ALOX12B 4acto HeTsxenoe, 4To,
Ha Haw B3rnaj, 3aTpyaHsAeT anddepeHumnanbHylo guarHoc-
TUKY [46]. bonbHble C U3MeHeHUAMU B reHe ALOXE3 Takxke
MMeIoT CXOACTBO C NauneHTamu ¢ fedbektom ALOX12B [45].
BuannenbHble naToreHHble HYKIeOoTUAHbIE BapuaHTbl
B reHe TGM1 qsnsaiotca Haubonee 4vacton npuymnHom Ll
TAXENOro TeveHuns. [ipyrne natoNorMyeckue M3MeHeHUs 3To-
ro reHa moryt Bbi3biBaTh El, BSI, SICI, AcCSHCB u ¢ MeHbluen
BepoaTHocTbio — CIE [12]. AnddepeHunpoBKy GeHOTUNOB
CIE 1 LI ycnoxHSeT NPOMEXYTOUHbIN GeHOoTUN, ANg KOTOporo
XapaKTepHbl Kak Nlerkue, Tak u Taxensle npossneHus CIE
n LI [20]. B HeKoTOpbIX criy4asx y 04HOro 60/ibHOro Gopmbl
W XapaKkTep TeyeHus 3ab0neBaHUs Ha MPOTAXKEHUN HU3HU
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MOTYT MeHATbCS. TaK, B AETCKOM Bo3pacTe 60/1e3Hb MOXeET
npotekatb Kak CIE ¢ npeo6nagaHuem MUXTMO3UDOPMHOM
3pPUTPOAEPMUK, TOFAA KaK B CTapllem Bo3pacTe KIMHWUYeC-
Knin deHoTnn npeobpasyeTtcs B LI ¢ xapaKTepHbIM KPYMnHO-
naactTuHYyaTbiM wWwenyweHuem [20].

MonHasa notepst GyHKUMM reHa ABCAL12 npuBOAUT K TsKe-
non ¢opme mnxtmosza — HI [28, 29], HepeaKOo € NeTanbHbIM
MCXOAOM B MnageH4yecTBe. BmecTe ¢ TeM BbIiBIEHbl NaTo-
reHHble BapuaHTbl reHa ABCA12 ¢ To4yeyHbiMU AedbeKTamu,
KOTOpbl€ accoLMMPOBaHbl C HETKeNbiMU GeHoTUnamMn —
CIE, LI, El. Takum o6bpa3om, naMmeHeHus B reHe ABCA12
MOryT OblTb CBfi3aHbl C Pa3HblIMW BapuaHTaMW Te4YeHus
BPOXAEHHOr0 UXTMO3a, KNMHUYeckuMn deHotunamu ARCI ot
JIEFKON [0 O4Y€eHb TsXKenoun cteneHn Taxectu [30].

Bce 60nbHble ¢ gedpeKtom B reHe PNPLAL poxpaatoTcs
C KONnogueBon MeMO6paHOn U HyKOalTCqd B MHTEHCUBHOWM
Tepanuu B HeoHaTa/lbHOM Mepuofe No NPUYMHE BblpParKeH-
HbIX HapyweHnn GopMmnpoBaHKa anuaepmManbHoro 6apbepa
y nnoga [13]. BbiaBneHo 47 naToreHHbIX HYKNEeOoTUAHbIX
BapunaHToB reHa PNPLA1, ¢ KOTOpbIMW MOTYT GbITb aCCOLU-
nMpoBaHbl pa3Hble peHoTunbl ARCL. B peakmx cnydasx name-
HEHUS B 3TOM reHe 06Hapy»XMBatoT Y 60/bHbIX C GEHOTUNOM
KPI, xoTa paHee cuymTanocb, 4to KPIl BbI3biBAOT TONLKO

Puc. 2. KnMHWKo-reHeTMyecKkume accoumaumm y 6onbHbix ¢ ARCI
(apanTMpoBaHo ¢ U3MeHeHuaMK 13 [13])

Fig. 2. Clinical and genetic associations in patients with ARCI
(adapted with changes from [13])

4

LI
TGM1 HI

NIPAL4 ABCA12
ALOX12B

ALOXE3
CYP4F22

SDR9C7

PNPLA1

BblpaxeHHOCTb LenylweHns 1 runepkeparosa

BbipaxeHHOCTb 3pUTEMBI

lMpumeyvarme. NMonoxeHne, Gopma 1 pa3Mep KPYXKKOB (M1 OBaNoB)
oTpaXkaloT cpegHue ananas3oHbl 3Ha4YeHUIM OLLEHKMN BblPaXXEHHOCTH
(B 6annax) KIMHUYECKUX NPOsiBAEHUA HGOPM BPOXKAEHHOIO MXTMO3a
(aputembl, WenylweHus u runepkepatosa). LI — lamellar ichthyosis
(namennsipHbIn nxTMo3); CIE — congenital ichthyosiform
erythroderma (BpoxaeHHas UXTMO3UPOPMHas apuTpoaepmMuUs);

Pl — pleoform ichthyosis (nneomopdHbIn UxTM03); HI — Harlequin
ichthyosis (cuHapom ApnekunHa).

McTouHuK: Vahlquist A. et al., 2018. OpuruHanbHbIM PUCYHOK
pacnpocTpaHaeTcs Mo MexayHapoAHOM nuueH3un Creative
Commons Attribution-NonCommercial 4.0
(http://creativecommons.org/licenses/by-nc/4.0/).

Note. The position, shape, and size of the circles (or ovals) reflect
average values ranges for manifestations severity (points)

of congenital ichthyosis forms (erythema, peeling, and
hyperkeratosis). LI — lamellar ichthyosis; CIE — congenital
ichthyosiform erythroderma; Pl — pleoform ichthyosis;

HI — Harlequin ichthyosis.

Source: Vahlquist A. et al., 2018. The original image

is distributed under the international license Creative

Commons Attribution-NonCommercial 4.0
(http://creativecommons.org/licenses/by-nc/4.0/).
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n3MeHeHus B reHax KRT1 n KRT10. NHTepecHO, 4TO Bapu-
aHTbl reHa PNPLA1, KoTopble paHee Oblin On1caHbl TOSIbKO
y NaLUMEHTOB B MPAHCKOM NOMNynsaLmMmK, HefaBHO Gblnn BbiSIB-
NeHbl Takxke y nauneHToB ¢ deHoTnnammn ARCI B ucnaHckom
nonynsaumm [32]. BaxKHO oTMeTUTb, 4To reH PNPLA1 vmeet
MOJIEKYNIAPHOE CXOACTBO C reHoMm SLC27A4, Koaupylowum
6enokK FATP4 [17]. MNpu naToreHHbIX UBMEHEHUSX B CTPYKTY-
pe reHa SLC27A4 60nbHble TaKXe pPoXKaatoTCs C HeoHaTaslb-
HbIMW HapylWeHUMU KepaTUHU3aLMK U KOXKHOro 6apbepa,
KONnoamMeBon MembpaHou, B AanbHENLWEM Y HUX GOpMUpY-
etca deHoTmn LI [20].

B pa6oTte Q. Sun 1 coaBT. 6b110 YCTaHOBMEHO HECKObKO
KIMHUYECKMX XapaKTEPUCTUK, CBA3AHHbIX C ONpeaeneHHbIMU
reHoTMnamu BpPOXAEeHHOro mxtuosza [3]. Tak, B n3ydaemomn
rpynne KonnogveBass mMeMbpaHa Yale ob6HapyuBanacb
npu aedekte B reHax TGM1 n ALOX12B [3]. MNMoTeps cayxa,
npo6sembl CO 3pEHMEM, anoneuuss U HENpUATHbIM 3anax
KOXMK Oblnn 6onee pacnpocTpaHeHbl cpeau MNauueHToB
c aedeKtoM reHa TGM1 [23]. 31 pesynbTaThl NOATBEPKAA-
0T ¥ Apyrue nccnegosaHus. B yactHoctn, M. Ennouri 1 coaBT.
noKasasiu, 4To uameHeHus B reHax TGM1, NIPAL4, CYP4F22
M CERS3 accoumnpoBaHbl C KOANOAMEBOW MeMOpaHowm
npyv POXAEHWW WM NafOHHO-NMOAOLWBEHHOM KepaToaepMuen
[13, 23]. MomMmo 3TOro, A4/ HEKOTOPbIX BapMaHTOB reHoB
TGMZ1 v NIPAL4 xapaKTepeH 3KTPOMWOH, ans reHoB TGM1
n CERS3 — 6paavaaktnaus, anga reHa TGM1 — aHomanus
pasBUTUS yLIEKN, anoneumns U CHUXeHue cnyxa [26]. Kpome
TOro, 6bl1K BblaeneHbl reHoTUN-GeHOTUNNYECKME accoLma-
umMn BapmaHToB reHoB ALOX12B wn CYP4F22 c BblpaxeH-
HOWM nuxeHndbuKaumen n GONNUKYNSPHBIM FMNEPKEPaTo30M
M reHa ALOXE3 c¢ BynbrapHbiM MXTUO30M, HanoOMWHaOLWUM
deHotun ARCI [46]. Ha puc. 2 npeacrtaBneHo pacnpege-
fleHWe BbIWEONUCaHHbIX MEHOB C Y4E€TOM BblpaXeHHOCTH
OCHOBHbIX CUMMTOMOB BPOXAEHHOIO MXTMO3a — 3PUTEMDI,
lwenyweHns u runepkepartosa [13]. B uenom npuBeaeHHble
Bbllle AaHHble NO3BONAIOT cAenatb BbiBOA, YTO 3TMONOIM-
yeckas u peHoTunmnyeckasn reteporeHHocTb ARCI npeacras-
NFET CEepPbe3HY0 AMArHOCTMYECKY Npob6iemy, 4TO AMKTYyEeT
Heo6Xx0AMMOCTb COBEPLUEHCTBOBAHUS MMEIOLLMXCS AnarHoc-
TUYECKMX airOPUTMOB.

[pyraa noarpynna HeCUHApPOManbHbIX MXTMO30B KPI,
B otinyme ot ARCI, npeacraBnieHa MeHbLIMM KOIMYECTBOM
reHOB, aCCOLMMPOBAHHbIX C KIMHUYECKUMU dEeHOoTUNamu
[47—-49], HO TaKXKe OTIMYaeTCs BbICOKOW KIIMHUYECKOM reTe-
poreHHocTbio (Tabn. 3, puc. 3).

CuHapomManbHble popmbl

deHOTUNMYECKME MNPOABAEHUS CUHAPOMasbHbIX GOPM
BPOXK/AEHHOI0 MXTMO3a AEMOHCTPUPYIOT NOPaXKEHWE He TOSb-
KO KOXMW, HO M ApYrnx opraHoB. 3TM GOpPMbl TaKKe KIWHU-
YECKM reTeporeHHbl, XapaKTepuaytoTcs MOHOMEHHbIM TUMOM
HacneaoBaHUs, PacnpoCTPaHEHHOCTb HM3Kas. HekoTopble
dOpMbl OTIMYAKOTCA BbICOKOM NETaNbHOCTbI, OCOBEHHO
B HeoHaTanbHOM nepuoae W B MiageHyectBe (Tabn. 4).
CuHapom HeTepToHa OTIMYaEeTCs BbICOKOM FEHETUYECKOM
reTeporeHHoCTbio: onucaHo 6osee 80 naToreHHbIX Bapu-
aHTOB reHa SPINK5, accouMnMpoBaHHbIX C pa3BUTMEM 3TOrO
cuHAapoma. BmecTte ¢ Tem gaxke npu TaKOM MHOroo6pasunu
reHETUYECKMX BapuaHTOB OO0JibHble MMEKT crneundUyHbIn
BHEWHWN BUA, YTO MO3BOASET KAMHMLMCTAM B 6OJbLIWH-
CTBE C/ly4yaeB AMarHocTMpoBaTb GEHOTMN Ha OCHOBaHWKU
CMMNTOMOB UM Tpuxockonuu. [na gpyrux GeHoTMNoB 3TOM
rpynnbl — TTD, IHS n IHSC — xapaKTepHbl TOMKWE BOJIOCHI
(TpmxoaucTpodumsa) n noparKeHne Apyrux opraHoB (HepBHas
cucTeMa, neyvyeHb, KenyHble NPoToKK). MNposaBneHns nxTmosa
MOTFYT ObiTb HEBbIPAXEHHLIMW W MPUBECTU K TPYAHOCTSM
[MarHOCTUKM.



Ta6nuua 3. KNMHUKO-TeHETUYECKUE XapaKTePUCTUKMU KepaTMHOMATUYECKHUX UXTUO30B
Table 3. Clinical and genetic characteristics of keratinopathic ichthyoses

KnuHu4yeckum
¢deHoTUN

TeHbl

KnuHuyecKkasa xapaKrepucTuka

OcHoBHble Tunbl KPI

El

KPT1,
KPT10 (4aue);
TGM1,
ABCA12 (pexe)

ApUTPOAEPMUS, MHOXKECTBEHHbIE NY3bIPW U 3PO3UU, TUNIEPKEPATO3 NPU POXKAEHUN. JTaaOHHO-
NnoJoWBEHHasa KepaTtoaepMus, runepKkepaTtoTuyecKoe reHepanu3oBaHHOE NOPaXKeHNEe KOXM

C NepUoaMYECKM BO3HMKAIOLWMMM NY3bIPSIMU, TMNEPKEPATOTUHECKUMM BSILUIKAMU KENTOBATOro
LiBeTa C YETKUMU rPpaHnLLaMn U HanMYMeM 3pUTEMATO3HOIO BEHYMKa MO nepudepun Ha Koxe

B 061aCTU NafoHEN, NOAOLWB U ThiIbHbIX MOBEPXHOCTEN BCEX MeXbanaHroBbIx CyCTaBOB.

Takke oTMevaeTca gedopMaLms yHbIX PAKOBUH, TMNEPTPUX03, FTMNonaa3uns COCKOB.
Bblpa)KeHHOE CHUMKEHME KaYeCTBa XKU3HU 3a cHeT 601eBbIX OLLYLLEHWUI, 3HAYMMOr0 OrpaHUYeHuns
[IeATeNbHOCTU U HEMPUATHOTO 3anaxa Koxu [49, 50]

SEl

KPT2

Bonee nerknm xapakrep nopaxeHus. YMepeHHbIn anuaepmanbHbli runepkepaTo3 B 06n1actm
crn6oB, 6enecoBaTble YelWyNKN U 3PO03UK Ha TYNIOBULLE U KOHEYHOCTSX, XapaKTepHO obpa3oBaHue
BSAJIbIX Ny3bIPEN U NOSBNEHUE YHACTKOB rMNepKepaToTUYEeCKOn KOXK. Koxka nagoHen, nogows

M N1La, Kak npaBunio, cBo60aHa OT BbiCbiNaHui [51, 52]

BtopocteneHHble Tunbi KPI

AEI

KPT1, KPT10

MepuoanyecKoe passBnUTUe KONbLEBUAHbIX, MOJULIMKIMYECKHX, IPUTEMATOZHO-CKBAMOSHbIX
6AALEK B 061aCTU MPOKCUMMaJIbHbIX OTAENOB KOHEYHOCTEN 1 TynoBuLLa [53]

ICM

KPT1

PacnpocTpaHeHHbI# LWWMNOBUAHBIN UK BEPPYKO3HbLIN rMNepKepaTos, Mopaxatowmnin Koxy
B 06/1aCTV KPYMHbIX CyCTaBOB U TY/IOBULLA, C 1aJOHHO-NOAOLBEHHON KepaTtoaepMuen
nnun 6e3 Hee [54, 55]

AREI

KPT10

XapaKkTepu3ayeTcsi NoSHbIM OTCYTCTBMEM GenKa (KepaTuHa 10). derHoTtun AREI BapbupyeT
OT NIerKMx 4o netasnbHblX Gopm. JTagoOHHO-NOAOLWBEHHbIE MOPaXeHUsa OTCYTCTBYIO [56]

EN

KPT1, KPT10

OrpaHuyeHHble 60posaByaTbie NopaXKeHUs N060ro pa3mepa, NpeacTaBieHHble OAMHOYHO
WM MHOXECTBEHHO, Ha NI060M YHaCTKe KOXHOM0 MOKPOBa, YacTo Nno MHusaM bnaluko,
runepkepaTos no tuny El, TonbKo orpaHuyeHHbIn [57]

CRIE («1xT1103
C KOHDETTU»,
3puUTpOAEPMUS
Bpoka)

KPT1, KPT10

[leckBaMaTMBHas 3pUTPOAEPMUS, NaJJOHHO-NOAOWBEHHANA KepaToaepmus. B paHHem BospacTte
Mo BCEW NOBEPXHOCTU TeNa NOSBASIOTCH MHOMXKECTBO G/iefIHbIX MATEH, MOXOXMX Ha «<KOHDETTM»,
4YUCNIO U pa3mep KOTOPbIX YBEMYMBAIOTCS € C BO3pacToMm [58]

Apyrune ¢popmbi KPI

LK (cuHapom
Kamucbl)

LOR

[eH KoanpyeT TOPUKPUH — OCHOBHOW KOMMOHEHT OPOroBEBLUEN KNETOYHOM 060/I04KH,
y4yacTBYeT B TepMUHaNbHOM AMddEPEHLIMPOBKE anuaepManbHbIX KEPAaTUHOLIUTOB.

LK nposiBnsieTcs TpaHCrpeaAneHTHOM KepaToaepMuen C y3opyHaTon KapTUHOM B BUAE «MYENUHbIX
COT», KOTOpas MPUBOAMUT K aHHYNSAPHOMY NMOPaxKeHUIo NaabLeB pyoLYOWMMUCS NEPETIKKaMU
1 camoamnyTaluuu. HabntogaeTcs nerkas cteneHb reHepann3oBaHHOro UXTMo3a, MHoraa
KONNOAMEBLIN NN0A NPU poxaeHUN. [yxoTa HexapaKTepHa [59]

EKV

GJB3, GJB4

YeTKO o4epyeHHble KepaToTUYECKUE MOPAKEHUS U MUTPUPYIOLLME 3PUTEMATO3HbIE OYaru.
MN3MeHeHuWs1 B CTPYKTYpe reHOB Bbi3biBaOT HapyLLUeHWe nepeHoca 6eNKoB Ha nia3maTuyecKyo
MeMO6paHy, HeraTuBHO BAWSIOT HA KOHHEKCUHbI, YTO MPUBOAUT K aKTUBaLMK QYHKLMOHANbHbIX
KaHanoB 1 rnéenu knetok [60]

PSD

CDSN

[eH KoanpyeT KOPHEOAECMO3UH — [IMKOMPOTENH BHEKIETOYHOM aire3umn, pacrnooXeHHbIN

B leCMOCOMax U KopHeoaecMocoMax. HapyleHune dyHKuuu annaepmanbHoro 6apbepa NpuBoAUT
K 3yZly, BOCMIPUMMYUBOCTU K KOXHbBIM MHOEKLIMSM U BbICOKOMY PUCKY Pa3BUTUSA CEHCUOUIM3ALIMN
K annepreHam BHeLLHeN cpeabl. HacTo coyeTaeTcs ¢ aToNUYecKnM AepMaTuTom (OTMeYaloTcs
NOBbILEHNE KOHLEHTPaLuun obLiero MMMyHornobynmHa knacca E v a3o3nHodunms) [61]

KLICK

POMP

M3MeHeHUs B CTPYKTYPE reHa Bbi3blBalOT CHUMXEHWE KOHLEHTPaLMKU 6e/lKa co3peBaHns
npoTeacoM, YTo NPUBOAUT K MPOTEACOMHOMN HE0CTAaTOYHOCTH B ANddEPEHLIMPYIOLLMXCA
KepaTuHoLMTax. HeocTaTouHOCTb NPOTEAcoM HapyLIaeT KOHEYHYIO AMddEPEHLIMPOBKY
anuaepMuca, NPeAnosoXUTENbHO, BCIEACTBME MOBbILLIEHHOrO CTPECca aHAOMNNa3MaTUYECKOro
PETUKYNYMa, YTO NPUBOAMUT K HapYLIEHWI0 06paboTKu npodunarrpuHa [8]. KnuHuyeckoe
onucaHve npeacTasneHo B Tab. 6

lMpnmevanne. AElI — annular epidermolytic ichthyosis (KonbLeBWAHbBIA 3nuaepMonuTuyeckun mxtmnos); El — epidermolytic ichthyosis
(anunagepmonutuyeckn nxtnos); SEI — superficial epidermolytic ichthyosis (TOBEPXHOCTHbIV annaepMonuTUYeckunin nxtno3s); ICM — ichthyosis
Curth — Macklin (urnuctbin nxtnos Kypta — Maknuna); AREI — autosomal recessive exfoliative epidermolytic ichthyosis (aytocomHo-peuec-
CUBHbIN annaepMonntTuyecknin xtnos); EN — epidermolytic nevus (anngepmonutnyeckuin Heyc); CRIE — congenital reticular ichthyosiform
erythroderma (BpoxaeHHasi peTuKynaspHas nxtmosndopmHas aputpoaepmus); LK — loricrin keratodermia (nopvkpuHoBasi Kepatoaepmus);
EKV — erythrokeratodermia variabilis (BapnabenbHasa aputpokepatogepmus); KLICK — keratosis linearis with ichthyosis congenita and
sclerosing keratoderma (MHENHbIN KepaTo3 ¢ BPOXAEHHbIM UXTMO30M U CKepoaupytowen kepatogepmuen); PSD — peeling skin disease

(cMHApOM OTCNanBatoOWENCs KOXKKU / MUANHI-CUHAPOM Tuna B).

Note. AEI — annular epidermolytic ichthyosis; El — epidermolytic ichthyosis; SEI — superficial epidermolytic ichthyosis; ICM — ichthyosis
Curth — Macklin; AREI — autosomal recessive exfoliative epidermolytic ichthyosis; EN — epidermolytic nevus; CRIE — congenital reticular
ichthyosiform erythroderma; LK — loricrin keratodermia; EKV — erythrokeratodermia variabilis; KLICK — keratosis linearis with ichthyosis
congenita and sclerosing keratoderma; PSD — peeling skin disease.
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Puc. 3. PeHoTnnnyeckoe pa3Hoobpasve BPOKAEHHOIO NXTHO3a
Fig. 3. Phenotypic diversity of congenital ichthyosis

lNpumevanme. A — NS (cuHgpom HeteptoHa); B — CHILD (BpoxaeHHas remmuancnnasuns ¢ MXTMo3ndopmHon aputpoaepmmen u gedbexkramm
KoHeyHocTen; B — TTD (Tpuxotnoamctpodus); I — CRIE (BpoxAeHHas peTUKynspHas MXTMo3ndopmHasa apuTpoaepmus);
[ — El (anuaepmonutnyeckmin uxtmoa); E — konnogmesass MembpaHa, 3KTPOMMOH.

UcTouHuK: MypawkuH H.H., 2021.

Note. A — NS (Netherton syndrome); b — CHILD (congenital hemidysplasia with ichthyosiform erythroderma and limb defects);
B — TTD (trichothiodystrophy); I — CRIE (congenital reticular ichthyosiform erythroderma); [ — El (epidermolytic ichthyosis);

E — collodion membrane, ectropion.
Source: Murashkin N.N., 2021.

Ewe oagHa moarpynna cMHAPOMasbHbIX UXTMO30B — TaK
Ha3blBaeMble HEWPOMUXTUO3bl, GoNblluasg W rereporeHHas
rpynna, KOTopyl OGbeAMHSAIOT He TOMbKO KOXHble Mpo-
ABMIEHUS MXTMO3a@, HO M CUMMTOMbI MOPAXKEHUS LIEHTpasb-
HOW HepBHOM cuctembl (LLHC). HeBponornyeckue cumn-
TOMbl HecneundunyHbl (Tabn. 5). OCHOBHbIMK SBAAKOTCHA
ryxoTa, HapylweHWe 3peHus, CNacTUYHOCTb M/WUAn Cya0pOrH,
3afepKka GU3MYEeCKOro pas3BUTUS, HapylleHWE KOTHUTUB-
HbIX QYHKLUMIN, CHUKEHUE UHTENNEKTa. KOXKHble NposiBNEHUS
BapuabesbHbl U MHOrAa MOryT ObiTb HEBbIPAXKEHHbIMU. 3TO
3aTpyaHsaeT avddepeHUManbHylo AWArHOCTUKY € ApYruMu
3a60n1eBaHNSIMM C MOParKEHNEM HEPBHOM cUcTeMbI. 10 aTon
NPWYUHE A9 NOCTAHOBKM AMarHosa B JaHHOW rpynne Heob-

XOANMbI 0693aTeflbHble MOATBEPXKAaloWwmne 6UOXMMUYECKUE
TEeCTbl /WU rEHETUYECKAs BEPUDUKaLIUS.

[pyrne KAMHUYECKO-TEHETUYECKUE BapuaHTbl CUHAPO-
MaJibHbIX MXTMO30B C NOPaXKEHWEM [PYrnX OpraHoB U CUCTEM
npeacTaBieHbl B Tab. 6.

3AK/TIOYEHUE

BpoKAeHHbIM MXTUO3 XapaKTepusyeTcs 60/blUMM pas-
HOOGpa3neM KIMHWUKO-TEHETUYECKMX BapMaHTOB 6OMIE3HM.
MpenctaBneHHas HaMn 0630pHas MHdOpMaLmMa HeobxoaMMa
KAMHUYECKUM cneunanucTaM Ans OLEHKM CUMNTOMOB 3a60-
NleBaHMs, BHELIHMX MPU3HAKOB, aHAMHECTUYECKUX AaHHbIX
C Le/blo MPUHATUS pelleHns O HanpaBneHWW GONbHbIX Ha



Ta6nuua 4. KnuHUKO-reHeTUYecK1e xapaKTepUCTUKU CUHAPOMabHbIX GOPM BPOXKAEHHOrO MXTUO3a C aHOMaMsiMKU BOSIOC
Table 4. Clinical and genetic characteristics of syndromic forms of congenital ichthyosis with hair abnormalities

Tpraga: BpoXaeHHas uxtmosndopmHas
3PUTPOAEPMUS UK IMHEAPHBIN XTUO3
Koxa v ee (lineariscircumflexa; ILC), aHomanuu
npuaaTkn SPINK5 BOJIOCSIHOIO CTEPIKHSA (6amMByKOBble
(BOnocol), BOJIOCbl), aTOMUYECKUI epMaTyT.
CuHapom (KoanpyeT
aucperynaums KonnoavneBasi MeMbpaHa Npu poXKAEHWH.
o HeTtepToHa WUHIMOUTOP
MMMYHHOM 1:200 000 AP Bbicokas KoHLeHTpauus IgE, 303nHobunms
(Netherton CEePUHOBbIX o
cucTembl nepudepunyeckon Kposu. ipyrue
syndrome; NS) nporeas .
C pa3BuUTHEM LEKTI) aToNUyecKkne 3a60NeBaHNS: aepruyeckui
aTOMUYECKUX PUHWT, BPOHXMaNbHas actMa, NoNTIMHO3,
3ab60/1eBaHNN KpanuBHWLA, aHTMOHEBPOTUYECKME OTEKM.
3yA BblpaKeHHbIN. HacTble nHbEKLMH.
JleTanbHOCTb HEeBbICOKas [62—-64]
TpuxotnmogmcTpodus
(trichothiodystrophy; Konnognesas membpaHa,
TTD), BKnto4aeT B cebs reHepann3oBaHHOE WeNnyLWeHne, TIOMKOCTb
cuHagpomsl IBIDS BOJIOC, OHMXOAMUCTPODUS, HapyLLeHne
ichthyosis, brittle hair, €PTUNBLHOCTU, HU3KOPOCIIOCTb, YacTble
Koxa un ee (. yosIS ) LXR bep P
R — impaired intelligence, ERCC2/ MHbEKLMHK, NOpaXKeHne rMas, yMCTBEHHas
decreased fertility, OTCTaNoCTb NErKOWM UK CPEAHEN CTENEHM
(Bonock!  HorTw), and short stature XPD, TaxecTn, otodobus. MNonspusaLMoHHas
LLIHC, 3agepxKa 1:1 000 000 ERCC3/ AP i )

MXTMO3, TOMKOCTb MUWKPOCKOMUS BOSIOC NOKa3blBaeT
busneckoro BOJIOC, HapyLlleHne XPB, YyepeayloLnecs CBET/ble U TEMHble N0N0Ch!
pa3BuUTHS, , Hapy GTF2HS5, peny ’

WHTENNEeKTa, CHUXKEHUE KOTOpble NpuaatoT Bosocam BUf «xBOCTa
opraH 3peHus TIDN1 o
depTunbHOCTH Turpa» 6onee 4em y 90% naumeHToB
W HU3KKM pocT), Test (MOXeT oTCcyTCTBOBATb A0 3-MECAYHOro
(Tay syndrome) BO3pacTa). Boicokasi netanbHOCTb
1 PIBIDS (IBIDS ¢ ¢oTo- B HEOHaTaNbHOM nepuoje [65, 66]
YYBCTBUTENbHOCTbIO)
Y MnageHueB reHepan3oBaHHbIv
Hepy6LIOBbIN TMNOTPUXO3, FreHepannM3oBaHHoe
Koxka v ee NxTnos Pyou P P .
KpyrnHonnacTMH4yaToe WenyweHue, Yelynku
MPHAATKM € TMnoTpUXo3oMm KOpWYyHeBaToro LBeTa, OTMe4aeTcs OTCyTCTBUE
(BONOCHI U HOT'TH), (ichthyosis- <1:1000000 ST14 AP . '
; ) 6poBeM, pecHuL, CBETOB0A3Hb (He Bceraa).
$epTUnbHOCTD, hypotrichosis .
CHUXeHWe nHTenneKkTa, GepTunbHOCTU, HUSKWUI
WMHTENNEKT syndrome; IHS)
pocT. MoryT 6bITb GEHOTUMNbI € NYLWUCTbIMU
BOJIoOcaMMU. JleTanbHOCTb HEBbICOKas [67]
HeoHaTanbHbIN UXTUO3
Koxka n ee Y HOBOPOXAEHHbIX HabhaloTCs Nerkoe
0 CO CKJ1IEPO3UPYIOLLUM
puaaTku XONGHTATOM LeNyLeHWe KOXK, HeoHaTanbHas KenTyxa
BOJIOCbI ¥ HOTTH), c renatomMeranuew, ppoHTanbHas Unu
M TUMNOTPUXO30M
aHoManuu (ichthposis <1:1000 000 CLDN1 AP ToTasibHag anoneLuns, rMnoTpMxo3 cKanbna,
3y60B M renaro- h otri)c/hosis CKJIEPO3UPYIOLLMIA XONAHTUT, TMMOAOHTHS
6ununapHomn y’;clerosing W runonnasvsa amanu. Beicokasi neTanbHOCTb
cUcTeMbI - BCNeACTBUE NOparKeHUs nevyeHun [68
cholangitis; IHSC) A P [68]

lMpumevaHne. AP — ayToCOMHO-peLeccuBHbIN; LXR — X-peuenTop nevenu; LUHC — LeHTpanbHas HepBHasa cuctema.
Note. AR (AP) — autosomal-recessive; LXR — liver X receptor; CNS (LUHC) — central nervous system.

WHO®OPMHWUPOBAHHOE COIIACHUE

LeneByto MONEKYNAPHYIO AUWarHOCTUKY U reHeTU4eCKOoe KOH-
CynbTUpOBaHue. Pe3ynbTaTbl FreHETUYECKOrO UCCNeLoBaHUS
HeobxoauMMbl NS 3aBEPLIEHUS AMArHOCTUKU MOCPELCTBOM
yyeta accounauuu «reHoTUn-GeHoTUn» U yCTaHOBNEHUSA
OKOHYaTenbHOro avarHosa. [pu oTCyTCTBUM BO3MOXKHOCTU
reHeTMYecKon BepudUKaLuuMM AuarHosa npeacTaBieHHble
B CTaTbe CBELEHWS MOMOryT NPaBW/IbHO OLEHWUTb (eHo-
TUMHUHECKNUE NPOABNEHNA BPOXAEHHOIo MXTUO3a W NpOo-
BE€CTW AMArHOCTMKY Ha OCHOBAHWWU KIMHUYECKWUX AaHHbIX.
3HaHMa 0 MHOroo6pa3nn U reTeporeHHOCTU BPOXKAEHHOIO
MUXTUO3a HeobXo4MMbl AN ONTUMMU3AaLUK, YCOBEPLIEHCTBO-
BaHWS M pa3pabOoTKM HOBbIX TepaneBTUYECKUX CTpaTeruu,
y4UTbIBalOWMUX MONEKYNAPHbIE MEeXaHW3Mbl W NaTOreHe3
3a60neBaHns, YTO B KOHEYHOM MTOre NO3BOMUT YyHLWUTb
NPOrHO3 601e3HM.

OT poautenen nauumeHToB (CM. puc. 3) 6blno nosy4ye-
HO NMUCbMEHHOe WHbOPMUPOBaHHOE 10GPOBOJILHOE COrna-
cue Ha nyb6svMKauuilo U3006parKeHWr nauuMeHToB B Meau-
LIMHCKOM JXypHane, BKAlOYas ero 3/eKTPOHHYI BeEPCUIO
(nata nognucanua: A — 26.05.2021, b — 31.05.2021,
B — 04.02.2020, ' — 29.07.2022, O — 23.08.2022,
E — 19.08.2022).

INFORMED CONSENT

Patient’s parents (Fig. 3) have signed informed voluntary
consent on publication of patients’ images in medical jour-
nal, electronic version included (signed on: A — 26.05.2021,
b — 31.05.2021, B — 04.02.2020, I — 29.07.2022,
[ — 23.08.2022, E — 19.08.2022).
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Ta6auuya 5. KNMHWKO-reHeTUYECKME XapaKTEPUCTUKN HEMPOUXTUO30B
Table 5. Clinical and genetic characteristics of neuro-ichthyoses

Hayano uxtnosa B HeoHaTanbHOM nepuoje. MNopoKu
Pa3BUTUA TONOBHOIO MO3ra, anuierncud, Taxenaa

syndrome; ARC)

u:sfrﬁezaen;:;?ﬂ YMCTBEHHas 0TCTanoCTb, AMCMOPDU3M, BKIIOYAs
HefiponaThs, TAXKENYI0 ?a,qep»(r(y pa3BuTUs, MUKpoLedanuio
YXTHOS 1 NBKOHHO- U IULLEBON IMCMOPDU3M ([TMHHbIE PECHMLbI, MIOCKAs
LUIMPOKas NepeHocHLa, HU3KO NOCaXKEHHbIE YLLIK),
Kora, LHC, ::S:Tuézzgnii 1:3000- 6ny)KaatoLime ABMKEHWS a3 B MNajeH4yecTBe,
nonvMopraHHas (cerebral 1:6000 SNAP29 AP rMNOTOHMSA TynoBULLa, aTpodus 3pMTeanovr0 HepBa,
natonorus dysgenesis, rayxoTa, NCUXOHEBPONOTMYECKHUE PACcCTPONCTBA
neuropathy, BMECTE C KOXHbIMU NOpaXeHWsimu. [eHepanu3oBaHHoe
ichthyosis and MenKonnacTMH4aToe men"yLueHwe (BKNtOYas ML)
keratoderma: ¢ 6osee KpynHbiMu YellyiKamMu, NI1oTHO
CEDNIK) NPUKPENNEHHBIMK Ha NIOKTSX U NSTKax. Jlerkas
NafJOHHO-NOAOLWBEHHas KepaToAepMUs C OTCYTCTBUEM
AepmaTornMdUKK. JleTanbHOCTb 04eHb BbicoKas [69—-71]
AHOManbHOe HaKoNNeHue NMNUAOB, Kanau
BHYTPUKNETOYHOIO KUPa B NENKOLMTaxX (aHOManu1s
[xxopaaHa). NMopaykeHne MHOXKecTBa TKaHewn
(ckeneTHbIX MbllwL, kKocTel, LUIHC, KocTHoro moara,
CiHapom rnela 1 yxa), TAXKeNoe nopaxeHne neyeHn — creartos,
HepoCceHCopHas TYroyxocTb, KaTapakTa, MMonus,
l:(g:zar;bl_ylHC, q;::gﬂ:aa OueHb pearmit ABHD5/ MXTMO3 B BUAE HEGYNNE3HON MXTUO3NPOPMHOM
KOTHATWBHAS (Chanarin — reroTMn CGI-58 AP 3PUTPOAEPMUM U MeﬂKOnﬂaCTMHHaT?I’O MXTWMO3a,
dyHKLUS Dorfman LUCTPOPUYECKME UBMEHEHWUS HOITEN, BONOC 5
syndrome: CDS) (nopeaeHune, nepexkpy4eHHble BONOCHI UK Y310BaTbIv
TPUXOpEKcKc), 3y6oB (rMnonnasus Monspos).
Konnoguesas mem6paHa, MHOTAa CONpoBOXKAaeTCH
[IBYCTOPOHHWM 3KTPOMUOHOM W 3KNabuoHoMm. MHoraa
oTMeYaeTcs MUKpouedanus, 3aaepxKa YMCTBEHHOIO
pas3BuTUS. JleTanbHOCTb BbicOKas [72]
GJB2 (Koan- [nyxoTa MK TyroyxocTb, HeonnacTU4ecKkue
ChHapom DYET KOHHEK- OCJIOXKHEHWS, ToTaNlbHasn anoneufm U1 peaKkue
Koxa v ee KEpATHTA-XTMO3a- CHH 26 — BOJIOChI, B TOM 4uCNe B IOGKOBOI 061aCTH, KepaTwT,
npuaaTku FryxoT! (Keratitis- Penkuin TpaHCMeM- Al HapylleHWe KOTHUTUBHOM GyHKUMK. Havano §
(Bonocwl), LHC, ichthyosis- reHotun GpaHHbIil MXTMO3a B HEOHaTalbHOM nepuq,qe. BopogaByaTbii
opraH cnyxa deafness: KID) GenoK nony- runepKepaTos ¢ TEMHbIMU YellyiMKaMu, KpacHOBaTo-
KaHanos) OpaHeBble ceTyaTble GSALWKN, NagOHHO-
noaoLWwBeHHas KepaToaepmus [73-75]
AyTOCOMHO-
peLeccUBHbIN
CUHAPOM
Koxa, LIHC, MXT:EE:_T;T;X_OTH o § gaqano MXTMO3a B HEOHAaTaNbHOM Nnepuozae.
eKUi pUTPOAEPMUS, TUNEPKEPATO3, MyxoTa,
gg::g: Zgﬁﬁﬂ (?:;ZZZIT :I reHotun AP1 AP CONpOBOXJatoLmecs 3aiePKKON pasBUTUS
. 1 BO3HWKHOBEHMEM KepaTuTa ¢ Bo3pacToM [76—78]
keratitis—
ichthyosis—
deafness
syndrome; KIDAR)
Werpera — [OednLnT MUKPOCOManbHOM KUPHOM anb,qermgnerm,q-
Koxa, BOnoChl, Napccora poreHasbl (FALDH) npMBOAMT K NOAMOPraHHOM
LHC, CHHApOM Peakuit naTonoruu. prau? CMMMNTOMOB: MXTUO3 (KOPUYHEBbLIE
KOTHUTHEHES (Sjogren — eHOTUN ALDH3A2 AP NPUAKMALLIKE YeLIYNKU Ha HUKHUX KOHEYHOCTAX
yHKIAR Larsson 1 }MBOTE), CNacTUYHOCTb U YMCTBEHHAS OTCTaNOCTb.
syndrome; SLS) B03MOXHbl 3aepKKa passmvmv 1 HapylleHWe pocTa
’ BoJioc. [NporHo3 6naronpusaTHbIN [79]
Curinpom BpoXKAeHHbIe KOHTPaKTypbl CyCTaBOB, ANCHYHKLUMS
;(gqmear;bl-,l:g:mm, amsg:gz:g;a - NoYeYHbIX KaHanbLEeB, X0NecTas C HU3KOWM
TaKenan AMOBYHKLMM — AKTUBHOCTbIO raMMa-rnytamunTpaHcdepassbl, LMppo3
sagepKKa xonecTasa OueHb pearmii VPS33B, neyeHu, MXTMo3. JononHUTENbHbIE NPU3HAKM:
Pa3BATHS, (arthrogryposis — eHOTUN VIPAR AP nopoku passutus LUHC, aHomanuu TpoMGoLMTOB,
oOnopHo- renal TaXenas 3a/1epm+fa pas3BUTUS, BO3MOXKHA rgyxma, §
) PELMANBUPYIOLLMIA CENCUC, TMNOTUPEO3, HEDPOTreHHbIN
ABHTaTENIbHAR dysfunctlor_1 B Hecaxaprlz nmnabert. CyxoCTb KOXM, BblparKEHHbIN 3ya,
cucrtema cholestasis

wenyweHue. JletTanbHOCTb 04eHb BbicoKas [80]




Ta6nuua 5. MNMpogomxkexHne
Table 5. Continuation

YMcCTBEHHas
OTCTanocTb,
3HTEponaTus,
rnyxoTa,
Koxka v ee nepudepunyecKkas 0
npuaaTk1 HeBponaTus, oL
PHA P HapyweHue metabonvama meam npuBoanT =
(Bonocsl), LHC, UXTNO3 ., ~
K YMCTBEHHOW OTCTaNnoCTH, ryxoTe, CBETOB0SA3HH, -
opraH cnyxa, 1 Kepatogepmus . N N
Peakunn AP1S1, nepudepuyecKkon HenponaTuu, HapyLLeHUo ¥
CBETO60A3Hb, (mental AP o >
. reHoTun AP1B1 KOFHUTUBHOM GYHKUMK, SHTEponaTum, NaoHHO- |
YKenyao4yHo- retardation, . o
o NoAOWBEHHON KepaToAepMUn, UXTUO3UDOPMHOM N
KULLEYHbIN enteropathy, N
3puTpoaeEpPMUU. JleTanbHOCTb BbicoKas [81] <]
TpaKT, deafness, Q
WMHTENNEKT peripheral »
neuropathy, ©
ichthyosis, and E
keratoderma; a
[
MEDNIK) w
-
[e61oT B BO3pacTe oT 7 Mec u cTaplue. CHUxKeHue E
3KCMNpPeccun NepoKCMcomanbHoOro depmeHTa o
4
NPUBOAMT K NOBLILIEHWUIO KOHLLEHTPALLMUK
Knaccuyeckas PUBOANT X HenTpau . 3
$uUTaHOBOM KMCNOThI B Nna3me. MUrMeHTHbIN
Koxa, LIHC, (B3pocnas) dbopma
. PETUHUT, pa3nnyHble KOMGUHALLMM aHOCMUMU,
cepaeyHo- 6one3Hun Pedcyma Peakunn M
. PHYH, PEX7 AP NOMHENPONAaTUK, CHUKEHKE CllyXa, MyXxoTa, 3
cocyauctas (classic/adult reHoTun
) aTaKCus U UXTUO3 C PaHHEro Uav NoOAPOCTKOBOIO
cuctema Refsum disease;
BO3pacTa, KapauomuonaTtus y B3pocCiblx, 0
CRD/ARD) o
cepaeyHas aputmus. JleTanbHOCTb HEBbICOKas <
(CMepTb MOXET HaCTYMUTb MO NPUYNHE CEPAEYHOWM :
nartonoruu) [82] N
=
[nyxoTa, 3afieprKKa pa3BuUTUS, AMCMOPDU3M, o
Koxa, LIHC MHoxecTBeHHas rMNOTOHUS, IM30COMasibHble HapyLeHUs ~
! ! cynbdartasHas . HaKOMIEeHWs, MHOXKEeCTBEHHas cyNibdaTasHas ﬁ
MYNbTH- Penkuni o
HEeoCTaTO4HOCTb SUMF1 AP HEeLOoCTaTOYHOCTb, NePCUCTUPYIOLAs NIeroYHas &
cUCTEMHOE ; reHoTvn
nopaseHve (multiple sulfatase rMnepTeH3ns HOBOPOXK/IEHHbIX, CYyA0POrH, ~
deficiency; MSD) TeTpannerus, Bucuepomeranus, An30cTo3, MXTMO3. §
JNleTanbHOCTb O4€Hb BbicOKas [83] E
«Konnoanenogo6HbIn» OTEK, AUCMOPOU3IM E;
w
NiMua, MXTMO3, MUKpoLedanus, Makpornocecus,
BonesHb lowe, 4 poued P g =
L renaTocrnieHoMeranus, acumt, PecnmpaTopHbIi =
T1n Il (oCcTpbIn Hen- =]
. [MCTPECC-CUHAPOM, KOHTPaKTYpbl CYyCTaBOB, T
ponatu4yeckuin/ =
Koxa, LIHC, MHGAHTMABHIH) MUOKJIOHYC, pedpaKTepHas TPOMOOLUTONEHUS, ]
MyNbTH- ’ Peakun aHeMmus, NOBbILUEHHbIN YPOBEHb NMEYEeHOYHbIX =
nepuHaTanbHo- GBA AP w
cUCTEMHOE reHoTvn GEPMEHTOB, KENYHbIX KUC/IOT 1 MPSIMOro [
netanbHasa ¢opma )
nopareHue (perinatal lethal 6ununpybuHa, xonecrtaa, nero4yHas runonnasus, o
) BHYTpUYEPENHOE KPOBOU3NHSHNME, e
Gaucher disease; . 3
PLGD) HapyweHus 3. BbICOKMI PUCK CMEPTH )
BO BHYTPUYTPOGHOM M HEOHaTaIbHOM E
nepuopax [84] g
m
Jerkas Konnogueast MembpaHa,
reHepann3oBaHHbIN GONTUKYNAPHBIA KepaTo3
(NEerkum unu Taxenbin), apuTema, anoneums,
o aTpuxus, 6enble TOHKME YellynKu, HenpaBuiibHbI
DONNUKYNAPHBIN -
o POCT HOITew, Taxenas cBeTo6053Hb. BO3MOXHO
MXTUO3 C aTpuxuei .
. pa3sutne cuHapoma BRESHECK: MHOXeECTBEHHbIN
Koxka v ee 1 potodobuen . .
- . BPOXAEHHbIV MOPOK Pa3BUTUS, XapaKTePU3YLOLWMUIACS
npuaaTk1 (ichthyosis
. : <1:1 000000 MBTPS2 XP Hannynem IFAP Hapsay ¢ aHOManusamu ronoBHoro
(BOnochl), follicularis, o .
- MO3ra, YMCTBEHHOM OTCTaNoCTbl0, IKTOAEPMANbHOM
neyenb, LLHC atrichia, and o
photophobia: ovcnnasuven, gebopmMaunamu ckenera,
IFAP) ’ aHOMaNusaMU ylew v ras, aucnnasuven
noyek ¢ unm 6e3 6onesHun mMpnpyHra,
pacuienvHomn Heba UM KpUNTOPXM3MOM.
Bbicokas neTanbHOCTb
B HEOHaTanbHOM nepuoae [85]

lMpnmeyvaHme. AP — ayTOCOMHO-peLeccUBHbIN; Al — ayTOCOMHO-AOMWHAHTHbIN; XP — X-cuenneHHbii peueccuBHbii; LUHC — ueHTpanbHas
HepBHasa cucteMa; 33 — aneKTpoaHuedanorpadpus.

Note. AR (AP) — autosomal-recessive; AD (Al) — autosomal-dominant; XR (XP) — X-linked recessive; CNS (LUHC) — central nervous system;
EEG (33I') — electroencephalography.
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Ta6nuua 6. KIMHUKO-reHEeTUYECKIE XapaKTEPUCTUKKU CUHAPOMasbHbIX GOPM BPOXKAEHHOIO MXTUO3a C MY/IbTUCUCTEMHbBIMK NMOPaXKEHUAMMU
Table 6. Clinical and genetic characteristics of syndromic forms of congenital ichthyosis with multisystem lesions

BoBne4yeHHble KnuHuyeckun peHoTun Tvn Hacne-
leHbl KnuHuuyeckasa xapaKrepuctuka
opraHbl U CUCTEMbI WU CUHAPOM AOBaHUA
KnuHuyeckasa Tpuaga y HeJOHOLEHHbIX:
nepuHatanbHas achuKcus, Tonctole
NnepBOPOAHbIE KAa3e03Hble YellyNKK N0 BCeEMY Teny
1 reHepanusoBaHHas aputema. Bceraa Hanuyve
MHOrOBOAMS C OTAENEHUEM NNOLHbIX 060N04EK
Kowa 1 KEPaATMHOBbIX OCTATKOB (MpUYMHa achUKcum). Takke
’ CuHApPOM MXTHO3a HabnoaloTCsH IpUTEMA U OTEK KOXKM C CEPLE3HBIMU
[blxaTenbHas ; . .
cncTema HeJoHoLWeHHOCTH (ichthyosis SLC27A4 AP BTOPUYHbBIMU OCNTIOXHEHUAMU. Ha GOHE MHTEHCUBHOWM
NP POMICHMM prematurity syndrome; IPS) Tepanuu y MHOMMX AeTen COCTOSIHUE KOXKM BbICTPO
yny4ylaeTcs, NpU3HaKkn 601e3HN perpeccupytotT
[10 nerkoro deHoTMNa MXTo3a B 601ee NO34HEM
nepuoge aetctea [13, 17]. Mo3aHne n3aMeHeHus
KOXMW y leTei — cyxas aTonuyeckas ak3ema c 6onee
NErkuMm MXTMO30M, reHepanM30BaHHbIM KCepos3
¢ bonNuKynapHbIM KepaTo3om [86, 87]
Koxxa, onopHo- BpoxaeHHas remuancnnasmng .
. . OAHOCTOPOHHEE NOpaXKeHne KoOHeYHoCTewn
[ABUraTenbHbIv C UXTNO3MDOPMHOW 3pUTPOAEP- . .
. . N KOXM, UXTMO3UGDOPMHBIN HEBYC (OAHOCTOPOHHWM
annapar, MUen 1 flebeKTaMu KoHevHocTen . .
) . Lo NSDHL X4 BOCMaNWUTENbHbIN), BPOX/AEHHbIV NOPOK cepaua,
cepaeyHo- (congenital hemidysplasia with o
) ) fedeKTbl KOHEYHOCTEN, KOTOPbIE MOTYT BapbupoBaTh
cocyaucras ichthyosiform erythroderma and
. : OT rMnonaa3un Ao areHesnu, ckonnos [88, 89]
cuctema limb defects syndrome; CHILD)
MnonurmeHTauus, donnnkynspHas atpobus n pyéLo-
Bas anoneumns Ha Koxke BOIOCUCTOM YacTu roN0BbI
Kosa 1 ee no MMHUAM Brnawko, UxTno3ndopmHas apuTpoaepPMUs
Npv POXAEHWU, KOTOpas CMOHTaHHO NPOXOAUT
npuaaTku (BONochl), CvHapom KoHpaau —
B Bo3pacTe o0 1 roga [90]. TakKe oTMevatoTcs To4ey-
OrMopHo- XioHepMaHa — lannna -
. : . EBP X4 Hasa XOHAPOAMCNNa3us, HU3KUIW POCT, HEPENHO-NuLe-
ABurartenbHbIn (Conradi — Hinermann —
Bble aHOMannu, aCUMMeTpUYHble AedEKTbl KOHeY-
annapar, Happle syndrome; CHH) .
OpraH SpeHN HOCTEWN, MOPOKM Pa3BUTUA NO3BOHKOB, AUCMNNA3USA
Ta306epeHHOro cyctasa. [MasHble aHoManuu BKIto-
YaloT KaTapaKTy, MUKpOdTanbMuio, MUKPOKOPHea,
rnaykomy u atpoduio ceTHaTKU U 3pUTENBHOrO HepBa
- JTapoHHO-NoAoWBEHHasA KepaToaepMuUs, TMHENHbIE
JINHEWHbIN KepaTo3
runepKepaTtoTMyecKkne 6AALWKN, UXTUO3UDOPMHOE
C BPOXAEHHbIM UXTUO30M
- LenyleHne, KpYroBble CyXKeHWUS BOKPYr NanbLeB
Koxa v ee 1 CKNeposupytoLLen .
o ) C MHOMOYUCNEHHBIMW Nanynamu, IMHEMHO pacnosno-
npuaaTku (BoNochbl), KepaTtoaepmuen (keratosis POMP AP
; NG ) YKEHHbIMU B CKNaKax PyK 1 Ha 3ansacTbsx. OTHocUTCA
ayToBocnanexHve linearis with ichthyosis .
) ) K HegaBHO cOpMUPOBAHHOM rpynne aytoBocnanu-
congenita and sclerosing o .
keratoderma; KLICK) TenbHbIX 3a60N1€BaHUI KepaTuHM3auuu (autoinflam-
’ matory keratinization diseases; AIKD) [91, 92]

lMNpumevarme. AP — ayToCOMHO-peLiecCUBHbIN; X[ — X-cuenneHHblM JOMUHAHTHbIN.

Note. AR (AP) — autosomal-recessive; XD (X) — X-linked dominant.
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Atonn4yeckun pepmatnt (At[]) — MHorogakTopHoe BocrnaauTesibHoe 3abosieBaHMe KOXM, MaToreHeTUYeCKyl OCHOBY
KOTOPOro CoCTaBJIsIlOT AMCOYHKLUMS anuaepmMaibHOro bapbepa, AUCperyasiuns UMMYHHON CUCTEMbI, @ TaKKe yMeHblUeHue
pasHoobpa3nss MUKPOOBUOTbI KOXKM, BO3HMKaKLIME HA POHE FEHETUHYECKOM MNPEeApacrnooXEHHOCTU K pa3BuUTHIO 60JI€3HM.
Y4utbiBasi aTM GaKTopbl, KOXHbINA MOKPOB 60/1bHbIX AT/ TpebyeT NnoCTOSAHHOIo yxoAa M UCroJIb30BaHUsI CpescTB, obajato-
LMX aKTUBHbIMW pereHepaTopHbIMHU CBOMCTBaMM. BKioYeHne B coctaB COBPeMEHHbIX IMOJIEHTOB MPOTUBOBOCAINTE IbHbIX
KOMIMOHEHTOB — cy/ibata YUHKa U CyKkpasibpata — He0b6XoAnMO /151 BOCCTAHOB/IEHUS MUKPOBUOMaA U UMMYHHbIX Mexa-
HM3MOB KOHTPOJISi COCTOSIHUSI KOXKM. B cTaTbe npejctaB/ieHbl JaHHbIe O NaToreHeTU4eCKOM Lies1ecoobpasHOCTU MPUMEHEHUS
U KITMHUYECKOM 3P PEKTUBHOCTU npn AT/ 3MOJIEHTOB, COAEPIKAaLUMX MPOTUBOBOCMAINTE/IbHbIE COEANHEHMS.

KnroyeBble cnoBa: fieTv, aTONMMYECKUI JepMaTuT, aTolMMYeCcKui MapLu, anuaepmalsbHbii 6apbep, Staphylococcus aureus,
POroBO# C/10H, TPAHCKYTaHHasi CeHCUbNIn3aLus
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Atopic dermatitis (AD) is a multifactorial inflammatory skin disease. Its pathogenetic basis is epidermal barrier dysfunction, immune
system dysregulation, as well as skin microbiome diversity decrease that occurs due to genetic predisposition. Considering these
factors, the skin of patients with AD requires constant care and use of medications with active regenerative properties. The inclusion
of anti-inflammatory components in the composition of modern emollients (zinc sulfate and sucralfate) is crucial for restoring the
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Atonuyeckun gepmaTtut (At[) — Haubonee pacnpo-
CTpaHeHHOe MHorodaKTopHOe BocnanutenoHoe 3abonesa-
HUEe KOXMW, nopaxatouwee ao 30% aeten n 10% B3pOCbIX
BO BceM mupe [1]. laToreHeTnyeckylo ocHOBYy 3aboneBa-
HUA COCTaBNAT AUCOYHKUMS anuaepmanbHoro 6apbepa,
Th2-onocpegoBaHHas MMMyHOBOCNanMTeNbHasa peakums
C nocneayoulen runepnpogykumnen IgE, aucbanaHc Bereta-
TUBHOW HEPBHOW CUCTEMbI, @ TaKXe YMeHblUEeHNe pa3Hoo6-
pasua MUKPOGMOTHI [2]. B cBA3K C HapyweHneM byHKLUR
anuaepManbHoro 6apbepa, NPMBOASLMM K MOBbIWEHHON
TPAHCKYTaHHOM CEHCUMOMAN3ALIMM K aHTUreHaM, B psije ciy-
YyaeB BO3MOXHO OpMMUPOBaAHME HE TONbLKO MULEBOW, HO
W anugepManbHOW, KNeweson U T.4. annepruun. lopaxeHus
KOXM ABAAIOTCA NEPBbLIMU B Yepene aTonuyeckux 3abone-
BaHWUN — annepru4yeckoro puH1MTa M 6POHXMaNbHOM aCTMbl,
deHoMeHa, Ha3blBaeMOro «atonuyecku mapu» [3, 4].

BblABMHYTO HECKONbKO rMnoTe3, O6bACHAKOWMX naTo-
dusnonorunio AT, ABe M3 KOTOPbIX SABAAIOTCA Haubonee
npu3HaHHbIMK. lNepBas rmnote3a — pasBuTUE 6OSIE3HKU MO
NPUHUMNY «CHapyXu BHYTpb». [lpeanonaraetcs, 4To Hadvany
60ne3Hu NpeaLwecTByeT yBeMYEHNE NPOHULLGEMOCTU KOXM,
Hanpumep AN BHELIHWX areHToB, annepreHoB Uiu MUKPOOop-
raHu3MoB, Ha GoHe NepBUYHOrO JedeKTa MUMMYHHON cUcTe-
Mbl, YTO NPUBOAMT K dopmupoBaHuio IgE-onocpesoBaHHOM
ceHcnbunusaumm [5]. Btopas runote3a — «CHapyXu BHYTPb
U obpaTHO» — oOnucbiBaeT natoreHe3 AT/ KaK «NOPOYHbIH
Kpyr», B OCHOBE KOTOPOrO IEXUT NEPBUYHbLIN edeKT annaep-
ManbHoro 6apbepa [5]. HapyweHue unn Hanmime gedpeKrTos
CTPYKTYPHbIX 6€1KOB U pEPMEHTHbIX CUCTEM KOXKHOI0 6apbe-
pa NpUBOASAT K TUMUYHBIM UMMYHOTOTMYECKUM U3MEHEHNUSAM
W pa3BUTUIO BOCManeHus ¢ eule 60/blMM HapylleHUEeM
U OMChYHKUMENn anuaepManbHoro 6apbepa (Mo npu4mHe
HapylweHnsa anddepeHUUpPOBKU KepaTUHOUMTOB U CTPYK-
TYPHbIX GENKOB 3anuaepmanbHOro 6apbepa), ycyrybneHuto
KOXXHOr0 MaToNorM4yeckoro npouecca (B pesynbrate 4Yero
NPOWCXOANT aKTUBALMS MMMYHHbIX KNETOK B OTBET KaK Ha
NOBPEXKAEHNE TKAHEN, TaK M Ha MPOXOXKAEHME annepreHos
yepes3 U3MEHEHHbIN KOXHbIM 6apbep), yBENUYEHMNIO KONNYeE-
CTBa NaToreHHbIX MMKPOOPraHNM3MOB Ha NOBEPXHOCTU KOXKU
60MbHbIX (B OCHOBHOM 3a CYeT BTOPUYHOM KONOHM3aLUK
Staphylococcus aureus) v NOSIBAEHMIO KNaCCUYECKOro CUMI-
ToMa AT/, — 4yBCcTBa 3yaa [6—8].

AnuaepmanbHblil 6apbep COCTOMT M3 TPeX B3auMMOCBS-
3aHHbIX MeXay co60M CTPYKTYp, NOAAEPKMBAIOLMX BHYTPEH-
HWUM roMeocTa3 U CEIEKTUBHbIN TPAHCNOPT BELWECTB, a TaKKe
dopMUpyIOLLMX 3aLUUTHYIO GYHKLMIO anvaepMuca — noj-
[EepraH1e LIeNIOCTHOCTU KOXKHOIo MOKPOBa M aHTUMMKPOOG-
HOWM 3aWwmTbl. K 3TUM CTPYKTypam OTHOCSTCS POroBOWM C/IOW,
NJIOTHblEe KOHTaKTbl, UK TJs-6apbep (tight junctions barrier),
M UMMYHONOIMYEeCKM 6apbep, NpeacTaBnstowmnin cobon Kie-
TOYHYlO ceTb JlaHrepraHca [9]. HapyweHue LenocTHOCTH
M0G0 U3 3TUX CTPYKTYP CBA3AHO HE TONIbKO C MEXaHU3MaMu
natoreHesa At/l, HO 1 ¢ GOPMHUPOBAHUEM LPYruX annepruye-
CKMX 3aboNneBaHuii B pesy/nbraTe pa3BUTUS TPaAHCKyTaHHOM
ceHcubunmnzaumn. Bmecte ¢ TeM C BbICOKMM PUCKOM pas-
BUTUS AT/l accouMmMpoBaHbl HEKOTOpblIE BapWaHTbl FEHOB,
KOAMPYIOLMX MOJIEKYbl CUTHasbHbIX MyTEW LIMTOKUHOB
T-xennepos BTOporo tvna (Th2), uHtepnenknHos (IL), STAT
(signal transducer and activator of transcription — npeo6-
pasoBaTtenb CUrHana W akTuBaTop TpaHckpunuuu), TSLP
(thymic stromal lymphopoietin — TUMYCHbIM CTpOMasbHbI1
numoonoatuH), IRF2 (interferon regulatory factor 2 — pery-
NATOPHbIN paKTop MHTepdepoHa 2), TLR2 (toll-like recep-

tor 2 — toll-nogo6HbIV peuenTtop 2) U FceRI (BbicokoadPUH-
Hble Fce-peuenTtopsl IgE TMNa l) [3, 9, 10].

MMMyHONIorn4yeckme MexaHuambl natoreHesa AT/ npo-
agnsoTes ancbanaHcom T-kneTtok (Thi, Th2, Thl7 w Treg)
aAanTMBHOIo 3BEHa MMMYHUTETa. B ocTpyto cTagmto 601e3HU
avcbanaHc NPoOMCXoAMT 3a CYET cBWra MMMYHHOro OTBe-
Ta NPEUMYLLECTBEHHO B CTOPOHY Th2-myTwn, 4TO MpPMBOAUT
K CUHTE3Y M BbICBOOOXAEHMIO NpoBOCHanuTeNbHbIX IL-4, -5,
-13, -22, -31 un -33, KOTOpble, B CBOK 04epenb, BeayT
K yBENMYeHWio nNpoayKumnun IgE 1 nogaBneHuto co3peBaHus
n anddepeHumpoBkn Thil-knetok [11]. B cBow ouepenb,
yBeNnM4yeHne KOHUEeHTpaLumm obuiero u cneunduyeckoro Ige
HanpsaMylo CBA3aHO C TseNbiM TeyeHneM AT/ U BbICOKUM
PUCKOM BO3HWUKHOBEHUS 060CTpeHuin 6onesHu [12]. Ity
CBfI3b MOXHO OOBSICHUTL TEM, YTO MocC/e B3auMOLENCTBUA
IgE C NOBEPXHOCTHLIMU peLenTopamMu Ty4YHbIX KIETOK M 6a30-
GunoB NpomucxoauT BbICBOOOXKAEHWE KIOYEBbLIX MPOBOC-
nanuTenbHbIX UMTOKKMHOB (IL-4, -5, -13) n apyrux meauaro-
pOB BOCMNaneHus, ycunueatotcs nponndepauus n Murpaums
OCHOBHbIX MMMYHHbIX K/JETOK, Y4acTBYKOWMX B Pa3BUTUU
AT/ [13]. B XpOHMYECKYIO CTafMi0 NaToN0rM4eCcKoro npoLec-
ca npu AT/l HabntogaeTcs NoCTENEHHbIN Nepexoa UMMYHHOIO
oTBeTa B CTOPOHY Th1-nyTu, YTO NPOABASETCH yBENIUYEHUEM
cybnonynsaumm knetok Th22 1 Th1l7 ogHOBPEMEHHO C coxpa-
HAOLWENCS YCTOMYMBON aKTUBHOCTbIO Th2-nnmdounTtos [14].
BbllweonucaHHble MexaHU3Mbl naToreHesa AT/, No3BonsioT
cfienatb 3aK/o4eHe 0 TOM, HYTO pa3BUTHE 6OSTIE3HN 3aBUCUT
He TONbKO OT COCTOSIHUA anuaepMasibHoro 6apbepa, Ho 1 oT
6anaHca Th1l/Th2-mMexaHM3MOB WMMMYHHOrO OTBETa oOpra-
HM3Ma. HapylweHusa n aucdyHKUMa annaepmanbHoro 6apbe-
pa — BCNeacTBME pasHbIX MPUYKUH, B COBOKYNHOCTHU C HEGNa-
ronpuaTHBIMW YCNOBUSIMW BHELLHEW cpefbl U BHYTPEHHUMM
daKTOopamu opraHM3ama — Crnoco6CTBYIOT BbipaboTKe Kepa-
TUHOLUMTAMU LMTOKUHOB U XEMOKMHOB (IL-1B, -1a, -25, -33,
MDC (macrophage-derived chemokine — makpodarasbHbl
xeMoKuH), CCL17 (CC chemokine ligand — nuraHg XeMOK#u-
Ha noacemenctBa CC), CCL22, TNFa (tumor necrosis factor
alpha — dakTop Hekpo3a onyxonu anbda), TSLP), KoTopble,
B CBOI o4epeb, MHULMKUPYIOT Th2-UMMYHHbIN OTBET, y4acT-
BYIOT B aKTMBaLuKn 6a30PpUIOB U JEHAPUTHBIX KIETOK, a TaK-
K€ BbI3blBatoT aKcnpeccuio nuraHga OX40L Ha NOBEPXHOCTH
nocnefHux [15].

Y 60nbHbIx AT[, Habnojaetca KpaTHOE YMEHblUeHue
pa3Hoo6pa3nsg MUKpPOOMOMA KOXM, CBA3AHHOE C YyBEU-
YeHMEeM KOJNIOHM3auuMm Ku npeobnajaHnem naToreHHoro
Staphylococcus aureus Hag KOMMeEHCaNbHbIMW MUKpOOpra-
HM3MaMW, BXOASAWNMU B COCTaB HOPManbHOU MUKPODIOPHI
(Hanpumep, S. epidermidis n S. cohnii) [16, 17]. 310 npuBo-
[UT K 6onee TSKeNoMy, PE3UCTEHTHOMY TedeHuto AT/, YacTbiM
060CTPEHUAM BONE3HU, a TaKKE BbICOKOMY PUCKY pa3BuUTUS
annepru4yeckmux 3aboneBaHWn B AalibHEWLeM, MOCKONbKY
S. aureus y4acTByeT B aBTOHOMHOW OT T-KNIETOK aKTuBaLuu
B-numdoumnToB, aKkcnpeccupyeT pasnnyHble daKTopbl nato-
reHHOCTH, NoBpeXxAaalolme KepaTuHouuTbl [13], TeM caMbiM
3anycKkas CUMHTE3 MNPOBOCMANUTENbHbIX LUTOKWMHOB (B TOM
yucne TSLP), nHayumpylowmnx amdpdepeHLnpoBKY HaMBHbIX
CD4* Th-knetok (ThO) B cTopoHy Th2-nuMdOoLUTOB, a TaKkke
CTUMYNUPYET BbIpabOoTKY chneunduyeckunx IgE n gerpaHyns-
LUMIO Ty4HbIX KneToK [13]. OKcnpeccua S. aureus 60NblUO-
ro KonunyectBa GaKTepualibHbIX JIMMNONPOTEUAOB M Ccynep-
aHTUIEeHOB TOJIbKO YCUAMBAaET BOCMNalMUTENbHbIM MNPOLECC
B Koxe [17-19]. MNomumo aToro, onpedeneHHble WTam-
Mbl S. aureus NpoOAyUMPYIOT TaKuMe CynepaHTUreHbl, Kak
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cTapUNOKOKKOBbIE 3HTEPOTOKCUHbI A/B/C (Staphylococcal
enterotoxin A/B/C — SEA/SEB/SEC), TOKCUH cuHApOMa
TOKCcHYecKoro Lwoka (toxic shock syndrome toxin; TSST-1),
KOTOpble BbI3bIBAIOT M YCUNNBAIOT KOXHbIM 3yAa [19, 20].

K pononHutenbHbliM gedeKkTaM anuaepManbHoro 6apbepa
NpPUBOAWT 3yA0-pacyechiBaTeNbHbIV LMK, B pe3ynbraTe KOTo-
poro o6pa3syloTcs IKCKOPUALIMK U UHbIE NMOBPEKAEHUS KOXK-
HOro MokpoBa. [laHHble U3MeHeHUs GOPMMPYIOT Tak Has3bl-
BaeMble BXOAHbIE BOPOTa A/15 anNfiepreHoB U MHOEKLMOHHbIX
areHToB, elle 6onblie MPOBOUMPYSA BblaeneHne nposocna-
JINTENbHbIX LMUTOKMHOB, CMOCOOCTBYIOWMX Mepexody OCTpo-
BOCMaNUTENbHbIX MEPBUYHBIX M3MEHEHWUW B XPOHUYECKUM
BOCMaNUTENbHbLIN NPOLECC, a TaKXe CTUMYUPYIOWNX U YCU-
NIMBaOLWMX KOXKHbIM 3ya [21]. MMoBpexaeHus anuvaepmanb-
Horo 6apbepa C HapylleHWeM LIeSIOCTHOCTU POroBoro Cos
NPOBOLMPYIOT BbIPabOTKY TaK Ha3blBaeMbIX CUTHaNOB OnacHo-
CcTU B anuaepmuce [22]. Mocne NpoxXorKAeHWs poroBoro cnos
annepreHbl U MOMIEKYbl GAKTEPUIA, TAKME KaK IMnoTenxoeBas
KWCNOTa rpamnosioXUTENbHbIX 6aKTepuin, B3auMOAENCTBYIOT
¢ PAR2 (protease activated receptor 2 — aKTMBUPYEMbIN
npotea3on peuentop 2) v toll-nogobHbiMKM peuenTopammu
Ha KepaTuHOUWTax, BCMEACTBME 4Yero KepaTUHOLMWTbI Mpo-
ayumpytoT TNFa, IL-1 n TSLP [23]. B pe3synbrate akTuBUpY-
l0TCA KNETKM JlaHrepraHca, KOTOpble MPOHUKaT B 061acCTb
TJs-6apbepa, 3axBaTbiBaOT aHTUIMEHbI U MUTPUPYIOT B PETMO-
HapHble MMbaTUYeCcKne y3nbl, NPeACcTaBAAsd aHTUreH HauB-
HbIM ThO-numdouutam, Kotopble anddepeHUnpytoTes npe-
nmylecTBeHHO B Th2-KneTkn (0cobeHHO Ha GpoHEe MMMYHHOWM
ancperynaumn npu Atl) [24]. UMTOKMHbI Th2-KNeToK CTUMynu-
pytoT pocT n anddepeHuMpoBKy B-numdpountos 1 dopmupy-
toT nyn B- 1 T-KNeToK namaTh, a Takxe cnocobCTBYOT nepe-
CTPOMKE UX U3oTuna MmMMyHornobynvHa B IgE. Bonee Toro,
TaKWe LUMTOKUHbI NOAaBASAOT 3KCNPECCUI0 BENKOB KOXHOI0
6apbepa, 4TO Cnoco6CTBYET COXpaHeHWUo gedeKta anuaep-
ManbHoro 6apbepa [25]. Mo mepe co3peBaHus B-numbountsl
anddepeHuMpytoTes B NiadMaTtMyeckne KIETKU U Npoayum-
pyloT 60nblIKe KofMyecTBa asnneprex-crneumdunydeckunx IgE.
duKkcauma nocnefHMx Ha BbICOKOAdDPUHHBIX peuenTopax
FceRI Ty4HbIX KNETOK U 6a30PUNI0B KOXMU, KIETOK KULLEYHMKA,
[ObIXxaTeNbHOW U CepPAEYHO-COCYAUCTON CUCTEM aKTUBUPYET
MX NPW NOBTOPHOM BO3AENCTBWUM anjepreHa, 4To NpuBOAUT
K gerpaHynaumm ad@PeKTopHbIX KNEeTOK C BbICBOGOXKAEHWEM
OMONOrMYECKN aKTUBHbIX MEANATOPOB U NMPOSIBAEHMIO TUMNY-
HOW KIMHWMYECKOM CUMMNTOMATWKK afiepruyeckux 3abone-
BaHWM B 3aBWCMMOCTWM OT 3aTPOHYTbIX OPraHOB M CUCTEM.
CyuTaeTcs, 4TO UMEHHO TaKast YpeCKOXHas ceHCcMbunnaaums
N XpOHUYECKas annepreHHas CTUMyNsauus nNpuBoaaT K pas-
BMTUIO aTONMYeCcKoro mapuwa [26, 27].

YynTbiBas BbICOKMN PUCK pPa3BUTUSA TPAHCKYTAHHOM CEH-
cUbUNIN3aLmm U pas3BUTUA aniepruyeckux 6onesHen B pam-
Kax aTornn4ecKoro maplua y gjeten u B3pocibix ¢ AT/, a Tak-
e C Lenblo BOCCTAHOB/IEHWS 3nuaepmasnbHOro 6apbepa
C pereHepaumen TpeLwmH, paH U 3KCKOpUaLMin He06Xo0AUMbIM
SBNSeTCA NpoBeAeHWe NaToreHeTUYecKow Tepanuu B paH-
HWEe CPOKM OT MOMEHTa Hayana 3aboneBaHUs C MOMOLLbLIO
KOMMNEeKCca yBNaxHaoWmMx cpeacTs. JobaBneHne aMo/IEHTOB
K Tepanuu AT/l NnpMBOAMUT K pereHepaunn 6apbepHon GyHK-
LMK KOXM U, KaK CNeAcCTBUE, K CHUXKEHUIO MPOHMLLaeMOCTH
KOXW ans annepreHoB [28]. OgHMM M3 3MOSIEHTOB € Naro-
reHetTmyeckummn csorictBammn asnsietcsa Cicalfate+ (AVENE
“Pierre Fabre”, ®paHuua) — pereHepatopHoe cpeacTBo
C NPOTUBOBOCNA/NIUTENIbHBIM AENCTBUEM, UMEIOLLEE B CBOEM
CcoCTaBe TaKOW aKTUBHbIM KOMMOHEHT, Kak C-Restore 1%

(C*-Restore™) — HaTypasbHOE MOCTOMOTUYECKOE GMOTEX-
HONIOTMYECKOe COoefMHEeHWe C MPOTMBOBOCNANMUTENbHBIMU
CBOWCTBaMW B OTHOLWEHMU KepaTUHOLMTOB, CHUXKalolee
3KCMPECCHIO MOSIEKYN aAre3nn Ha aHL0TeNanbHbIX KNeTKax,
BbIpaboTKy IL-8 n KonoHu3auuio S. aureus, CTUMynupylouiee
anbdepeHUMPOoBKY KepaTtuHoUMToB [29]. JononHUTENbHbIMK
WHrpeaMeHTaM1 HapyXHOro cpeacTBa ABASIOTCA TaKKe Cyfb-
daT M oKeuMa UMHKa — obnajalolime aHTMGaKTepuanbHON
aKTUBHOCTbIO B OTHOLUEHWU TPAMMONOXKUTENbHbIX U Fpam-
oTpuuaTenbHbiX MWKpoopraHuamoB [30]. baktepuanbHbIn
POCT NoAaBAseTCs B pe3ynbrate NPOXOXKAEHWUS HaHOYaCTUL,
COEAMHEHUN LMHKa Yepes KNIEeTOYHYI0 060/104KY, YTO Bbl3bl-
BaeT Ae30praHmn3aumio Kneto4yHon membpadbl [31]. Meab,
TaKXe ucnonb3yemas B KayecTBe aHTUMUKPOBHOIro KOMMo-
HeHTa B cOCTaBe IMOJIeHTa, CpaBHMMa Mo CBOEMY AEVNCTBUIO
¢ cepebpoM, MOCKONbKY OHa TOXe Cnoco6CcTByeT 06pa3oBa-
HUIO AUCYNbOUAHBIX WKW CyNbPrUapPUNbHBLIX rpynn 6enKoB
B GaKTepuasibHOM KIEeTKe, YTO NPUBOAUT K ee rnbenun [32].
OMONEHTbl JaHHOW NIMHEWNKM NPOLLIN MHOTOYPOBHEBOE KIIN-
HUYECKOEe W3y4yeHWe MEepPeHOCUMOCTU MPU HaAHECEHUU KaK
Ha HOpPMasIbHYIO KOXY, TaK M Ha KOXY C 3KCNepUMEHTalbHO
MHAYLUMPOBAHHbLIM MNOBPEXKAEHWEM NPH YCIOBUSX, Gnaronpu-
ATCTBYIOWMX NOSAB/IEHUIO peaKkuui HenepeHocumocTn [33].
MpoayKUMIO TECTMPOBANM Ha Pa3/IMYHbIX Y4acCTKaX KOXM,
B TOM 4uc/ie Ha 0C060 4YyBCTBUTENbHOM NepuopbuTanbHOM
061acTh, Ha CAM3UCTbIX 060/104Kax U NocneonepaunoHHbIX
pybuax. B pesynbrate O6biM MOAYYEHbl MOMOMKUTENbHbIE
[JaHHble O NepeHOCUMMOCTM 3MONIeHTa KaK Ha 340poBOW
KOXe, TaK M Ha NOBPEXAEHHOM KOXe B aKCNepUMeHTanbHOM
MOAENW MpPW PErynsipHOM MpUMeHeHUU. TakKe 6Gbina AaHa
BbICOKas oLeHKa 3QPEeKTMBHOCTU 3MOJIeHTa Mpu ero npu-
MEHEHUM Ha KOoXe nauueHToB ¢ AT[, — KaK mMnageHues,
TaK M B3pocnbix. Bcero B nporpamMmme KIMHUYECKUX UCChe-
[oBaHWi NpuHAnK yyactme 102 yenoBeka, M3 HUX 65 geten
B Bo3pacTe oT 2 ao 10 net ¢ ceboperHbiM, NepruopasibHbiM
M atonu4yecknm gepmatutom [33]. Takke B uccneaoBaHum
NPUHUMANM yyacTve nauueHTbl ¢ mnocreonepauMoHHbIMU
pybLuamMu 1 nocse KOCMEeTUYEeCKMxX npoueayp (XMMUYecKoro
NUAKHIa, 3NeKTpokoarynaumu, Goto- U nazepotepanuu).
CpefCcTBO MCMNOMb30BanoChb €XeAHEBHO 2 pasa B CyTKU
B TeyeHne 1 mec. bonee 90% nauMeHTOB Bblpas3uin BbICO-
KYlO YAOBNETBOPEHHOCTb pe3y/ibTaTaMn NPUMEHEHUS HaPYHK-
HOr0O KOCMETUYECKOro cpefcTBa, OTMETMB yA06CTBO npume-
HEHWUS, OT/IMYHbIE OPraHoNenTUYEeCKMe U NoTpebuUTeNbCKUE
cBoncTBa. EAMHCTBEHHBIM MPOTMBOMNOKa3aHWEM [N 3MO-
NleHTa ABNAETCH WHAMBMAyanbHask HEMNepPeHOCMMOCTb KOM-
NMOHEHTOB cpeacTBa. B komnnekcHow Tepanuu AT/, conpo-
BOXAABLUErocs 3HaYUTENbHbIMU HapyWeEHUMU GapbepHbIX
CBOWCTB KOXM C MNOSIBJEHWEM MHOMECTBEHHbIX 3KCKOpMWa-
LMK, KCepo3a, BOCMaUTENbHbIX U3MEHEeHWN, UCMONb30Ba-
HWe amoneHTa, cogepxaulero C-Restore 1%, conu meam
M UMHKa, CnocOo6CTBOBANO 3HaYnMoMmy U 6osiee GbiCTpoMy
CHWXXeHWIo nokasaTenen nHgekca SCORAD B 75% cnyyaes.
[onoxuTenbHble U3MEHEHUS NOKa3aTenen AeTCKoro aepma-
TOMIOMMYECKOro MHAEKCA KayecTBa XMU3HW ObliM OTMEYEHbI
y 96% nauumeHTos [15, 16].

3AKJ/IIOYEHUE

M3meHeHnsa KoxHoro 6apbepa npu AT B ocTpyto dasy
BOCMafieHUsl, COMPOBOX/AAIOLWErocsd WMHTEHCUMBHbLIM 3YyAOM,
NPMBOAST K aKTUBHOMY MOBPEXKAEHMIO LLeTOCTHOCTH KOXHO-
ro NoKpoBa. B aTon cBS3M 4acTblo KOMMIEKCHOW HapyXKHOWM
Tepanuun AT/, sBnNsieTcS UCNONb30BaHWE 3MONEHTOB, 06na-



JaloWnX NaToreHeTUYEeCKUMU U TepaneBTUYECKUMU CBOM-
CTBaMW, CNOCOOCTBYIOLMX aKTUBHOW pereHepaLmm noBpex-
JEHHOro anujepmuca. TakKoW WMHHOBaUMOHHbLIA COCTaB
no3BondeT BO3ENCTBOBaTb Ha MaKCUMMallbHOEe YUCIO
3BEHbEeB MnaToreHesa 3ab0/ieBaHus.
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0O60cHoBaHHe. bynnesHbii anuaepmonns KuHanep — opgaHHoe 3aboseBaH1e C ayTOCOMHO-PEeLIECCUMBHbBIM TUITOM HacJie-
Jl0BaHusl; ABNSETCS OAHUM U3 BapuaHTOB BPOMAEHHOro 6y/1e3H0ro anvaepmMmonnsa. s TAKeN0ro TeYeHUs XxapaKTepeH
BbICOKUI PUCK Pa3BUTUSI HEAOCTATOYHOCTHM NMUTaHMs MHOrO(paKTOPHOro reHesa, XpOHMYECKOro BOCnajeHus B CBA3M C peuu-
AUBUPYIOLUMMU BTOPUYHBIMU UHOEKLMAMMU KOXM, @ TaKKe HapyLleHni MeTabo/iM3mMa KOCTHOM TKaHH, YTO MOXET SBJISITbCS
MPUYMHOMN HapyLLeHUH GU3MYECKOro 1 nooBoro pa3sutns y aeter. O4HaKo BaMsHUE 6y/I1IeE3HOI0 anuaepmonn3da KuHanep
Ha QU3n4eCcKoe M oJ10BOE pa3BUTHE NMaLMEHTOB OCTaeTCs Hen3y4eHHbIM. OnMcaHue KIMHNYeCKUX ciy4YaeB. [peacraBieH
CceMeHHbIN caydan 6ynne3Horo anugepmonnsa KnHanep y nauneHtoB 13 n 12 net Tpetein cTeneHn poacTBa no MatepuH-
CKOW JIMHUU (AAA8 — NNEMSHHUK) C TUITMYHBIMW /151 JaHHOIro 3a60/1€BaHUS KIIMHUYECKMMM MPOSBIEHUSAMA. Y 060MX naym-
€HTOB AMarHo3 MoATBEPKAEH CEKBEHMpoBaHMeM 1o CIHrepy v BbisIBJEHUEM UAEHTUYHBIX MaTOreHHbIX BapuaHToOB reHa
FERMT1 (aBe pseneunn B KOMNayHA-retepo3nroTHoOM CoCTosiHMM — ¢.778del, p.Q260Kfs*21 n ¢.1088del, p.L363Wfs*39).
O6HapyKeHbl CHUXKEHHbIEe KOHLIeHTpauum TectoctepoHa M 25(0H)D, To1bKO y cTapluero naymMeHTa — oBbllLUEHHAs KOH-
LeHTpaumsi aapeHOKOPTUKOTPOIHOIro ropMoHa. KoOHUeHTpaLmmu TI0TEMHU3UPYIOLLErO rOPMOHA, GOJITIMKYTIOCTUMYITUPYIOLLENO
ropMoHa 1 3cTpaanona y obomx nauneHToB Oblin B rpesesnax pedepeHCHbIX 3HadyeHui. Y Maaallero nayneHta oTMeqyeHs!
JonybepTaTHble pa3mepbl u 06beM SUYEK. Y 060MX NaymneHToB OTMeYEeHbLl 0COBEHHOCTU ICUXOIMOLMOHA/IbHOrO COCTOSHUS:
HEeyCTOMYNBOE IMOLMOHAIbHOE COCTOSIHUE C BbICTPbIM HapacTaHUEM YPOBHS TPEBOIM y CTaplUero rnauueHTa u TpyAHOCTH
SMOUMOHa/IbHO-BOJIEBOW perynsiuymm — y maajalero. 3akaydeHune. [launeHTsl ¢ 6yn1e3HbIM anuaepmonn3om KuHanep
BBMAY CUCTEMHOIO XPOHUYECKOro NaTo/0rMYECKOro rpoLecca XxapakKTepulyTCs BbICOKUM PUCKOM 3a4ePKKN GU3NYECKOTO
M M0JIOBOro pa3BuTUS, B CBA3M C YEM UM [OJIXKHO ObiTb PEKOMEHAOBAHO AMHaAMUYECKOe HabiojeHne y Bpada-neanartpa
M JETCKOro Bpaya-sHAOKPHUHOIIOra.

Knio4eBbie cnoBa: 6y/1e3HbIN 3nnaepmonnd Kunanep, cnHapom KuHanep, BpOXAEHHbIN GYN1e3HbIN 3NMAEPMOINS, KUHA-
JMH-1, pusnyeckoe pa3sBuTue, MNoJoBoe CoO3peBaHUe

Ana uyntupoBanums: NleoHoa M.A., MypauwkuH H.H., ABopHuKkoB A.C., MNMpoHuHa WU.H0. drn3unyeckoe 1 nonoBoe passutue
POACTBEHHbIX NMALMEHTOB C ByN1e3HbIM anuaepmMonu3om KuHanep: KIMHUYecKue crnydyaun. Bonpockl coBpeMeHHOH neama-
Tpmmn. 2022;21(5):383-390. doi: https://doi.org/10.15690/vsp.v21i5.2454

OBOCHOBAHME

BpoxkaeHHbIM 6ynnesHbin anngepmonns (BB3) — rpyn-
na peaKuXx reHeTM4eckn n GEeHOTUMUYECKU FeTepOoreHHbIX
NOPaXKEHUM KOMM, OCHOBHbIM KIMHUYECKMM MNPOSIBIEHU-
eM KoTopbix fABnsgetcs GopMUpOBaHUE MNy3blper Ha KOXe
WU/VNN CIN3UCTbIX 060/104KaxX Mpu HE3Ha4YnTeNIbHOM GU3KU-
YECKOM W/UNK XMMWYECKOM BO3AEWUCTBUW WX [axKe
CMOHTAHHO BCMEACTBME HapPYLIEHWUS MEXKIETOYHbIX CBS-
3en B anugepmumce U 30He 6azanbHoM MembpaHbl. BB
BK/IOYAET YeTbipe OCHOBHbIX TWMa 3aboneBaHus: Npo-
CTOM O6yNnne3Hblin 3NMAepMonn3, MNOrpaHUYHbIN Bynnes-
Hbl 3NUAEPMONNS, AUCTPOPUYECKUI BYNNE3HbIN anuaep-
MONN3 1 BynnesHbln anuaepmonu3d KuHgnep (B3K) [1].
PacnpoctpaHeHHocTb BB3 BoO MHOrmnx ctpaHax (ABcTpanus,
Hopeerus, KaHapga, Utanusa, Xopsatusa, CLUA) BapbupyeT

B npeaenax ot 9,6 go 11,1 Ha 1 mnH Hacenexus [1]. OaHako
B psAfe CTpaH pacnpoCTPaHEHHOCTb MOXET OblTb 3Hauu-
TENbHO HUXE (Hanpumep, B AnoHun 4,5, PymblHnun — 4,4,
Poccun — 3,6 Ha 1 MAIH HaceneHus) uau, HanpoTuB, Bbille
(Hanpumep, B LWoTtnanamun 49 cnydaeB Ha 1 MAH HaceneHus)
[1, 2]. No nocneaHum AaHHbIM (2015-2019 rr.), B Poccuun
noa HabnwaeHWem Haxoaunucb 6onee 480 nauMeHTOB
¢ BB3, 13 Hux BI3K 6bin gnarHoctmpoBaH y 6 naumeHTos [3].
Mo apyrum aaHHbIM (CLUA), nons 6onbHbix BAK B CTPYKTY-
pe Bcex cnydyaeB BB3 3HauuTenbHo Bbiwe (250 cnyyaes
13 npumepHo 3300 naumeHToB ¢ BBI) [1].

B3K — 3aboneBaHue C ayTOCOMHO-PELLECCUBHbLIM
TMNOM HacnefoBaHUA, XapaKrtepuadyetcd o6pa3oBaHuem
ny3bIpen B aNUAEPMUCE HA Pa3HbIX YPOBHAX U NPOSBASETCS
aKpanbHbIMK Ny3bIPAMU, BblPaXKEHHOW CBETOYYBCTBUTENb-
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HOCTbtO, aTPODUEN KOXKM, NMPOrpeccupyrolen nomnKunoaep-
MUER M CTEHO3MPYIOWMMM NpoLeccamn B ypoOreHUTaabHOM
W }enyaoyHo-KuwevyHom TpaKTtax [4]. B ocHoBe natoreHesa
B3K nexaT natonorvyeckue nameHeHus B reHe FERMTL,
IOKannM3oBaHHOM B Xpomocome 20pl12.3, Koaupylouem
6€enoK NoKanbHOM aare3anu KuHaunH-1 [5]. BonblMHCTBO
naTo/IorMYeckmMx BapuaHToB reHa FERMT1, accounmpoBaH-
HbiX ¢ B3K, oTHocATCA K Hynb-mMyTauusM, B peaynbraTe
KOTOPbIX MPOMCXOAMT MOSHOE NpeKpalleHne 3KCIpeccuu
reHa [6]. lMNpeanonaraetcs, YTO MWCCEHC-MyTaLMW B TeHe
FERMT1 v geneuuun B paMKe CYMTbIBaHMS Bbi3blBalOT 6osiee
NIerkne KIMHUYECKUEe MnposiBfieHns 3aboneBaHus u 6onee
nosgHee pasBUTUE OCNOXKHEHUN [B].

M3BeCTHO, 4YTO y AeTen C XPOHUYECKMMU 3abosieBaHus-
MW 4acToO OTMeYaeTcs 3ajepiKKa MOoSoBOro pas3BuTUS,
COMPOBOXAAOLWaACa COKpalleHUEM MPOAOIKUTENBHOCTHU
M MHTEHCMBHOCTM MNy6epTaTHOro CKayka pocTta W Hapy-
WweHneMm GepTUNbHOCTM He3aBWMCUMMO OT nofa nauueH-
Ta [7]. O cocTosiHUsA NonoBoro pa3sutua y aeten ¢ B63 uns
nccnefoBaHUM NMpakTUYECKU HUYEero He M3BecTHOo. B atom
CBfA3M OblI0 NMPOBEAEHO M3y4yeHWe MOA0BOro pa3BUTUS
OBYX POACTBEHHbIX MNauumeHToB ¢ B3K ¢ nomoulblo Kiu-
HUYECKUX (onpeneneHne ctaguMum MOMOBOrO Pa3BUTUSA MO
WwKane TaHHepa), nabopaTopHbIX (KOHLEHTpaLWUK NtoTEU-
HU3MpylOLWero U GONTUKYIOCTUMYIMPYIOWEro FOPMOHOB,
TECTOCTEPOHA, 3CTPagMona) U MHCTPYMEHTasbHbIX METOAO0B
(ynbTpa3ByKOBOE UcCCnefoBaHMe OpraHoOB MOLLUOHKHM, onpe-
[leneHne KOCTHOro Bo3pacTa C MOMOLbO peHTreHorpadum
KWCTew), onpeaeneHo COOTBETCTBME KasleHJapHOro Bo3pac-
Ta KOCTHOMY W Pa3BUTUIO BTOPUYHbIX NMOIOBbLIX MPU3HAKOB.
C Uenblo MCKIYEHUS COMyTCTBYKOWEN NAaTONOrMK Naum-
€HTaM MpoBeAeHO UccnefoBaHWEe 3HAOKPWUHHOM CUCTEMbI
(KOPTWM30/1, UHCYNUH, NPOSTAKTUH, TUPEOTPOMHbIM FOPMOH, T3,
T4, 170H-nporectepoH, Ar3A-cynbdat, AKTI). Y naumeHToB
OblNIM U3YYeHbl NOKa3aTeNn CaMOOTHOLWEHUS U OCOBEHHOC-
TeN couuann3aumMmM METOAOM MCMXON0ro-neaarormyeckoro

KOHCYNbTMpOBaHus (onpocHuK no C. bam, meToamka «pucy-
HOK yenoBeka» K. Maxosep, TecT [l. Bekcnepa). M3yyeHne
COCTOSAHMS (PU3MYECKOro W MOMIOBOr0 pPas3BUTUS Yy OeTen
¢ BBE3, B Tom uucne b3K, mMoXKeT npeactaBnsTb MHTEpec
4N OpraHu3auMM WHAMBMAYyaNbHOW Tepanuu nauueHToB
C LLeNblo NOBbIWEHUS Ka4YecTBa UX KU3HMU.

KAUHUYECKWUA NPUMEP

O nauueHTax

B otaeneHve peTckon AepmartonorMM OAHOBPEMEHHO
nocTynuaun aBa nauuneHTa, 13 1 12 neT, TpeTen cTeneHun poa-
CTBa MO MaTEePUHCKOM JIMHUK (ASa8 — NAEMSAHHUK) C xaso-
6aMW Ha BbICbiNaHUA Ha CAM3UCTOM O0OOJSIOYKE MOJSIOCTU
pTa, HOCa, KOXe N1La W LLen, TYNOBULLA, BEPXHUX U HUKHMUX
KOHEYHOCTEN, YMEPEHHbIN 3yA, NOBbILWEHHYIO CBETOYYBCTBMU-
TEeNbHOCTb C YCWUNEHWEeM MPU3HAKOB KOXHOro naTtosiornye-
CKOro npouecca npv AnutelbHoM BO3AENCTBUM COSTHEYHbIX
Ny4yen, 3aTpygHeHue npuvema Mnulu B CBSA3M C BONE3HEeH-
HOCTbIO M YacTbiM MOMepxMBaHWEM NpU Mpume TBepaown
MULLK, 3NU30ANYECKM BONIe3HEHHOE MOYenCcnyCcKaHue, 3ano-
pbl U 6ONE3HEHHOCTb NpU AedeKaumu.

NMauuent 1

Manb4uK, Bo3pacT 13 neT, oT 3-h 6epemMeHHOCTH, Npo-
TeKaBlWwen Ha GoHe aHeMWKn, MHoroBoaua M detonnaueH-
TapHOM HeaoCTaTOYHOCTH, POAbl B CPOK, 6€3 OCNOXHEHUN,
Macca Tena npu poxageHnn — 3900 r, poct — 59 cwm.
Mcxoabl 1- M 2-n 6epeMeHHocTen — poabl Ha 37-#
M 39-" Hea COOTBETCTBEHHO, 6€3 OCNOKHEeHWN. KnnHuyec-
Kne nposisneHns b3K npu poxaeHuu n B HacTosiliee Bpe-
Ms 'y cM6COB OTCYTCTBYIOT. [1pn pOXKAEHWKW Y MauMeHTa Ha
KO)Xe 06eunx CToMn M rosieHen umenncb nysbipu. MNpu BCKpbI-
TMKM Ny3blper 06pa30BbIBAINCL A/IUTENbHO He3axuBato-
wme aposun. AunarHoctupoBaH BB3. lNposBoannacb cumn-
TomMaTM4ecKas Tepanus, BK/OYaloLWas BCKPbITUE My3blpen
CTEPWUSIbHOM UrNoK € nocneayrouen o6paboTKON MOACYLIN-
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Physical Development and Puberty in Related Patients
with Kindler Epidermolysis Bullosa: Case Study

Background. Kindler epidermolysis bullosa is orphan, autosomal recessive disease and it is one of the variants of congenital
epidermolysis bullosa. Its severe course is characterized by high risk of multifactorial malnutrition, chronic inflammation due to recurrent
secondary skin infections, and also bone metabolism disorders, what can lead to disorders in physical development and puberty in
children. However, the effect of Kindler epidermolysis bullosa on patients’ physical development and puberty remains unexplored.
Clinical case description. Family case of Kindler epidermolysis bullosa was presented in 13 and 12 years old patients, third degree of
kinship (maternal, uncle — nephew) with typical clinical manifestations for this disease. The diagnosis was confirmed in both patients
via Sanger sequencing and revealing identical pathogenic variants in the FERMT1 gene (two deletions in the compound-heterozygous
state — c.778del, p.Q260Kfs*21 and c¢.1088del, p. L363Wfs*39). Reduced concentrations of testosterone and 25(0H)D
were revealed, whereas, increased concentration of adrenocorticotropic hormone — only in the older patient. The concentrations of
luteinizing hormone, follicle-stimulating hormone and estradiol in both patients were within the reference values. The younger patient
had prepubertal sizes and volume of testicles. Both patients had specific features of psychoemotional state: mood swing with rapid
increase in anxiety level in the older patient and difficulties in emotional-volitional regulation in younger one. Conclusion. Patients with
Kindler epidermolysis bullosa have high risk of physical development and puberty delay due to its systemic chronic pathological process.
Thus, these patients require dynamic follow-up by pediatrician and pediatric endocrinologist.
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BaloOWMMK CPeacTBaMM Ha OCHOBE LMHKA; aHTUCenTuye-
CKMe, aHTMGaKTepualbHble, PereHepupyloWwmne HapyKHble
cpeacTBa — MO NOKas3aHWSAM, 3MOJIEHTbl Ha BECb KOX-
HbI MOKPOB; HeaaresvnBHblE NEPEBA30YHbIE MaTepUanbl —
B 3aBMCMMOCTM OT XapaKTepa paH v CTaaun UX 3aXMnBNEHHMS.
K Bo3pacty 5 netr oTmedvanucb MNpeKpalleHne nosiBiaeHus
MHOXECTBEHHbIX My3blpel M Mnporpeccupylollee passutme
NOMKNIOAEPMUM C OTCYTCTBMEM CBA3M C NPEALLECTBYIOWNMM
ny3bIpAMU ¥ 3PO3UAMU Ha KOXKE W YXYALWEHWEM TeyeHus
3a6oneBaHns (eANHMYHbIE MY3bIPK U 3PO3UU Ha KOXKE U CNK-
3MCTOM 060/104KEe NOMOCTU pTa) NPU AIUTENBHON MHCONSALMK.
B BospacTte 11 net nauuveHTy 6blla NpoBedeHa mMeaToTo-
MU B CBSI3U CO CTEHO30M HapYXHOro OTBEPCTUS YPETPbI
W 3aTpyAHEHMEM MoYeuncnyckaHus. B aHamHese y poguTenen
1 CMOBCOB NPU3HAKOB KOXHbIX 3a60/1eBaHNI He 6blfo.

MauueHt 2

Manb4yuK, Bo3pacT 12 neT, NNemMaHHUK nauveHTa 1, ot
2-1 6epeMeHHOCTH, NpoTeKaBllen Ha GOHe aHeEMUU, POJbI
Ha 39-1 Hen, 6e3 OCNOXHEHWI, Macca Tena npu poxie-
HUKM — 3985 T, poCT — HET AaHHbIX. Micxon 1-1 6epemeHHoc-
TM — poabl Ha 37-i Hen, 6e3 OCNOXHEeHWH. KanHu4eckue
nposiBneHna b3K npu poxaeHMnM M B HacTosiliee Bpems
y pe6eHKa OTCYTCTBYIOT. [1pK pOXKAEHMM ¥ NALMEHTa Ha KOXKe
HUXHUX KOHEYHOCTEN UMENUCH MYy3blpy, NPU BCKPbITUKN KOTO-
pbix 06Pa30BbIBA/INCL A/IUTENBHO HE3AXKMBAIOLWIME 3PO3UMN.
[OwnarHoctnpoBaH BB3. lMpoBoauMnacb cumnToMatvyeckas
Tepanus, BK/OYaloWAs BCKPbITUE My3bipen CTEPUNbHOM
WIoN ¢ nocneaytoulen o6paboTKOM NoAcyLWnBaloLWUMK cpea-
CTBaMM Ha OCHOBE LIMHKA; aHTUCENTUYEeCKue, aHTUbaKTepu-
anbHble, pereHepupytoLmne HapyKHble cpeacTBa — Mo NoKa-
3aHMAM, 3MOJIEHTbI Ha BECb KOXHbIA MOKPOB; Heaare3nBHble
nepeBs304HbIE MaTepuanbl — B 3aBMCMMOCTHM OT XapaKTrepa
paH ¥ cTaguu ux 3axkuBnenus. K Bo3pacty npumepHo 4,5 net

Puc. 1. MauwneHT 1. Monkunoaepmns

B 061aCTV N1LLa U LUEeU, HEPE3KO
BblparKeHHblE 3KTPOMUOH U MUKPOCTOMMUS.
3Jposua B obnactv rnabennbl, NOSBUBLLASACS
B MOMEHT pa3rnbaHus Lewu

Fig. 1. Patient 1. Poikiloderma on the face
and neck, slight ectropion and microstomia.
Erosion in the glabella area appeared due
to neck extension

NOBEPXHOCTM rpyau

Puc. 2. NMauwneHT 1. NMonknnoaepmms
B 06/1acTv nnua, Wweu, nepeaHen

Fig. 2. Patient 1. Poikiloderma on the face,
neck, and anterior chest surface

oTMeYanocb npeKkpaleHne o6pa3oBaHUS MHOMECTBEHHbIX
ny3blpen ¢ HapacTaHWeM ABEHUI NONKMNOAEPMUMN U Bblpa-
EHHOW CBETOYYBCTBUTENIbHOCTbIO. OTMEYanocb BO3HUKHO-
BEHME eMHWUYHbIX Ny3blper Ha KOXe WM CNU3UCTbIX 060M0Y-
Kax. B aHamHe3e y poauTtenen n cubcoB NPU3HAKOB KOXKHbIX
3abo5eBaHu He 6blno.

dusuKkanbHaa AMarHocTuka

Mpn ocmoTpe y 060MX NaLMEHTOB BbIIBNEHbI MAEHTWY-
Hble UBMEHEHUS: KOXKHbIM MaToNOrMYeCcKMin npouecc umeet
reHepasn3oBaHHbIN xapaKTep v NpeacTaBneH eauHUYHbIMM
ny3bipsmu (amameTp ot 0,5 go 1,5 cm) Ha cnM3ucTon 060-
NI0YKe NOSOCTM pTa, KOXe B 06/1acTv 6OKOBOWM NMOBEPXHOCTH
nanbLeB 1 TaJOHHON MOBEPXHOCTU KUCTEN, pa3rnbate/ibHon
NOBEPXHOCTM 060OMX JIOKTEBbIX CYyCTaBOB, NMOMKWIOAEPMHUEN,
OCOGEHHO BbIpaXKEHHOW Ha KoXe B 06nacTu nvua v weun
(puc. 1-3), TbiNbHOM NOBEPXHOCTU 06eunx Kucten (puc. 4, 5),
crmbaTenbHOM MOBEPXHOCTM JIOKTEBbLIX CYCTaBOB (puC. 6),
BHYTPEHHEN MOBEPXHOCTM O06OMX MNaed WM MNOAMbIWEYHbIX
BMNafMH C OTCYTCTBMEM pocTa BOSIOC (puc. 7, 8), MaxoBbiX
CKMaoK, rMnornapo3omM, atpoduen Koxu, HeBycamu BB3
(B3-HeBychl) (puc. 9), 3pO3MAMU U CEPO3HO-reMopparnyec-
KUMKW KOPOYKaMW, NajoOHHO-NOAOLWBEHHON KepatoaepMu-
e, yniaoTHeHMeM K nobeneHnem B 061acTU AUCTanbHbIX
danaHr nanbueB, crubaTeNlbHOM KOHTPaKTypou nasnbLeB
(c™m. puc. 4, 5), AUCTPOPUYECKUMU UBMEHEHUSMU HOITEBDIX
NNacTvH (MCTOHYEHWE, M3OTHYTOCTb, JOPCANbHbIA NTEPUTMYM)
(puc. 10), Hepe3KOo BbIparKEHHbIM ABYCTOPOHHWUM 3KTPO-
NMMOHOM (CM. puc. 1, 3), MUKPOCTOMUEN, aHKMUNOINOCCUEN,
4aCTUYHON BTOPUYHOM afleHTUEN U Kapuecom.

MpepBapUTenbHbIA AUArHo3
B o6oux cnyyasx yctaHOBNEH npeaBapuTeNbHbIN auar-
HO3: «bynnesHbln anuaepmonunsa KnuHanep».

Puc. 3. MauuneHT 2. NMonknnoagepmms

B 06/1aCTH IMLA U LLEUN, HEPESKO
BbIPaYKEHHbIE 3KTPOMUOH U MUKPOCTOMMS
Fig. 3. Patient 2. Poikiloderma on the face
and neck, slight ectropion and microstomia
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Puc. 4. NauuneHT 1. NoiKknnoaepmMusa TbilbHON NOBEPXHOCTU 06EUNX
KWUCTEN, yNNOTHEHWE M noGeneHne B 061acTi AUCTanbHbIX GanaHr
nasnbLeB, crubaTeNbHas KOHTPaKTypa nanbLeBs, AUCTPODUYECKUE
M3MEHEHUSI HOTTEBbIX MNACTUH (MCTOHYEHWUE, U3OMHYTOCTb,
flopcanbHbli NTEPUTrMYM)

Fig. 4. Patient 1. Poikiloderma on opisthenars, induration and
whitening of distal phalanges of fingers, flexion contracture of
fingers, dystrophic changes of nail plates (thinning, curvature,
dorsal pterygium)

Puc. 6. MNMauueHT 1. NMonknnogepmms

B 06/1acT1 crubaTenbHOM NOBEPXHOCTU
JIOKTEBOrO cycTaBa

Fig. 6. Patient 1. Poikiloderma on the elbow

Puc. 7. MNauunenT 1. Nonknnogepmmsa

Ha BHYTPEHHEN NOBEPXHOCTH nney

M NOAMbILIEYHbIX BNAAWH C OTCYTCTBMEM
pocTa BOSIOC U TMNOrMaPO30M

Puc. 5. NMauuneHT 2. NMonKknnoaepmms TbilbHOM NOBEPXHOCTH

06enx KUCTEN, IpO3UN U remopparmyeckmue Kopouku, b3-Hesyc

Ha TbINIbHOW NMOBEPXHOCTH NMPABOM KUCTH, YNOTHEHWE U NoGeneHve
B 06/1acTv AMCTabHbIX GanaHr nanbLes, crubéatenbHas
KOHTPaKTypa nanblUeB, ANCTPOGUUECKME NBMEHEHWUS HOITEBbIX
NNacTUH (UCTOHYEHWE, M30THYTOCTb, A0PCAsbHbIA NTEPUTrMyM)

Fig. 5. Patient 2. Poikiloderma on opisthenars, erosions and
hemorrhagic crusts, EB-nevus on right opisthenar, induration and
whitening of distal phalanges of fingers, flexion contracture of fingers,
dystrophic changes of nail plates (thinning, curvature, dorsal pterygium)

Puc. 8. MauwneHT 2. Monkunogepmus

Ha BHYTPEHHEN NOBEPXHOCTHM nney

1 NOAMbILIEYHbIX BNAAWH C OTCYTCTBUEM
pocTa BOSIOC U TMNOrMaAPO30M

joint flexor surface

Fig. 7. Patient 1. Poikiloderma on the inner
surface of shoulders and axils with no hair
growth and hyphidrosis

Fig. 8. Patient 2. Poikiloderma on the inner
surface of shoulders and axils with no hair
growth and hyphidrosis

Pe3ynbratbl 06cnegoBaHusa

MaymeHt 1

[ns onpepenenus TsxecTn 3a6oneBaHUs UCMNONb30BaH
MHOEKC aKTMBHOCTM W py6ueBaHWsa OGynne3Horo anuaep-
monusa (The Epidermolysis Bullosa Disease Activity and
Scarring Index; EBDASI), pa3paboTaHHbiv s onpefeneHuns
AKTMBHOCTU 3a60/1eBaHUs OTAENbHO OT MPU3HAKOB XPOHW-
4yecKoro nospexaeHus [8]. JIerkon, yMEpeHHON U TSXenon
TAXECTW 3a6oneBaHusi COOTBETCTBYIOT CYMMapHbIE OLIEHKM

0-42, 43-106 1 107-506 6annos no wrane EBDASI [9].
Y nauueHTa Ha MOMEHT MOCTyrNNeHns CyMMapHas OLeHKa
no wkane EBDASI coctaBuna 95 n3 506 6annos (19 u3
276 6annoB OLEHKW aKTMBHOCTM U 76 n3 230 6annos —
CTEMEHW MNOBPEXAEHMUS), YTO COOTBETCTBYET YMEPEHHOM
TAXECTH 3a60s1eBaHUS.

B pesynbrate nabopaTopHbIX MCCNedOBaHUM CbIBOPOT-
KW KpOBW OBHapyxeHbl ysBenudeHue Tutpa IgG K ruva-
anHy — 14 Ep/mn (Hopma O-7 Ea/mi), KOHUEHTpauuu



Puc. 9. NauneHT 1. B3-HeByC 1 AnCTpodUYECKNE NBMEHEHUS
HOITeBbIX MACTUH
Fig. 9. Patient 1. EB-nevus and dystrophic changes of nail plates

TpaHcdeppuHa po 377 mr/on (Hopma 130-360 mr/an),
b-CrossLaps/serum (C-KoHUeBble Tenonentuabl Konnare-
Ha | Tvna) — 2,27 ur/mn (Hopma < 0,584 Hr/mn), PANP
(N-TepMUHanbHbIR NponenTtua npoKosiareHa 1-ro tuna) —
200 Hr/mn (Hopma 15-115 Hr/m1), @ TaKXe CHUXEHWUE KOH-
ueHtpaumm 25(0H)D go 14,2 Hr/mn (Hopma 30-100 Hr/mn)
n bepputuHa — fo 12,97 Hr/mn (Hopma 14-152 Hr/mn).
3HayeHus ocTanbHbIX NoKka3atenen kposwu (AT, ACT, I'TTI,
wenoyHas d¢ocdarasda, KpeaTMHKMHa3a, anbda-amuna-
3a, aMuiasa naHKpeaTuyecKkas, anbOymMuH, G6ENoK 06LMHA,
OUNUPYOUH 06K, BUANPYOUH MPAMOMK, IMIOKO3a, KpeaTtu-
HWH, MOYEBWHA, MO4YEBas KUCNOTa, TPUMULLEPUAbLI, XOne-
CTEPUH OOLWMKN, Kanumn, HaTpui, docdop HeopraHUYecKum,
KanblLMK, »eneszo, C-peaKTMBHbIM 6GENOK, aHTUCTPEenTo-
nm3nH O, peBMartouaHbii GakTop, aHTUTeNna K 3HAOMM-
3ut0, napaTupeonsHblin ropmoH, IgG K TpaHcrnytamuHase,
IgA K TpaHcrnytamuHase, IgA K ruaguHy, BUTaMuH B,,
donueBas Kucnota, oCTeoKasbUWH, IGE) 6binM B npefge-
nax pedepeHCHbIX 3Ha4YeHU, COOTBETCTBYIOLLMX BO3PacTy.
Mpu uccnepoBaHMK nabopaToOpHbIX MOKa3aTenen CoCcTos-
HUA 3HAOKPUMHHOW CUCTEMbI BbISIB/IEHbl BbICOKME 3Haye-
HUS aAPEHOKOPTUKOTPOMHOro ropMoHa — 16,46 nmonb/n
(Hopma 1,6-13,9 nMonb/n); KOHLEHTpauun KopTu3ona,
WHCYNMHA, NPOJSIaKTUHA, TUPEOTPOMNHOro ropmoHa, T3, T4,
170H-nporectepoHa u [AI3A-cynbdata 6biiv B npegenax
pedepeHCHbIX 3HAYEHMN.

lpuU pEeHTreHoNIorM4ecKkomMm wuccnefoBaHuMK nuwesola
OGHapyXeHbl 30HbI CYXXEHUA NULLEBOLA B BEPXHEN TPETH.

MoneKkynapHo-reHeTM4eCcKoe UuccnefoBaHne MeToAoM
CceKBeHMpoBaHua Mo CaHrepy BbISBUIO MaTOreHHbIM Bapu-
aHT reHa FERMT1 (aBe pgeneunn B KOMMayHA-reTepo3unror-
HOM COCTOSIHMM — c.778del, p.Q260Kfs*21 n ¢.1088del,
p.L363Wfs*39).

Mo peaynbratam MNCUXOOrO-NefarorMyeckoro KoH-
CYNIbTUPOBaHUA YCTAHOB/IEHO HEYCTOMYMBOE 3MOLMOHASb-
HOE COCTOSIHME C ObICTPbIM HapacTaHWMEM YPOBHS TPEBOIM
Y UCMONHUTENIbHOIO NOAPOCTKa C OCOGEHHOCTAMU Pa3BUTUA
CaMOCO3HaHWs B CUTyaLMK rocnutanmsaunu.

Puc. 10. MauueHT 2. MNorKknnogepmus, 3po3nn 1 remopparmyeckme

KOPOYKM Ha cToMax, AUCTPODUYECKME M3MEHEHUS HOTTEBbIX NNACTUH
Fig. 10. Patient 2. Poikiloderma, erosions and hemorrhagic crusts

on feet, dystrophic changes of nail plates

dusmnyeckoe 1 NoaoBoe pa3BuUTHE

Mpun noctynneHun pocT nawuueHta coctasnan 176,5 cwm,
Macca Tena — 57 Kr. BennumHa OTKIOHEHWS B eAuHMLax
CTaHOapTHOrOo OTKJIOHEHUSA 3HaA4YeHWW z-score [ng pocTa
(HAZ) n uHpekca macchl Tena (BAZ) o1 cpefHero 3HaveHus
ans nonynsumm (Bbl4UCIEHUS BbIMONHEHbI ¢ nomolbio WHO
AnthroPlus, Bepcusa 1.0.4) coctaBuna 2,69 1 0,01 cootBert-
CTBEHHO, YTO YKa3blBaeT Ha BbICOKUM pocT (HAZ > +2) npu
HopMaJsibHOM Macce Tena pebeHka (BAZ ot —1 po +1) [10].

Bpayom-3aHAOKpUHONOrOM Oblla onpefeneHa cragus
nosnosoro passutna no TaHnHepy 3 (G3, P3). Mo gaHHbIM
YNbTPa3BYKOBOIrO WCC/IEAOBaHUA OPraHoB MOLUOHKKU pas-
Mepbl NPaBoro su4yka cocraBunn 32 X 17 mm, n1eBoro —
33 X 18 MMm. O6bembl NPaBOro U JIEBOTO AUYEK, pacCcHuTaH-
Hble o dpopmyne V =0,52 X n X ¢2, rae 0,52 — NoCTOAHHbI
KO3DDUUMEHT, N — AIMHa U ¢ —LlWKMPHUHA AnYKa [11], cocTa-
Bun 4,8 1 5,55 Mn cooTBETCTBEHHO. [JaHHble MOKa3aTenu
ABJIAIOTCH BO3PACTHOM HOpMmoW [12].

Mpu unccnegoBaHWKM KOHLLEHTPaAUMU MNOJIOBbLIX TOPMO-
HOB B CbIBOPOTKE KPOBM OblM 3adUKCUPOBaHbI HU3KKE
3Ha4vyeHusa TectoctepoHa — 14,65 HMonb/n (Hopma 26,9-
354,6 HMOSb/N); KOHLEHTpaLMK NIOTEUHU3UPYIOLWErO Top-
MOHa, GONNUKYNOCTUMYNUPYIOLLEr0o FOPMOHa M 3cTpajunona
OblIM B Npeaenax pepepeHCHbIX 3Ha4YEHUN.

MpK PEHTreHoNorMYecKom mccnefoBaHUU KUCTeR Oblo
YCTaHOBJ/IEHO, 4YTO KOCTHbIM BO3pacT MalueHTa CcocTaBis-
eT npumepHo 13,5 neT u COOTBETCTBYET KaneHaapHomy
BO3pacTy.

MauymeHt 2

CymMapHasi oLeHKa TsecTu 3abosieBaHMa MO LWKane
EBDASI coctaBuna 89 u3 506 6annoB (o6uiasi crteneHb
aKTMBHOCTU — 21 13 276 6anos, obLas CTeNneHb NoBPeEX-
aeHnsa — 68 n3 230 6annoB), HTO COOTBETCTBYET YMEPEHHOM
CTEMNEHN TAXKECTU 3a60/1eBaHMS.

Mo pe3ynsTatamM labopaTopHbIX UCCNELOBaHUM CbIBOPOT-
KW KPOBMU Oblnn 3aPUKCUPOBaHbI NMOBbILEHNE KOHLEHTPaLIMK
MIOKO3bl KPOBK A0 5,69 Mmonb/n (Hopma 3,3-5,5 mmonb/n),
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KnuHunyeckKoe Ha6noaeHue

b-CrossLaps — 1,51 Hr/mn, PINP — 419 Hr/mn,
CHWXEeHWe KoHueHTpaumn 25(0H)D — 13,11 Hr/mn.
3Ha4vyeHns ocTallbHbIX MOKa3aTenerm KpoBu (MepeducrieHbl
BblLLIE NPKX ONUCaHUKU NaumeHTa 1), B TOM YUCe NoKa3aTenemn
COCTOSIHUS 3HAOKPUHHOW CUCTEMBI, BbliM B Npeaenax pede-
PEHCHbIX 3HAa4YEeHMIM, COOTBETCTBYIOLLNX BO3PACTY.

MMpn pPEeHTreHONOrMYecKomM uccnefoBaHMK MuuieBoga
yCTaHOBJ/IEHbI 30HbI CYy)KEHWS NMULLEBOAA B BEPXHEN TPETHU.

MoneKynspHo-reHeTu4eckoe uccnefoBaHne MeToAOoM
ceKkBeHMpoBaHUs No CaHrepy BbISBWIO NaTOreHHbIM Bapu-
aHT reHa FERMT1 (WOEHTWYHble TaKoBbIM Yy MauueHta 1
[ABe [eneuuMu B KOMMayHA-reTepO3MroTHOM COCTOSHUM —
c.778del, p.Q260Kfs*21 v ¢.1088del, p.L363Wrfs*39).

Mo pesynbrataM MCUXOMOro-nNeaarorMyeckoro KOHCYSb-
TUPOBAHUSA YCTAHOBMIEHbI OTHOCUTE/NbHO 6aaronpuATHOE
3MOLMOHaNbHOE COCTOSIHME MNOAPOCTKAa C OCOBGEHHOCTAMM
pa3BMTUS CaMOCO3HAHWUS B CUTyaLLlMW rocnuTanmsaumu, Tpya-
HOCTV 3MOLMOHANbHO-BONEBOW PErynauun, PUCK HapyLleHus
npaBwua 1 HOPM NOBEAEHMS.

®dusnyeckoe 1 nNosoBoe pa3BuTHe

Mpn nocTynaeHnn pocT nauumeHta coctasnan 1425 cwm,
macca tena — 33,5 kr; HAZ — -1,59, BAZ — -0,82, 4ut0
COOTBETCTBYET pedepeHCHbIM 3HavyeHnsam pocta (HAZ ot -2
0o +1) n macchel Tena pebeHka (BAZ ot -1 go +1) [10].

Mpu ocmoTpe nauueHTa BPaYOM-3HAOKPUHOMIOTOM
Oblla yCTaHOBMEHa CTaaus NO0BOro pa3BmnTHs No TaHHepy
2 (G2, P2). Mo aaHHbIM yNbTPa3ByKOBOro UCCNeAOBaHUSA
OpraHoB MOLIOHKM pa3mepbl MpaBoOro fu4yKa COCTaBMU-
o 17 X 8 mm, nesoro — 16 X 8 MM, 06beMbl —
0,56 1 0,53 M1 COOTBETCTBEHHO, YTO COOTBETCTBYET AOMY-
6epTaTHbIM 3Ha4YeHuam [12].

Mpu wnccnegoBaHWM MONMOBbLIX FOPMOHOB B ChIBOPOT-
Ke KpoBMW Oblla 3adUKCUMpOBaAHa HW3Kas KOHLEHTpauus
TectoctepoHa — <0,087 HMOMNb/N; KOHLEHTPAUMN NIOTEN-
HU3MPYIOLWEro ropMoHa, GOANUKYNOCTUMYNNPYIOLWErO rop-
MOHa W1 3CTpajnona HaxoanIuch B Npeaenax pedepeHcHbIX
3Ha4YeHun.

Mpn pPEeHTreHONOrnM4YEeCKOM MCCNefoBaHUN KUCTEN KOCT-
HbIM BO3pacT nNauuMeHTa cocTaBnan npumepHo 12,9 roga
M COOTBETCTBOBAJ, TaKUM 06pPa30M, KaneHAapHOMY.

KnuHu4yecKuit guarHos
O6onm nauueHtam 6bi1 ycTaHOBNEH AuarHos: «byn-
nes3Hbin anuaepmonnsa Knuanep. Aedbunumt ButammnHa D».

AMHaMHuKa U ucxopbl

O6oum nauneHTam Obl10 NpoBeaeHOo du3noTepaneBTu-
YyecKoe fleyeHne nonsipu3oBaHHbIM CBETOM Ha paHbl C Mpo-
TMBOBOCMA/IMTENIbHON U penapaTMBHON LIE/bI0 B KONMYECTBE
5 npoueayp. O6a nauuneHTa 6binn nepeseneHbl Ha aveTy N2 5
Cc fgob6aBneHMeM B paLMOH M30KaNOpUMHBIX BbICOKOGENKO-
BbIX NMPOAYKTOB ANS HYTPUTUBHOM NoaaepKku o 200 mn/cyr,
Ha3HayeH XxoneKanbuudepon (ButamuH Dj) mo 3000 ME
B TeyeHMe 1 MeC C KOHTPOJibHbIM OMpefeneHUeM KOH-
ueHTpauun 25(0H)D. Mocne npoBeaeHHOro obcneaoBaHus
M Nle4yeHus B KOHLie Mepuoaa NAaHOBOM rocnutannidauuu
no npoowuno «gepmMaToBeHeponorus» o6a nauueHta Oblin
nepeBefeHbl B XUPYPrnuyeckoe OTAeNleHne C HEOT/IOXHOWM
M NNaHOBOW MOMOLLbIO, e B NJIaHOBOM nopsaxke um Gbina
npoBeAeHa 3HAOCKOMUYECKU- U PEHTreH-aCCUCTUPOBaHHas
6annoHHas aunaTaums nuueBsoaa.

Mo pe3ynbTaTaM MCUXONOro-NneaarorMyeckoro KOH-
CynbTMpOBaHUa 060MM MauuMeHTaM p[AaHbl peKoMeHAaa-
UMK N0 M3MEHEeHWUI0 ob6pa3a MKW3HM (OpraHM30BaHHbIN
[OCyr, paHHAs nNpodopueHTaLUUsa U BKIKOYEHWE B TPydo-
BYIO AE€ATENbHOCTb C YYEeTOM PU3UYECKMX U NCUXONOormye-
CKMX BO3MOXHOCTEN), HEOBXOAMMOCTU MCUXOOTMYECKOro
COMPOBOXAEHUSA B NEPMO CTALLMOHAPHOTO NeYEHUS U NCKU-
X0JIOro-nefarorMyeckoro CoOnpoBOXAEHUS MO MecTy o6y4e-
HWA. PoauTenn nayMeHToB ObliM MPOKOHCYbTMPOBaHbI MO
BOMpOCaM peann3aunn WHAMBWUAYasIbHbIX NOTPEBHOCTEWM
pebeHKka, GOpMMPOBaAHUA OTBETCTBEHHOIO OTHOLWEHUS
K 340POBbIO U CAMOCTOATE/IbHOIO BbINOMHEHUS Bpaie€OHbIX
peKoOMeHaaLuN.

Ha MOMEHT BbINMUCKKM y 060MX MNaLUMEHTOB OTMeYeHa
NONOXWUTENbHAA AMHAMMWKa B BUAE 3aXMUBIEHUSA 3pO3ui
N OTCYTCTBUS MOSIBSIEHUS HOBbIX BbICbiNaHWM, 06a NauueH-
Ta OTMETUNIM OTCyTCTBME OONE3HEHHOCTM W MpeKpalleHue
nonepxmBaHUs Npu Npueme nuim.

MporHos

Y 060MX NaLUMEHTOB MPOrHO3 6/1aronpPUSATHbIN, PEKOMEH-
[0BaHO AMHaMMYecKoe HabniogeHwe y Bpada-AepmartoBe-
Heponora v negMatpa ¢ Lenbio NPodbuIakTUKU U CBOEBpE-
MEHHOM AMarHOCTMKM BO3MOXHbIX BHEKOXHbIX OCMIOXHEHUM
OCHOBHOro 3a60/1eBaHKS.

BpemeHHas wkana
XPOHONOrMs pa3BUTUSA U KIloYEBble COObITUS 60Ne3HU
060ux NaumMeHTOB NpeacTaBneHbl Ha puc. 11 n 12.

Puc. 11. MNauueHT 1: XxpoHonoruna pa3suTns 601e3HM U KNlo4eBble COObITUSA

Fig. 11. Patient 1: timeline of disease development and key events

Mpun poxkaeHnn Ha Koxe obeunx cTon
1 roneHew ny3bipu ¢ AIMTENbHO
He3aXMBaloLWKMMK 3PO3USMU

3aTpyaHeHne MoYencrnycKaHus,
CTEHO3 HapYy)XHOTO OTBEPCTUS YPETPbI,

MeaTtoTomMua

[eHepanusauns
o6pa3oBaHus ny3bipen
Ha KOXe U CIIN3UCTbIX
060n104Kax

MpekpalleHne nosiBneHus
MHOMECTBEHHbIX My3blpeit
1 Nporpeccupytollee pa3Butue
NoMKMNoLepMUmn

3aTtpyaHeHve npMema nuiu, CTeHo3 NuLeBoaa,
3anopsl, 6annoHHas aunatauus nuuiesoa.
[OnarHo3 b3K noarsepkaeH AaHHbIMU
reHeTM4ecKoro uccneaoBaHus




Puc. 12. MNMaumneHT 2: XpoHONorns pasBuT1s 60Ne3HN U KNtoYeBble COObITUSA

Fig. 12. Patient 2: timeline of disease development and key events

Mpu POXAEHUMU Ha KOKE 06EunX CTOm
1 FONEHe Ny3bipu C AUTENbHO
HE3aXXMBaIOLMMU 3PO3UAMM

3aTpyAHeHue npuemMa nuLlM, CTEHO3 NuLLeBoaa,
3anopbl, 6anoHHasn aunaTtaums nuuiesoaa.
[OunarHos b3K noatsepkaeH AaHHbIMU
reHeTU4YecKoro uccneaoBaHus

[eHepanusauus
o6pa3oBaHus Ny3bipen
Ha KOXe U CIIU3UCTbIX
060104Kax

MpekpalleHne nosBneHns
MHOXECTBEHHbIX Ny3bIpen
1 Nporpeccupyioliee passutne
noviknunogepmumn

OBCYXAEHUE

Y onucaHHbIX HaMK NauneHToB Hanuyme BIK He BbI3bl-
BaeT COMHEHWM, TaK KaK AnMarHo3 6bla NOATBEPHKIAEH pesysib-
TaTaMU MONEKYNSAPHO-reHETUYECKOrO UCCNefOBaHUsA METo-
[OM CeKBeHWpoBaHusA No CaHrepy (BbISBNEH MaTOreHHbIV
BapuaHT reHa FERMT1).

Hamu 6b1710 n3y4eHo cocTossHUE GU3NYECKOTO U NONOBO-
ro pa3BUTUSA MNaLMUEHTOB U UX COOTBETCTBUE KaneHaapHOMY
BO3pacTy B CBA3M C TEM, YTO Y JETEN, CTPaaloLLMX XPOHUYE-
CKMMW BOCManuTeNbHbIMK 3a60/1IeBaHUAMMU, YaCcTO OTMeYaeT-
CS 3aflepXKKa pocTa M NoaoBOro pa3BUTUS MHOMO(aKTOPHOro
reHesa [7]. 3ageprKka MONOBOro pasBWUTUSA onpeaensieTcs
KaK OTCYTCTBME BTOPMYHbLIX MOJSIOBbLIX MPU3HAKOB Y AETEN,
[LOCTUTLIMX BEPXHEro BO3PacTHOro rnepuoga Hadvana nono-
BOI0 CO3peBaHus, YTO COOTBETCTBYET BO3pacTy MPUMEPHO
14 net pna manbymkoB [13]. o AaHHBIM KIMHUYECKUX
Ha6bnogennn A. Martinez n C. Brain, y nauMeHToB C Tsxe-
NbiIMK TUNamu BB3 nmeeTca runoroHafoTPOMNHbIM TMNOroHa-
[AM3M CO CHWXXEHHbIMW NOKa3aTeNnsiMu II0TEUHUIUPYIOLWErO
N OONUKYNOCTUMYIUPYIOWETO FOPMOHOB, BO3MOXHbIMU
3TMONOrUYECKUMU daKTopaMKn KOTOPbIX SABAAIOTCA HeAo-
CTaTOYHOCTb NMUTaAHUS U XPOHUYECKOE BOCNaNeHne, HAOYLM-
pyloluiee n36bITOYHOE 06pal3oBaHWE MPOBOCMANUTENbHbIX
LIMTOKMHOB (MHTepnenkuHoB IL-1, IL-6, daKTopa Hekposza
onyxonu anbda) ¢ NocneaylLmMM HapyweHUIM perynsaumm
OCM «TOPMOH poCTa — WMHCYIMHONOJOGHLIM daKTop pocta 1»
(comaToTpoOnHas oCb) C HaCTUYHOM PE3UCTEHTHOCTbIO peLien-
TOPOB B TKaHAX-MULIEHAX K FOPMOHY pocTa U MognbuKaum-
el runotanamo-runodu3apHoO-roHagHoON OCU C pas3BUTUEM
rMNOroHaZOTPOMHOr0 rMnoroHagM3ama MnocpeacTBOM Mexa-
HU3Ma obpaTHoM cBA3u [14].

Ddur3n4ecKoe 1 NoNoBoE pas3BuUTUE 060MX NALUMEHTOB COOT-
BETCTBOBAsNIO BO3pacTHOM Hopme. BmecTe ¢ Tem cyuTaem
HeOOXOAMMbIM [IMHaMU4YeCcKoe HabMlo4eHUe C KOHTPONEM
YPOBHS NONOBbIX TOPMOHOB BBUY OGHAPY>KEHWUA HU3KOM KOH-
LleHTpauum TeCTOCTEPOHA, BbICOKOW — aApeHOKOPTUKOTPOM-
HOro ropmMoHa (TobKO Y nauueHTa 1) u gonybeptaTHbIX pas-
MepoB 1 06BEMOB AMYeEK (TOMbKO Y NaLueHTa 2).

3AKJ/IIOMEHME

BOK gaBnsetca peakum Ttunom BB, ana Kotoporo
C MOMEHTa pPOXAeHUS pebeHKa xapaKTepHbl o6pa3oBaHue
aKpasbHbIX Ny3blpen, NpeKkpalleHne ob6pa3oBaHUsa MHOXKECT-
BEHHbIX MNy3blper K Bo3pacty 4-5 net ¢ npeobnagaHWem
B K/IMHWYECKOW KapTUHEe MpOorpeccupylolen NomKunoaep-
MUK, aTPODUU KOXM, BbIPAXKEHHON CBETOYYBCTBUTENIbHOCTU

C BbICOKMM PUCKOM 06pa30BaHMs MIOCKOKIETOYHOW KapLu-
HOMbI KOXW W noparkeHnem Horten. Hanbonee cepbesHbl-
MU BHEKOMHbIMW OCMIOXHEHUAMM ABASAIOTCH 06pa3oBaHue
CTPMKTYP MOYEMOIOBOrO U XenyaoHHO-KULIEYHOro TPaKTOB,
dopMnpoBaHue BTOPUYHON aaeHTun. JuarHo3d bI3K ycraHaBs-
NIMBAETCA Ha OCHOBAHWW AAHHbIX aHaMHe3a, KIMHWYECKMX
nposiBieHN 3abofieBaHMA W MOATBEpPXKAAOWMX UCCneno-
BaHUN (MMMYHODNYOPECUEHTHbIM METOA, TPaHCMUCCUOHHO-
3/IEKTPOHHAs MMUKPOCKOMWS, MONEKYNSPHO-reHeTUYecKoe
ncenegoBaHue). ITMoNaTtoreHeTMYEeCKMX METOAO0B JleyeHus
B3K B HacTosiLlee BpeMS He CyWecTBYeT, U Ie4eHUe HOCUT
NPEUMYLLECTBEHHO MPEBEHTUBHLIA U CUMMNTOMATUYECKMUI
xapakKtep. MayueHTbl ¢ BAK BBMAY HanMYnUa MynbTUCUCTEM-
HOMO XPOHMYECKOro NaTofIorMYeCcKoro npouecca oTiMYatoT-
CSl BbICOKMM PWUCKOM 3afEep*KKU PUIMYECKOrOo W MOMOBOro
pa3BuUTHS, B CBA3U C YEM UM MOXKET BbiTb PEKOMEHAOBAHO
AMHamMKU4YecKoe HabnogeHue y cneLnanmncTos.

WHO®OPMUPOBAHHOE COIIACUE

OT poauTenen 060ux NaUMEHTOB MOJly4EHO NMUCbMEHHOE
MHPOPMUpPOBaHHOE AOBGPOBOSILHOE cornacve Ha nybnvKa-
LMI0O OMMUCaHUS KIIMHWMYECKOrO cnyyas, BKItoYas M3obpaxke-
HUS NauMEHTOB, B MEAMLIMHCKOM XKypHane, BK/IOYas ero
3MIEKTPOHHYIO Bepcutio (aaTa noanucanmnsa 12.10.2021).

INFORMED CONSENT

Patients’ parents have signed informed voluntary
consent on the publication of clinical case description
including patient’s images in medical journal, electronic
version included (signed on 12.10.2021).

UCTOYHUK ®UHAHCUPOBAHMUSA
He ykasaH.

FINANCING SOURCE
Not specified.

PACKPbLITUE UHTEPECOB

H.H. MypawKuH — nofydyeHue wuccnenoBateibCKux
rpaHToB 0T dapMaleBTMYECKUX KoMnaHun Jansen, Eli
Lilly, Novartis, Abbvi, Pfizer, Amryt Pharma plc. NonyyeHue
rOHOPApPOB 3a Hay4yHOe KOHCYNbTMPOBAHWE OT KOMMaHWM
Galderna, Pierre Fabre, Bayer, Leofarma, Pfizer, AbbVie,
000 «3enanc-Papman.

OcTtanbHble aBTOpPbl CTaTbW MOATBEPAMAM OTCYTCTBUE
KOH®NIMKTa MHTEPECOB, 0 KOTOPOM HEOOXOAMMO COOBLLNTD.
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0O6ocHoBaHHue. KonbLeBuaHble AepMaTo3bl — rpynna 3a6oaeBaHuil, OCHOBHbLIM KIAMHUYECKUM MPOSIBAEHMEM KOTOPbIX
SIB/ISIOTCSA BbIChINaHMs COOTBETCTBYIOWEN PopMbl. [aHHbIA NaTTepH NposiBaeHNii 06yC0BANBAET C/I0KHOCTU B NOCTaHOBKE
AnarHo3a. [pejctaBiieH npumep Peako AMarHoOCTUPYEeMOro KoJ/bLEBUAHOIO JepMaTto3a — peakumu o Tury CbiIBOPOTOY-
Hov 6one3Hu, 6osee n3BecTHol Kak SSLR (serum sikness-like reactions), Tpurrepom KoTopo# 6blna MHpEeKUMs Bupyca
SnwreriHa — bapp (B36). Onucaune KAMHMYeCcKoro cay4qas. 3a 3 Hej [0 rocnutaan3aumny nauneHTka /., 8 net, otmetuna
nosiBneHne 60s1ei B XMBOTe, B Aa/IbHENLLEM — MHOIOYUCIEHHbIX MOMMOPPHbIX BbIChbINaHWI (3pUTEMAaTO3HbIE MSATHA, yPTH-
KapHble 2/1eMEHTbI), MPUIYXA0CTH U 60U B cycTaBax, 1mxopagKku. CaMocToATe/IbHOE /IeHeHNe HECTEPOMAHbBIM MPOTMBOBOC-
naanTesbHbIM U CUCTEMHbIM aHTUIMCTaMUHHbIM penapatamu K yay4dlueHnto He npuBeso. lNauneHTka 6blia rocnutaan3npo-
BaHa B rniegnaTpu4ecKoe OTAe/IeHne 10 MECTY KMTEbCTBA, 4€ Ha OCHOBaHMKU pPe3ybTaToB QU3NKaibHOro, 1a6opaTopPHbIX
(aByKkpaTHoe noBbileHne aktuHocTn AJIT u ACT, yBeandeHne CO3 go 166 mm/4, o6HapyeHne IM Kk BOb) n ynbTpa3ByKo-
BOro uccnefoBaHuii (yBeM4eHne Me3eHTepnabHbIX TMM@OaTUYeCKMX y3/10B) Oblsl yCTaHOBIEH AUArHO3 «reMopparn4eckui
BackynuTt LLleHneriHa — leHoxa, cMelaHHas ¢opmar. Ha poHe Tepanum cUCTEMHbIMM [TIIOKOKOPTUKOCTEPOMUAAMM OTMEYEHO
yAydlweHne, ogHaKo Yepe3 HECKOJ/IbKO AHEH Moc/e 3aBepLlueHnst Tepanmm BO3HMK peumnanB BbiCbiNaHui n apTpanarui, 4To
MOCAY»KMJI0 MOBOAOM 47151 06PALLEHNS B KOHCYIbTaTUBHO-ANArHOCTUYECKUI LIeHTP. Ha MOMEHT ocMoTpa obLyee COCTosIHUe
naumeHTKM yaoBIeTBOPUTENIbHOE. Ha Koxe nnua, Ty10BULLa M KOHEYHOCTEN MHOIMOYMCAEHHbIE S9PUTEMATO3HbIE KOJIbLEBUA-
Hble YyPTUKaPHbIE N MaKy/sipHbIE 371eMEHTbI AuamMeTpom oT 3 4o 12 cM. B LeHTpe HEKOTOPbIX 04yaroB, a TaKkKe Ha mecTe
pa3PELUNBLUMXCS BbICIMAHUIA — CHUHIOWHbIE MATHA C HEYETKUMM rpaHuLiamu, KOTopble ucye3asu Mpu HagaB/MBaHUM.
Cm3uncTbie 060/104KM HE MOPaXKeHbl, HOITU U BOJIOCHI MHTaKTHbI. CyObEeKTUBHO — JIEMKOE XIKEHUE B 06/1aCTH BbIChbiaHWH,
fpu nanbnaymm — HU3KOMHTEHCUBHbIE 6OSIEBbIE OLUYLIEHUS B J1I€BOM Jly4e3ansiCTHOM cycTtaBe. B KpoBu: MoBbilEeHUE
KOHUeHTpauun C-peakTmBHOro 6eska 4o 12 mr/n, ysenanyeHne CO3 go 26 mm/y, nosblweHne tutpa ISG kK BOb fo 47,7.
3akntoyeHue. [pn BbISIBAEHMM y NaLMEHTOB AETCKOro Bo3pacTa KoJibLeBUAHbIX BbICbIMaHUI B COYETaHUU C apTpaIrnamm
W/Un apTPUTOM, IMXOPaAKON, Haauynem B aHaMHese ynoTpebreHunss 1eKapCTBEHHbIX NMpenapaToB (Yale Bcero 6eta-naK-
TaMHbl€ aHTUOUOTUKN), HEAaBHEN BaKLUMHaLMN UM NMPOSIBAEHUI BUPYCHON MHOEKLMU NPU NPOBEAEHNM AU depPEHLMaibHON
AMarHOCTUKM HEOBXOAMMO yYUTbIBaTb BO3MOXKHOCTb pa3BmnTisi SSLR, 0CO6EHHO eCv Noc/ie paspeLleHmst BbiCbinaHui coxpa-
HSAOTCS1 3aCTOMHbIE€ CUHIOLLHbIE NSTHA, @ 1abopaTopHbIe NoKa3aTesn HecrneympuyHsbl.

KntoyeBble cnoBa: geTH, CbiIBOPOTOYHAs 60/1€3Hb, SSLR, KO/bLEBUAHbIE BbIChINaHWUS, KObLEBUAHbIN JEPMATO3, peaKLms
10 TUIMy CbIBOPOTOYHOH 6O/IE3HMN

Ansa ymtnpoBaHuns: isaHunkos B.B., MypawknH H.H., AM6apysH 3.T., KyabMmunHoBa A.[l. PeaKuuns no TMny CbiIBOPOTOYHOM
60onesHn, accoumnmpoBaHHasa ¢ BUPycoM dnwTenHa — bapp: KAMHMYECKMW cnydyan. Bonpocbl COBPEMEHHOM rneanaTpun.
2022;21(5):391-399. doi: https://doi.org/10.15690/vsp.v21i5.2455

OBOCHOBAHME

[narHocTnka 3aboneBaHWi, NPOTEKAlWMUX C KOJb-
LIeBMAHBIMX BbICbINAHUAMKU, TpebyeT aunddepeHumaumm
C MHOXECTBOM MaTONOMMYECKUX COCTOSHUM pa3HoW 3THO-
noruun. Takue BbICbINAHUS XapaKTepHbl Kak Afa pacnpo-
CTPaHEHHbIX (FPUOKOBble MHPEKLUWUU, KpanuBHULA), TaK
W peakux sabonesaHui [1]. B yucne nocnegHux onuca-
Hbl Cfly4yau BO3HUKHOBEHUS KOMNbLEBWAHbIX BbICbiNaHWm
B pesy/nbrate peakuuu Mo TUMY CbIBOPOTOYHOW 60NEe3HU
(serum sickness-like reactions; SSLR). KnuHnyeckas Kap-
TUHa JaHHOro COCTOAHMUSA MAEHTUYHA UCTUHHOW CbIBOPOTOY-
HOW 60/M1e3HKU, OAHAKO nocnegHss obycnosjieHa pasBUTU-

eM anneprudeckon peakumu tina lll [2]. MaToreHe3s SSLR
OCTaeTcsi MaJiou3yyeHHbIM, a camo 3abosieBaHME acCcoLm-
MPOBAHO C peaKuMen Ha NieKapCTBeHHble npenapatbl [3],
BaKUMHbI [4], BUPYCHble 1 GaKTepuanbHble MHbeKumMKn [5].
3aboneBaHne xapaKkrtepusyetcs cneunuduyecKUMn KoJsib-
LEBUAHBLIMU 3NEMEHTAMU, JIMXOPAAKOW, MONMAPTPUTOM,
nonvapTpanruamn n 6naronpuaTHbIM NPOrHO30M C CaMo-
CTOSITENIbHbIM pa3peLlleHneM BbICbINMaHUM NPU YCTPaHEHWUM
aencteusa nposouupytolero daxktopa [6, 7]. Huke npea-
CTaBNeH KIMHWYecKun cnydam SSLR, accoummpoBaHHOWM
C BMPYCHOM WHOEKLMEN. ITO NepBbik Clydan OnmMcaHus
3a60/1€BaHUS B PYCCKOA3bIYHON MEAULIMHCKOM NnTepaType.
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KJIUHUYECKUNA NPUMEP

O nauyueHTe

[esoyka [., 8 net, o6patnnacb B KOHCY/bTaTUBHO-AMar-
HOCTUYECKUIM LEHTP C Kanobamu Ha BMNepPBble BO3HUK-
lIMe BbICbIM@HMA Ha KOXe nuua, TyNoBMLLa U KOHEYHOCTEN.
MauneHTKa oTMeYaeT NErkoe XKeHue B 061acTu BbiCbina-
HWUM, HU3KOMHTEHCUBHbIE apTPaNrMn B JIEBOM Jly4e3anscr-
HOM cycTaBe.

AHamHe3 3a60/1eBaHUs

M3 aHamMHe3a WM3BECTHO, 4TO 3aboneBaHWe Ha4vanocb
OKoNno 3 Hea Hasaj C NOoBbILIEHUS TemnepaTypbl Tena Ao
38 °C, pa3Butus abaoMmnHanbHbIx 601en U NOABNEHUS «MAT-
Ha» Ha KOXe MNpaBoOW TONIEHU, KOTOPOE ObiNO0 PacCLEHEHO
KaK YKyc Hacekomoro. Co CloB pofMTenen, NeKapCTBEHHbIE
npenapatbl B NepBble CyTKM 3a60IeBaHUS HE UCMOb30Ba-
JIUCb, TaKXe PoaMTenu OTPULAIOT MCMONb30BaHME N06GbIX
NIEKapPCTBEHHbIX MpenapaToB B TEYEHWE MpPeaLlecTBYIOLLMX
HECKONbKUX Heaenb nepen Havyanom 3aboneBaHus. Ha cne-
[lylolMEe CYTKM MOSIBUIUCb HOBbIE BbIChbINAHUSA MO BCEMY
KOXHOMY MOKPOBY, @ BO3HMWKLIEE NEPBbLIM «MATHO» NPUOG-
peno BWUA Konbla. Takke NosiBWIMCbL 60K B Jy4e3ansacT-
HOM W TONIEHOCTOMHOM CyCTaBax, CoXpaHsnacb nuxopanka.
CamocTonTeNlbHOe OAHOKPATHOE MCMofib3oBaHMe Mbynpode-
Ha W LeTMPU3KMHA K NONOXKUTENbHOMY 3bdEKTY HE NPUBENO.

Yepes 3 cyT nocne nosBAeHUs NeEPBbIX NPU3HAKOB 6ones-
HU NauMeHTKa rocnutanuM3npoBaHa B neaguaTpuyeckoe oTae-
NeHue cTaloHapa no MecTy XuTenbcTea. CornacHo AaHHbIM
MEANUMHCKOW AOKYMEHTaLuK, y pebeHKa npu ¢dbu3nKaibHOM
OCMOTPE GbiN BbISIBAEHbI MHOMOYUC/IEHHbIE YPTUKAPHbIE
MU 3pUTEMAaTO3Hble BbICbINAHUS KoNbLEBUIHOM ¢dopmbl. Ha
MecTe pa3peLlalolmMxcs BbiCbIMaHWI, a TaKXe B MecTax noJi-
HOro perpecca HabnoAannCh CUHIOLWHbIE NATHA. BbiABNEHbI
OTeK W 6GONIE3HEHHOCTb JIEBOrO Jy4e3anscTHOr0 M rofeHo-

CTOMHOro cyctaBoB. [1pu ynbTPasBYKOBOM MCCAefoBaHWU
OpraHoB OpPIOLWHOM MOMOCTU OBHapPYKEeHbl NMPU3HAKKU Me3a-
[EeHWTa; NpY aNEKTPOKapAnorpadn — OTKIOHEHWE 3N1EKTPH-
YeCcKoW ocu cepaua BnpaBo, PUTM CUHYCOBbIM, 95 ya./MUH.
B pesynbrate GUMOXMMMYECKOTO aHann3a KPOBMW BbISBIEHO
[BYKpaTHOE MOBbIWEHNE AKTUBHOCTM anaHWHaMMHOTPaHC-
depasbl (AJIT) n acnaptatamuHoTpaHcdepasbl (ACT) (Hopma
0-40 Ea/n) v yBenMyeHne CKOPOCTU OCeAaHUs 3PUTPOLIMTOB
(CO3) po 166 mm/4 (Hopma 10—-20 MM/4); CEPOSIOrMYECKOTO
nccnefoBaHUs — MOBbIEHWE KOHUEHTpauun IgM K Bupycy
OnuwrtenHa — bapp (B3b) go 115 (Hopma < 1,1). Ha ocHo-
BaHUM KIMHUYECKOM KapTUHbI, aHaMHe3a W [aHHbIX abo-
PaTopHbIX U WHCTPYMEHTANbHbIX METOAOB WCCNeAoBaHus
YCTaHOBNEH KIMHUYECKUI ANarHo3 «reMopparnyeckuni Backy-
vt LeHnenHa — [eHoxa, cmellaHHaa ¢opmar. B Tepanuu
MCMONb30BaINCb CUCTEMHbIE MIOKOKOPTUKOCTEPOU LI (Npea-
HW30/10H), LEePTPUAKCOH W renapuH — C MONOXKUTENbHbIM
adpdeKTOM, paspeleHMeM BbiCbiNaHW, HOpManuM3auunen
TemnepaTypbl Tena U UCYE3HOBEHMEM MPUMNYXIOCTU M 6ones-
HEHHOCTM MOpaKeHHbIX CycTaBoB. COrnacHo 3aK/IYEHMIo
Bpayva-MHPEKLMOHUCTa, Y pebeHKa AMarHoCTMpOBaHa TaKxe
M «XpOHMYecKas nepcuctupyrowas BIb-uHdekuns». Yepes
HECKOMIbKO CYTOK NOC/e BbINMUCKMU U3 CTaLMOHapa y NaumMeHTKu
BO3HWUK peunanMB 3abofeBaHns, XapaKTepPUIYIOLLMNCS MONAB-
NleHWEeM HOBbIX BbICbIMAHWI, KAMHUYECKU HE OTIMYaoLMXCS
OT NOSIBMBLUMXCS paHee, YTO NOCNYKUA0 NOBOAOM /151 HACTOS-
Lwero o6paLLleHns B KOHCYNbTaTUBHO-AUArHOCTUHECKUI LIEHTP.

AHaMHe3 XU3HU

PebeHoK OT BTOpoM 6GepemMeHHOCTW, MepBbiIX CPOY-
HbIX pPoAOB, TeyeHne 6GepeMeHHOCTM 6e3 0COBEHHOCTEW.
PaHHee pasBuTHe Takke 6e3 0CO6eHHOCTEM, CcOorfiacHo
BO3pacTty. Poautenn HanuMyme XpoHUYecKkux 3aboneBaHum
y pebeHKa oTpuuatoT. BakunHaumnsa pebeHka npoBoaniach
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Serum Sickness-Like Reaction Associated
with Epstein - Barr Virus: Clinical Case

Background. Annular dermatoses are a group of diseases with major clinical manifestation of rashes of relevant form. This
manifestation pattern causes difficulties in diagnosis. The case of rarely diagnosed annular dermatosis is presented: serum sikness-
like reaction (SSLR) triggered by the Epstein — Barr virus (EBV). Clinical case description. Patient D., 8 years old girl, noted abdominal
pain 3 weeks before hospitalization, and later numerous polymorphic rashes (erythematous macules, urticarial elements), swelling
and pain in joints. Self-treatment with non-steroidal anti-inflammatory and systemic antihistamines did not lead to any improvement. The
patient was hospitalized in the pediatric department at the place of residence, where the diagnosis “Henoch-Schonlein purpura, mixed
type” was established according to the results of physical, laboratory (double increase of ALT and AST, ESR up to 166 mm/h, ISM to
EBV), and ultrasound (mesenteric lymph nodes hyperplasia) studies. Systemic glucocorticosteroids have led to improvement, however,
few days after the end of the treatment there was relapse of rash and arthralgia. Thus, the girl was administrated to clinical diagnostic
center. Patient’s general condition was satisfactory at the time of examination. There were numerous erythematous annular urticarial
and macular elements (3—12 cm) on the skin of face, body and limbs. Some foci, as well as some resolved rashes had blue spots with
indistinct boundaries that disappeared after compression. Mucous membranes, nails and hair were intact. Subjective symptoms —
slight burning around rashes, at palpation — low-intensity pain in the left radiocarpal joint. Blood tests: C-reactive protein concentration
increased up to 12 mg/L, ESR up to 26 mm/h, IgG to EBV up to 47.7. Conclusion. During differential diagnosis we should consider the
possibility of SSLR development in all pediatric patients with annular rashes associated with arthralgia and/or arthritis, fever, history of
drug use (most often beta-lactam antibiotics), recent vaccination or manifestations of viral infection, especially in case of cyanotic spots
after rashes resolution and non-specific laboratory parameters.
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B COOTBETCTBMU C rpaduKOM HaLMOHaANIbHOIrO KaneHgaps
BaKUMHONPOOUNAKTUKKU. Poautenn naumeHTKU oTpuuatoT
Hann4yme XpoHUYeCKMx 3aboieBaHni y POACTBEHHUKOB nep-
BOW IMHUK poACTBa.

dusuKkanbHaa AMarHocTuka

Ha MOMEHT nepBMYHOro ocmoTpa obliee COCTosiHWe
nauMeHTKU yaOBNETBOPUTENLHOE, CO3HAHWE SICHOE, aKTWB-
HOCTb He HapylleHa. Ha Koxe nvua, TynoBuLla M KOHeY-
HOCTEN BW3Yanu3WpPYIOTCS MHOMOYUCIEHHbIE 3pUTEMATO3-
Hble KOMbLEBUAHbIE YPTUKAPHbIE W MaKyNspHbIE 3NEMEHTI
avameTtpom oT 3 g0 12 cm (puc. 1-3). B LeHTpe HeKoTo-
pblX 04aroB, a TaKXe Ha MecTe paspeLiMBLUMXCS BbICbiNa-
HUW — CUHIOLWHbIE NATHA C HEYETKMMU rpaHnuamu (puc. 4).
CnunsncTble 060104KM HE MOPaXKEHbI, HOMTU M BOMOCHI MHTAKT-
Hbl. o ApyrMm cuctemam 1 opraHam — 6e3 NaToN0rMYecKmx
U3MEHEHUN.

MpepBapuUTenbHbIA AUArHoO3

OCHOBHOM AMarHos: peaKkuus Mo TuMy CbIBOPOTOYHOM
6one3Hn (serum sickness-like reactions; SSLR). Conyt-
cTBylollee 3a6oneBaHMe: XPOHUYecKas MnepcucTupytowas
MHbEeKUMa BMpYyca AnwTenHa — bapp. AuddepeHumanbHas
AMArHoCTUMKa npoBoAuaacb C OCTPbIM FremMopparMyeckum
OTEKOM [AETCKOro BO3pacTta, 303MHOMWIbHLIM KOMbLEBUA-
HbIM EPMAaTO30M, MUTPUPYIOLLEN 3PUTEMON, KOXKHbBIMU NPO-
ABIEHUSIMW KPACHOM BOSIYAHKKU, MapruHanbHOW 3pUTEMOW,
MWKO30M [NaAKoOW KOMMW, LLEHTPOOEKHOM KONbLEBUAHOM
3PUTEMOW, YPTUKAPHBLIM BaACKYIUTOM, MHOFODOPMHOM 3JKC-
CyOAaTVBHOMN 3pUTEMON, KOXKHbIMKU NPOSIBEHUSMM BacKyIMTa
MESTKMX COCYA0B KOXM.

LOUHaMM1Ka U ncxopabl

SSLR aBnfieTcs KAMHWUYECKUM [MarHO30M W BbICTaB-
NFeTCA Ha OCHOBaHWW KIMHUYECKOM KapTWUHbl M aHaMm-
HECTUYECKMX [aHHbIX, OgHaKO AnA AubdepeHLuUanbHom
JMarHoCTMKKM 6blia npoBefeHa cepus nabopaTopHbIX
U MHCTPYMEHTasbHbIX MUCCrefoBaHuin. Mo gaHHbIM KIUHK-

Puc. 1. JeBouyka /1., 8 net. CnmMBatolimecs KonbLeBuaHble
3pUTEMATO3HbIE NATHA U YPTUKAPHbIE IEMEHTbI Ha KoXe nuua

1 Weu (3-u cyT nocne BbIMUCKU U3 NeanuaTpUHecKoro oTaeNeHus )
Fig. 1. Girl D., 8 years old. Reticulated annular erythematous spots
and urticarial elements on the face and neck skin (3rd day after
discharge from the pediatric department)

. : .
McTo4HuK: AMbBapysH 3.T., 2022.
Source: Ambarchian E.T., 2022.

YeCKOro aHanusa KpoBM, Ha 4-e cyT 60/e3HU He BbiiBne-
HO 3Ha4YMMbIX OTK/IOHEHMIN B MU3Y4YEHHbIX NoKa3aTensx, 3a
UCKJIIOYEHWEM Hebonbloro ysenndeHua COJ (tabn. 1, 2)
M KOHUeHTpauun C-peakTnBHOro 6enka (tabn. 3). Kpome
TOro, BbISIBNEH MOBbIWEHHbIM TUTP 1gG K KamncuaHomy

Puc. 2. leBoyka [., 8 net. KonbLeBunaHble 3puTeMaTo3Hble NaTHa Ha GOoHEe OTEYHOM KOXKM (3-1 CyT nocne BbINMUCKU U3 NeanaTpuyecKoro
OTAENEHNS)
Fig. 2. Girl D., 8 years old. Annular erythematous spots on the background of swallowed skin (3rd day after discharge from the pediatric
department)

McTodHuK: AMb6apysaH 3.T., 2022.
Source: Ambarchian E.T., 2022.
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Puc. 3. JeBoyka [l., 8 neT. YpTUKapHble U MaKynspHble KONbLEBUAHbIE 3N1EMEHTbI Ha KOXE TyNI0BULA U BEPXHUX KOHEYHOCTEW (3-u cyT nocne
BbIMWCKM U3 NEAUATPUYECKOro OTAeNEHUS)

Fig. 3. Girl D., 8 years old. Urticarial and macular annular elements on the skin of body and upper limbs (3rd day after discharge from the
pediatric department)

Clinical Observation

UcTouHuK: AMBapusiH 3.T., 2022.
Source: Ambarchian E.T., 2022.

KnuHuyeckoe HaGnopeHue

Puc. 4. leBoyka /1., 8 net. Perpeccupytoline anemMeHTbl Nocne aputeMaTo3HbIX MATEH Ha KOXe HUMHUX KOHEYHOCTEN (6-€ CyT C MOMEeHTa
BbIMWCKM U3 NEAUATPUYECKOr0 OTAENEHUS)

Fig. 4. Girl D., 8 years old. Recovering elements after erythematous spots on the skin of lower limbs (6th day after discharge from

the pediatric department)

McTouHuK: doTorpadumn npegoctaBieHbl POAUTENAMU NALUEHTKHU.
Source: photos provided by patient’s parents.



Ta6nuua 1. [leBoyka [., 8 net. KnnHM4ecKnin aHanns KposH, 4-e cyt 60n1e3HU

Table 1. Girl D., 8 years old. Blood test, 4th day of disease

SputpounTsl, 1012/ 4.5 4,1-52
[eMorno6uH, r/n 136 120-150
fematokpuT, % 40 35-45
CpeaHuin 06beM apUTpoLuTa, MKM3 89 77-94
CpefHee coaepkaHue remMornobuHa B apuTpouuTax, r/n 29,4 26-32
Pacnpepenenune aputpoLnToB No 06bemy, % 13,2 12-14,5
Tpom6ouuThl, 10%/n 326 175-332
Nenkouutsl, 10°2/n 7,6 45-13
CKOpOCTb OcefjaHnsa 3puTpoLMTOB (No Becteprpeny), Mm /4 23 2-15

Ta6nuua 2. JleikountapHas dopmyna, 4-e cyT 601€3HU
Table 2. White blood cell differential, 4th day of disease

HewTtpodunbl nanoykosaepHble, % 1 1-6
Hentpodunbl cermeHToaaepHble, % 45 45-60
Numoountsl, % 35 30-46
MoHouuTbl, % 9 3-9
3o3unHodunbl, % 3 1-5
Bazodunbl, % 1 0-1
He#tpodunsl, 10° ct/n 3,19 1,1-5,8
NumdoumnTsl, 10° c1/n 2,7 1,1-3,8
MoHouuTsl, 10° ¢T/n 0,68 0,37-1,26
Bazodunsl, 1092 ct/n 0,02 0,0-0,05
303unHobuUnbl, 109 ct/n 0,04 0,02-0,65

Ta6nuua 3. BUOXMMUYECKUIN aHaNn3 KPOBHU, 4-e CcyT 60NEe3HM
Table 3. Biochemical blood test, 4th day of disease

AnaHvHamuHOTpaHchepasa, Ea/mn 21 0-40
AcnapTtatamuHoTpaHcdepasa, Ea/mn 37 0-80
O6wwit 6enok, r/n 60 56-75
MoueBuHa, MMONb /N 2,7 1,8-6,4
KpeaTuHuH, MKMONb/n 30,2 27-62
[noKo3a, MmMonb/n 4.8 3,3-5,6
C-peaKTuBHbIN 6eN0K, Mr/n 12 0-6
O6uas remonuTUYecKas cnocobHOCTb KoMnaemeHnTa, Ea/mr 20 42-129

6enky B3B, HO He K aHTUHYK/leapHbIM LMUTOMNaA3MaTu-
yeckuMM aHtutenam (AHLIA), aHTUTenam K MHUenonepok-
cupasze M NPoOTEMHKMHaA3e, 4YTO MO3BOJIUAO WCKIYUTL
KpacHyl0 BONMYaHKY, remopparnyeckuin acKynut, AHLIA-
accounnpoBaHHble BaCKyNWUTbl U CbIBOPOTOYHYIO 6GONIE3Hb
(tabn. 4). NosbiweHue TUTPa IgG K BB, a TakXKe Hanuyue
1gM K BOb B Havane 3a6oneBaHusa yKasbiBaeT Ha BOb Kak
Ha BO3MOXHbI Tpurrep SSLR, Tak Kak B nuTepaType paHee
Oblfia onucaHa CBA3b Mexay BUPYCHbIMW MHOEKUUAMU
1 nofo6HoM peakuuen [5]. PedynbraTtbl y1bTPa3BYKOBOIo
nccnefoBaHWs OpraHoB OPIOLWHOM NOIOCTU U MOYEK, INeK-

TpoKkapauorpabun 1 axokapauvorpacdum COOTBETCTBOBANU
BO3pacCTHOM HopMe.

YuuTbiBas yaOBNETBOPUTENIbHOE COCTOSIHUE U OTCYTCTBUE
3HaYMMbIX 1A6OPATOPHbLIX U UHCTPYMEHTANIbHbIX OTKIIOHEH W
AN9 KYyNUpoBaHUs apTpanruii nauneHTKe 6bin HadHayveH noy-
npodeH B go3mposke 200 mr 3 pasa/cyT. B TeyeHue Hegenu
BbICbIMAHWA MOCTENEHHO perpeccupoBany 6e3 GopMUPO-
BaHUA CTOMKMX WM3MeHeHul. boneBon cuHAPOM Ha OHe
npvema ubynpodeHa paspewwnncs Ha 2-e cyT, U npenapat
Gbl1 OTMEHEH Ha 5-e cyT ¢ Hayana Tepanuu. MOBTOPHO Ha
KOHCy/bTaLMio NauueHTKa He o6pallanachb.
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Ta6nuua 4. IMMyHonormyeckue ncenegoBaHus, 4-e cyt 60n1esHu
Table 4. Inmunology research, 4th day of disease

Mokasarenu Pe3ynbrat PedepeHcHble 3HaYeHUs
AHTuTena (I1gG) K KancuaHomy 6enky BIb, signal/cutoff 46,7 0-0,9
AHTUHYKNeapHble aHTuTena (IgG), TMTP <160 <160
AHTUHYK/I€apHble LuTonnasMaTuyeckme aHturena (Igh), Tutp <40 <40
AHTUTENa K Muenonepokcungase (1gG), AU/mn 8 0-20
AHTWUTENa K NpoTenHKMHaze (aHTU-PR3 IgG), Ea/mn 3 0-20

lNpumeyvanmne. Signal/cutoff — noporosoe 3HaveHue; AU/mn — ycnoBHas eanHuua (arbitrary unit) KOHLEHTpaLMK aHTUTEN B MUAUAUTPE.
Note. Signal/cutoff — cut-off value; AU/ml — arbitrary unit of antibody concentration in milliliter.

MporHo3s

SSLR wumeeT 6naronpusaTHbIM MPOrHO3 — BbICbiNa-
HUS WM ApyrMe CUMMNTOMbl CaMOCTOSITENIbHO paspeluatoTcs
y MaLUMEeHTOB NpPW YyCTPaAHEHWMU BO3AEWCTBUS MPOBOLMPYIO-
uero daxktopa, He OCTaBNsAs CTOMKMX UBMEHEHUN Ha KOXe.
B onucbiBaemMoMm cnyqae BEPOSTHLIM TPUITEPOM MOCYKMMNO
MHOMUMpoBaHUe BIB, KOTOpbIM MOXET NpoTeKaTb B TOM

yncne B BUAE XPOHUYECKOW UHDEKLIMM U TEOPETUYECKM MPK-
BOAMUTb K peuunaumBam SSLR, 4To genaer nporHos He CTofb
OIHO3HAYHbIM.

BpemeHHas wkana
XpoHONOrnMsa pasBuTUA GOJNIE3HKU, KNOYEBbIE COObLITUA
M NPOrHO3 Ang nauneHTku [., 8 net, npeacraBieHbl Ha puc. 5.

Puc. 5. leBoyka /1., 8 NeT: XpoOHONOrms pa3BuTus 601e3HU, KtoHeBble COObITUS U MPOrHO3
Fig. 5. Girl D., 8 years old: disease progression, key events, and prognosis
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lMpumeyvaHue. HMNBI — HecTepouaHble NPOTUBOBOCMANUTENbHbIE NeKapcTBEeHHble npenapaTbl; OPU — ocTpas pecnupaTtopHas
nHdeKkumnsa; CO3 — ckopocTb oceaaHus aputpounToB; AJIT — anaHMHaMuHoTpaHchepasa; ACT — acnaprataMuHoTpaHchepasa;
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aHTU-MNK3 — aHTUTena K npotenHknHaze 3; 1IgM/G — nmmyHorno6ynuHbl knacca M/G.
Note. NSAID (HMBIM) — non-steroidal anti-inflammatory drugs; ARI (OPW) — acute respiratory infection; ESR (CO3) — erythrocyte
sedimentation rate; ALT (AJIT) — alanine transaminase; AST (ACT) — aspartate transaminase; EBV (B3b) — Epstein — Barr virus;
US (Y3U) — ultrasound; anti-MPO (aHTu-MIM0O) — anti-myeloperoxidase antibody; anti-PK3 (aHTK-NK3) —protein kinase 3 antibody;

IgM/G — macroglobulins M/G.



OBCYXAEHUE

SSLR MoeT pasBuBaTbCs Yy B3POCAbIX MNaLWEHTOB,
HO GONbLIMHCTBO Cflyd4aeB onucaHbl y geten [8, 9]. Pac-
npocTpaHeHHOCTb SSLR HensBecTHa. 3aboneBaHue peako
[AMarHoCcTMpyeTcs, Tak Kak 4acTto OWwWMBOYHO MpUHUMaEeTCs
3a Apyrue gepmaTosbl (KpanuMBHULE, MHOrodopMHas 3aKcCy-
JaTuBHas apuTeMa, BUPYCHblE 3K3aHTEMbI, JIEKAPCTBEHHbIE
peaKLun), KOTOPbIM NPUCYLLM KONbLEBUAHbIE U NONULMKIK-
yeckue BbicbiNnaHus [3]. BmecTe ¢ Tem, ana SSLR xapaKtepHbl
BHE3arnHoe MnosiB/ieHMe KOXHOW CbINKW U MOparkeHue cycrta-
BOB, C JIXOpadKon mam 6e3 Hee, KOTOPbIM MpeawecTByoT
npvem (4alie BCero) IEKapCTBEHHbIX cpeactB [10], nHbeK-
umns [5] nnn BakunHaumm [11]. Hanbonee vactas npu4vvHa
SSLR — B-naktamHble aHTUOUOTUKKU, OCOBEHHO LedaKnop
N aMOKCULMIUH, OJHAKO NOoA06HbIe peaKLnn Bbln onuca-
Hbl WU MPU NPUMEHEHUU CynbdaHUNaMUaHbIX, MPOTUBOOMYXO-
NEeBbIX U NPOTUBO3NUAENTUYECKMX npenapaTtoB, HIMBI [3],
a B nocnegHee BpeMs — W FE€HHO-UHXEHEepPHbIX 6uonoru-
yeckux npenapatoB [12]. lMpuynHamu SSLR moryt 6biTb
W BUPYCHble MHPEKLMU, B HACTHOCTM BO3BYAUTENN renaTuTa
B 1 C [5]. B onucaHHOM Hamu cnydae npu4mHon SSLR, Bepo-
ATHee Bcero, siBunacb MHbeKkuMa BIb, Tak Kak Ha MOMEHT
faebloTa 3aboneBaHUs NauMeHTKa He noJiydyana JieKapcTBeH-
HbIX MpenapatoB, KOTOpble MOrnM O6bl CNPOBOLMPOBATHL
SSLR, a npu npoBeAeHNN CepoNorM4ecKoro ncecneqoBaHus
OblN BbISBNEH BbICOKMM TUTP IgM K BOB. PaHee B Hay4HbIX
nyénukaunsax BOb kak Tpurrep SSLR He ynomuHancs.

KnuHuyeckas KaptuHa SSLR cxogHa ¢ TakoBoW npw
K/TaCCUMYECKOM CbIBOPOTOYHOM 60ME3HM, KOTOpas SABASeT-
CH peakuuen runepyyscTBUTENbHOCTM TnNa I, BO3HUKa-
joller B OTBET Ha BBe[EHUE TeTeposiorM4yHOn CbIBOPOT-
KW B KayecTBe aHTUTOKCUHa Ans neyeHus audtepun [13].
MaTopusmnonorna SSLR B goctatoyHom mepe He u3yye-
Ha, HO OHa, MO-BWAMMOMY, OT/IMYAETCH OT KIAaCCUYECKOM
CbIBOPOTOYHOM 60/IE3HU, MOCKONbKY SSLR He cBs3aHa
C 06pa30BaHMEM LMPKYIUPYIOWMX UMMYHHbIX KOMMIEKCOB,
a KOHLEHTPaLMW KOMMIEMEHTA B CbIBOPOTKE KPOBWU MpwU
SSLR 06bl4HO B npegenax pedepeHCHbIXx 3HavyeHun [14].
Cyutaetcs, 4TO aHOMalbHblM MUMMYHHbIM OTBET npu SSLR
06yC/OBNEH [OEWCTBMEM JIEKapCTB WM UX MeTabosuToB,
0onocpeaoBaHHO B KavyecTBe ranTeHoB, CBSA3blBaloWmMX 6en-
KW Nna3Mmbl, KOTOPble NPUOGPETalOT TaKMM 06pPa3oM MMMY-
HOAKTUBHbIE CBOWCTBA, WK NYTEM MPSMOro TOKCUMYECKOro
nospexaeHus numoounton [15].

lMopaxeHnss KOXM, Kak MNpaBuio, HavyMHalTCA C pas-
BUTUSA 3PUTEMATO3HbIX BOCMANUTENbHbIX MNanys, KOoTopble
poauTeNn UK cam MNauMeHT OMUCbIBAlOT KaK «yKyCbl Hace-
KOMbIx» [3], 4To Ha6noAaN0Ch U B ONUCAHHOM HaMu ciyyae.
3T noparkeHnsa 6bICTPO LIEHTPOOEKHO PaCNpPOCTPaHAOTCS
W yBENMYMBALIOTCA B pa3mepax, obpasys KoNbLEBUAHbIE
NMOpaXeHUss C LeHTpasbHbIM «NPOCBETIEHNEM», 3a4acTyto
UMUTUPYS «<MULIEHEBUAHbIE» OYaru, Kak Npu MHOrobOpPMHOM
aputeme, namM o6pasyloT NOSMLMKIMYECKME ClMBatoLwmecs
CTPYKTYpPbI, CXOXMWEe C KIMHUYECKOM KapTUHOWM NpU Kpanue-
Huue. Ho, B OTiM4Me OT NocnedHux, KOXKHble U3MEHEHUS Npu
SSLR octatotca GUKCMPOBaAHHbIMU B TEYEHMUE HECKONbKMX
AHeNn. 3ya NpUCYTCTBYET peaKo, MauMeHTbl Yalle »KanyloTcs
Ha 4yBCTBO «<KXKeHus» [3]. BocnaneHne cyctaBoB siBNsieTcs
0co6eHHOCTbI0O SSLR 1 06bIYHO XapaKTepu3yeTcs cumme-
TPUYHBIM UX BOBNIEYEHUEM C Pa3BUTUEM OTEKA WU apTpairum.
Mo nocneaHum aaHHbIM, 10 60% aeten ¢ SSLR nmenu nopa-
eHWe ABYyX 1 6onee cycTtaBoB [3, 8], ¥ N0N0BUHbI 6OMIbHbLIX
3abo5ieBaHue NpoTeKaeT ¢ nMxopaaxkon [16].

M3MeHeHna nabopaTopHbIX MOKa3aTeNnen y nauneHToB
¢ SSLR HecneunduyHbl M, KaK NpaBuWI0, XapaKTepuayloT-

CS MOBbIWEHMEM BOCMANUTENbHbIX MapKepoB KpoBu [16].
Paa uccneposatenen paccmaTpuBatoT TECT Ha TOKCUMYHOCTb
NMMOOLMTOB KaK BO3MOMXHbIM MEeToA AuarHocTukM SSLR
M WHbIX NIeKapCTBEHHbIX peaKkuuin [17]. ITOT TecT OCHO-
BaH Ha GeHOMeHe MOBbIWEHUS anonToTUYEeCKON aKTUBHOC-
TM IMMOOLMUTOB MaUMEHTOB C T-KJIETOYHbIMM peakuUsaMu
rMNep4vyBCTBUTENBHOCTM K JIEKAPCTBEHHbLIM NpenapaTtam npu
NOBTOPHOM BO3AENCTBUM TPUITEPHOrO npenapaTta Man ero
MeTabo/IMTOB. XOTA 3TOT TECT He BaNWAMPOBaH AN KIWUHK-
4eCKOro MCMnonb30BaHKs, OH MOXET OblTb MOTEHUMaNbHO
NONE3HbIM UHCTPYMEHTOM AN AMArHOCTUKM NEeKapCTBEHHbIX
peaKkuuin, n B 4yactHocTn SSLR [17]. C yyeToM OTCyTCTBMUSA
NaTOrHOMOHMYHbIX MPU3HAKOB TMCTONOMMYECKOW KapTUHbI
SSLR npoBeageHne OMArHOCTMHECKOW OMOMCUU KOXKKU He
pekomeHayetcs [18].

OnddepeHumnanbHaa guarHoctmka SSLR npoBoaut-
ci C 3aboneBaHWsIMM, KOTOpble MOryT COMpPOBOXAaTbCA
NOSIBIEHUEM KOJNbLIEBUAHbIX BbICbINaHUW. Mpn UX HanMyum
y NauueHToB B BoO3pacTe A0 24 mec cneayeT NpUHUMaThb
BO BHMMaHWEe OCTPblA remMopparniyecknuin oTek MnageHLeB
(acute hemorrhagic edema of infancy; AHEI), TakXe nssecT-
HbI Kak 6one3Hb PuHKenbluTerHa. AHEI, npeacraBnsowmnn
Cco60M NTEMKOLMTOKIACTUYECKUIA BACKYIUT MENIKMUX COCYAOB,
06bIYHO CONPOBOXAAETCA NanbnuMpyemMon nypnypown Ha doHe
OTeKa KOXMW. Y 60/bllen YacTh aeTen 3aboneBaHuio npeaule-
CTBYIOT MHDEKUMM BEPXHUX AbIXaTe/ibHbIX NyTen. JInxopagka
npucyTcTByeT B nonosuHe cnydaeB AHEI. KoxHbiM naTono-
TMYECKUI NPOLLECC XapaKTepu3yeTcs ObICTPbIM NOSBEHUEM
Heb0/bLLIMX IPUTEMATO3HbIX MaKyn WK nanysn, KoTopble Npo-
rpeccupytoT 40 CMBAOWMXCA KONbLEBUAHbBIX UK «KOKapa-
Hbix» 6ngweK. Cneunduyeckne nabopaTtopHble U3MEHEHUS
OTCYTCTBYIOT, @ 3a60/1eBaHne pa3pellaeTcs caMoCTOATENbHO
B TeYeHWe HEeCKOJIbKMX Hepdesnb, 4YTo OO6yC/IoB/IMBaET €ro
[06poKavyecTBEHHbIN XapakTep [19, 20].

Mypnypa LWeHnenHa — [eHOXa, TaKXe U3BECTHasd Kak
IgA-BacKynut, npeacrtaBnseTr co60M CUCTEMHbLIN WUMMYHO-
KOMIIEKCHbBIV JIEMKOLUTOKNACTUHECKUI BaACKYNUT MENKUX
COCY[0B, KIIMHUYECKM NPOSBASIOWMIACS NanbnupyemMon nyp-
Nypon, apTpUTOM MUK apTpanrnuamMmn n audoysHbiMu 601IMHK
B XXMBOTe. 3T0 Hanbonee pacnpoCcTpaHeHHbIV BacKyuT cpe-
OV [eTen, KOTOPbIM MOXET MHOrAa pa3BmMBaTbCH U Y B3POC-
NbIX NauMeHTOB. |gA-BacKynuT CamMOCTOSTENbHO pa3spelua-
erca y 6ofblIMHCTBA JeTeil U B3pociblX (4o 90% cnyyaes
n 6onee) [21]. NaumneHTam c IgA-BacKynMToM TpebyeTcs, Kak
npaBuio, CUMNTOMaTUYECKasa Tepanuns; NpUMeHeHUE CUCTEM-
HbIX TNIOKOKOPTUKOCTEPOUAOB PEKOMEHAOBAHO B Clyvyae
OopXuTa, NerovyHbIX KPOBOTEYEHWIW, NopakeHus Lepebpanb-
HbIX COCYAOB Y NPU TAXKENOM NOParKEHUU KeNyaoUYHO-KMULIeY-
HOro TpakTa. PYyTMHHOE UCMoNb30BaHWe MIOKOKOPTUKOCTE-
pOMAOB HE PEKOMEHJO0BAHO, TaK KaK OHW He OKa3blBaloT
B/IMSHWUS Ha PUCK Pa3BUTHS OC/TIOXKHEHWI, B NEPBYIO 04epeb
Hedputa [22, 23]. NMomumo HedpuTta, npu IgA-Backynute
MOTYT BO3HUKHYTb eNyAO4YHO-KULEYHble KPOBOTEYEeHUS,
OPXWT, MOpaXKeHue LEHTPasibHON HEepBHOW cucTeMmbl [24].
[onrocpoyHbIM NPOrHo3 3aboneBaHNsd 3aBUCUT OT HanU4yus
1 cTeneHn nopaxeHus noyek [23]. HekoTopkle nccnegosare-
v paccmaTtpuBatoT IgA-BackynuT n AHEI Kak pa3Hble dopMmbl
oAHoro 3abonesaHus [16].

SSLR cnepyet anddepeHunpoBaTb M C YPTUKAPHbLIM
BaCKY/IUTOM, pa3BuBaloOWUMCS BCNEACTBME PeaKLun runep-
YyBCTBUTENBHOCTM TUNa |ll M Bbi3blBAEMbIM OT/IOXKEHUEM
Ha CTEHKax MEeNIKUX COCYAOB LIMPKYIUPYIOWMUX MMMYHHbIX
KOMIM/JIEKCOB C AafibHENIIMM pa3BUTUEM NEeNKOoUMTOKNac-
TUYECKOro BacKynuta. KNWHWYEeCKU YypTUKapHbIA BaCKyauT
NPOSABNIAETCH YPTUKAPHBIMU Y 3PUTEMATO3HO-MaKYNAPHBIMU
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3/1leMEeHTaMK, KOTopble CyLLeCTBYIOT 6osee 24 4 1 ocTaBns-
0T nocne ce6s y4acTKM rMneprnurMeHTaumm. Takxe MoryT
HabnoaaTbC CUCTEMHbIE CUMMTOMbI B BMAE apTpanrum,
nuxopaaku, 6onen B KMBOTe, yBeuTa M HedpuTa [16].
BbioensioT gse GopMbl YPTUKApPHOro Backyinta — HOPMO-
KOMM/JIEMEHTAPHYIO U TMIOKOMIIEMEHTAPHYIO, KOTOPbIE pas-
[OeNsoT B 3aBMCMMOCTM OT KOHUEHTPaLMKU LMPKYIMPYoLLEero
KoMnoHeHTa C1 cuctembl KomnnemeHTta. B 50% runokomn-
nlemeHTapHas dopma accoummpoBaHa C KpacHOW BOYaH-
KOW, HOPMOKOMMJIEMEHTapHaa dopMa, Kak npaBuao, HOCUT
nauvonaTM4eckun xapaktep [25]. YpTUKapHbIM BacKynut
00bI4HO pasBuBaeTcs Ha doHe MHOEKUMOHHOro npolecca
(BUpycHble renatuTbl B 1 C, BAb-HPeKUuUs) unmn MoxKeT 6biTb
MHAYLUMPOBaH NPMEMOM IEKaPCTBEHHbIX CPEACTB, Yallle Bce-
ro UHrMGUTOPaMM aHrMOTEH3MHNPEBpPaLLatoWwero GepmeHTa.
YpTUKapHbIM BacKynuMT peako pal3BuBaeTcs y aeten [16],
OflHAKO HeaaBHO Obl1 OnucaH ciyyan pas3BuUTUA 6ones-
HM BMECTE C MY/JbTUCUCTEMHbLIM BOCMANWUTENbHLIM CUHA-
pomMoM [26], accouMMpoBaHHbIM C HOBOW KOPOHaBWMPYCHOWM
nHbekumen COVID-19 [27].

J03MHOPUIbHAA KOMbLEeBUAHAA 3puTeMa aBAsSeTcH
peaoKMM 303MHODWABHBIM AEepMaTo30M, XapaKTepu3yto-
WMMCS  KONMbUEBUAHBIMKW 3pPUTEMATO3HLIMK Manynammu
N 6nFLWKaMK, KOTOpble 06bIYHO NOABAAIOTCSA Ha KOXe Tyno-
BULLA M KOHEYHOCTEWN, BK/IOYad afoHM 1 nogoLwssbl. MNopa-
EHWS XapaKTepu3ytoTcs LLEHTPOGEKHBLIM POCTOM C LIEHT-
panbHbIM «npocBeTieHnemM». CyGbeKTUBHO BbICbINaHMS,
KaK npaBuio, He 6GECMNOKOAT UM COMPOBOXKAAIOTCS 3YLOM
HU3KOW MHTEHCMBHOCTU [28, 29]. S03nHODUNbHANA KONbLie-
BMAHasA aputeMa 06bl4HO MPOXOAMUT CMOHTAHHO B TeYEHUEe
HECKOJIbKMX MecsiLeB WX feT, He Bbi3blBas pa3BUTUSA
CTOMKUX U3MEHEHUIN KOXW, TEM HEe MeHee, BO3MOXHbl ee
yactble peumansbl [30]. C 303MHOPUIBHON KONbLEBUA-
HOM 3PUTEMOMN acCoLMMPOBAHO MHOXECTBO 3ab60/IeBaHUN,
BK/IlO4Yas XPOHMYECKYIO 60Ne3Hb NOYEK, CaxapHbl AnabeT,
renatut C, cuHapomM Yapaxa — CTpocc, HeKoTopble HOBO-
ob6pasoBaHus [31].

OnddepeHumanbHylo anarHocTnky SSLR cneayeT npoBo-
[OWTb C MHOrOQOPMHOW 3KCCYAaTUBHOW 3pUTEMON, KoTopas,
KaK npaBwuio, accoLnnpoBaHa ¢ BUPYCHbIMU U GaKTepuanb-
HbIMWM MHOEKLMAMK, B NEPBYIO O4Yepedb repnec-BMpycamu,
COVID-19 v Mycoplasma pneumoniae [27, 32], B HEKOTOPbIX
c/ly4asx MOXeT OblTb MHAYLMPOBaHa NPUEMOM JIEKapCTBEH-
HblX npenapatoB [32]. KnuHW4YecKkne nposiBAEHUS MHOro-
GOPMHOM 3KCCyAaTUBHOM 3pUTEMbI TUMUYHbI U NpeacTaBe-
Hbl MULIEHEBUAHLIMU O4araMu (pexe — 3pPUTEMATO3HbIMU
NATHaMW, BE3UKYNaMM 1 My3blpsMU) C XapaKTepHbIM BOBJe-
YeHMeM NnafjoHen 1 NOAOWB WU NOopaxKeHUeM CAU3UCTbIX 060-
noyek [33]. Ansg MHOropOpMHOM 3IKCCYyAaTUBHOM 3PUTEMBI
CBOWCTBEHHbI 04arv KOHLEHTPUYECKON POPMbI C «TEMHbIM»
LeHTpoM [33], 4TO MOXKET 3aTpyAHATb AnddepeHLumnanbHyto
[MarHocTuKky ¢ SSLR.

SSLR paspelsaetcs caMOCTOATE/IbHO MpPU ycTpaHe-
HUKW npoBouupylowero dakTopa. Ang BeaeHMa NauMeHToB
¢ SSLR KivHWYyecKue peKoMeHfauuu He pa3paboTaHbl,
OAHaKo B psige paboT onucaH NONOXMUTENbHbIN IDdEKT OT
NPUMEHEHUS CUCTEMHbBIX TTIOKOKOPTUKOCTEPOUAOB U aHTU-
rMcTaMuHHbIX NpenapaTos [3, 10]. nsg KynupoBaHus cycTaB-
Horo 605eBoro cumHgpoma y 6onbHbix ¢ SSLR nposoast
CUMMNTOMATMYECKOE Sle4eHne HeCTEPOUHbIMU MPOTUBOBOC-
nanuTenbHbIMKU Npenapatamu [3].

3AKJ/IIOMEHUE
MpoaeMoHCTpMpOBaH KAWHWYeCKU cnydam SSLR
y pebeHKa, accoummnpoBaHHbin ¢ BOb-uHdekumnen. B meau-

LIMHCKOW nuTepaType UMeeTcs OorpaHU4yeHHOe KOMYeCcTBO
paboT, cogepXawux onucaHue cnyd4aeB SSLR y peten,
aCcCoOUMUPOBAHHbBIX C BUPYCHbBIMWU WMHOEKUMAMKU. 3HaHue
0 NOAOGHOW NaToNorMM NO3BOMUT NMPAKTUKYOWMM cneLuma-
nMcTaM BOBpPEMS AMarHocTupoBaTb MOAOGHbIE COCTOSN-
HUS, 4TOObl M36eXaTb nonavnparMasuu, a TaKxe WU306bl-
TOYHbIX Ha3HayeHu NabopaTopHbIX U MHCTPYMEHTaNbHbIX
ncecnegoBaHum.

WHOOPMUPOBAHHOE COITIACUE

OT poauTens nauuMeHTKM Monay4eHO TMUCbMEHHOE
nHGopMMpoBaHHOE A0OGPOBONbLHOE corfacue Ha nyo6au-
Kauuto pesynbtatoB ee o6CnefoBaHUsA, ledeHns 1 npea-
CTaBJIEHHbIX MeAUUMHCKUX doTorpadum, BKIOYaa GoOTo-
rpapmMn M3 CeMenHoro apxumBa (faTa noanUcaHus
16.02.2022).
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060cHoBaHHne. MuKpocrnopusi NpeacTaBisieT Cob60# 300aHTPOMOHO3HbIN MUKO3 KOXU M BOJIOC, Bbi3bIBAEMBbIN rpubamu poaa
Microsporum. Muxkpocrnopusi Hanbosiee pacrnpocTpaHeHa cpeamn AJETEN, B TOM YMUC/E MEPBOro roja Xn3Hu. 3a60/1eBaeMoCTb
MUWKDPOCMOPUEN B TEYEHME MOCAEAHUX NNET UMEET TEHAEHUMNIO K MEAIEHHOMY HEYK/IOHHOMY POCTy. OnucaHne KaUHU4Yec-
Kux cny4daes. [lpeacTaBnieHbl pe3ynbTaTbl HaboaeHUs 3a AByMS AeTbMW pa3Horo Bo3pacta (Maajle v craplwe 1 roga)
¢ MuKpocropuen. [loka3aHa TaKTMKa ycrelHoro ne4yeHus. lpoaHain3npoBaHbl OCHOBHbLIE OrpaHNYeHUs] 1eKapCTBEHHOM
Tepanuu AeTen rpygHoro Bo3pacta, a Takxe [OoMyleHHbIe TepaneBTUYECKUE OLIMOKM. 3aKo4YeHue. [narHocTmKa 1 ieve-
HMe MUKPOCHOPUK y AETEN MIaAEHYECKOI0 U PaAHHEro ETCKOro BO3pacTta rnpeAcTaB/isiloT cO60# C0HYI0 3a4a4y. OCHOBHbIe
OLINBKU MPU JIEYEHUN MUKPOCTIOPHMN Y NaLUMEHTOB yKa3aHHbIX BO3PACTHbIX rpyrn 06yc/10BA1eHbl 0COOEHHOCTIMU KIIMHMYEC-
KOV KapTUHbI, @ TaKKe OrpPaHN4YEHHbIM apCeHasoM CPEACTB, OTBEYaKLMX TPEOOBaHUSIM 3(POEKTUBHOCTHN M 6€30MacHOCTU
Tepanuu JeTein paHHero Bo3pacra.

KnroyeBble cnoBa: M1ageHY€CKUI BO3PACT, PaHHUI AETCKUI BO3PACT, MUKPOCOPUS, MMKO3bI, IPU3€0Qy/1bBUH, KIOTPUMa-
30/1, CUCTEMHaSs Tepanus

Ans yntupoBaHuns: fdkoenes A.b., lNonoHckas A.C., Kpyrnosa J1.C. MnKpocnopus y AeTel paHHero Bo3pacTa: KIMHUYEeCKne
cnyvyaun. Boripocsl coBpemeHHon neanatpumn. 2022;21(5):400-406. doi: https://doi.org/10.15690/vsp.v21i5.2453

OBOCHOBAHME

MwuKpocnopus — 300aHTPOMOHO3HbIM MWKO3 KOXMU
W BONOC, pasBuBalOWMiCA Npu MHOULMPOBaHUU rpubamu
Microsporum spp. [1]. Bblgenstor 3 rpynnbl rpuboB 3TOro
poga: aHTpornobuibHble, 300bUIbHbIE U FreodunbHble [2].
K aHTponodunbHbiM oTHOCAT M. ferrugineum (BocTo4Has
Espona, Hro-3anagHas Asug, 3anagHas Adpwuka),
M. audouinii (CeBepHas AdpuKka, 3anagHas EBpona)
u M. rivaliery (M. audouinii var. rivaliery! — KoHro) [1].

300¢punbHBIMKM BuaaMu geaatotca M. canis (felineum,
lanosum, equinum, OCHOBHOW NPUPOAHbIV pe3epByap — 6po-
[94Me KoWKu un cobaku), M. persicolor (Nannizia persicolor,
NMPUPOAHbIA pe3epByap — MbIWKW U ApYr1ne MeKUe rpbi3yHbi),
M. distortum (NpUpoOAHbIN pe3epByap — KOWKWU, COBaKM,
06e3bsHbl), M. nanum (Nannizia nana, NpUpoaHbIN pe3ep-
Byap — o06e3bsiHbl) U M. gallinae (Lophophyton gallinae,
NPUPOAHbIN pe3depByap — Kypbl) [1]. eodunbHble MUKPO-
cnopymbl npefctaBneHbl M. gypseum (Nannizia gypsea),

M. cookei (Paraphyton cookei), M. racemosum (Nannizia
racemose) n M. magellanicum. TeobunbHble BUAbl UMEIOT
MUHMManbHOE 3HaYeHWe Ans ANUMAEMUYECKOro npoLiecca, Ho
MOTYT IBASTbCSH BO3OYAUTENAMU «MUKO3a CaJOBHUKOB» [2].

1 3pecb u panee B CKOGKax faHbl HOBble POAOBbLIE W BMAOBLIE
0603Ha4YeHns OTAENbHbIX BO36yaUTENEN B COOTBETCTBUM C NPU-
HsATOM B 2018 . HOBOM 6GMONOrMYECKOM TaKCOHOMUEN AepMaTo-
muueToB [1, 3].
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Microsporia in Young Children: Clinical Cases

Background. Microsporia is a zooanthroponotic mycosis of skin and hair caused by fungi genus Microsporum. Microsporia is most
common among children, including infants. The microsporia incidence has slow steady increase over recent years. Clinical cases
description. Follow-up results of two children of different ages (younger/older than 1 year) with microsporia are presented. Successful
management approach is shown. Major limitations of drug therapy in infants as well as common therapeutic errors were analyzed.
Conclusion. Diagnosis and management of microsporia in infants and young children is a challenging task. Major errors in microsporia
management in patients of these age groups are associated with peculiarities of clinical picture as well as limited variations of drugs
that are appropriate for the requirements on efficacy and safety of therapy among young children.
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3aboneBaeMocTb MUKpocnopuen B Poccun B 2015 1.
coctaBuna 44,8 cnyvaes Ha 100 Tbic. HaceneHus [2]. BmecTte
C TeM, B Te4yeHWe MOCNefHUX NIET OTMEeYaeTCs MeASIEHHbIN
HEYKNOHHbIN pocT 3aboneBaemoctn [2, 4]. lNokazartenb
3a60/1eBaeMOCTH B cpeaHen nonoce Poccuu, Kak npasuno,
JOCTUraeT MakcMMyma B aBrycTe-oktabpe, 4TO coBnagaer
C MWKOM pacnpocTpaHeHUss MUKPOCMOpPUK cpean 6poasymnx
XMUBOTHbIX [2, B]. 3aboneBaemMocTb onpeaensierca ABYyMS
NOTOKaMK — «MPUBO3HbIE Clly4aun», PEFUCTPUPYEMbBIE C MIONS
Mo CEHTABPb, U «TOPOACKME Clly4aun», Habngaemble ¢ aBryc-
Ta No OKTA6pbL [2, 5].

MuKpocnopus, Bbi3BaHHas M. canis, OCHOBHOM
MMWKO3 BOJIOCUCTOM YacTu rONOBbl M MagKoW KOXK B AET-
CKOM Bo3pacTe B Poccuun, AnoHunun, Apabekux Imuparax,
KaTape, N3pawnne, Kysente, CoeamHeHHbIx LUTatax AMepuKu
n cTpaHax tOxkHon AMepuKku [1]. Tak, B €BPONENCKon 4YacTu
Poccun M. canis sBnsetcsa BO36yaUTENEM MWKPOCHOPUU
B 99% cny4aeB (B 1% cny4aeB — aHTPONodU/bHbIN rprub
M. ferrugineum) [2]. TonbKo B cTpaHax AQpuKK 1 ABCTpanumu
MWUKPOCMNOPMUS MO PacnpOCTPAHEHHOCTU paBHa MAW YCTy-
naeT aHTPOMOHO3HOW TPUXOPUTUN. OCHOBHbLIM BO36Y-
AWTENeM MUKPOCMOPMM B YKa3aHHbIX CTpaHax sBAsSeTCH
M. audouinii [6]. MuKkpocnopusi Hanbonee pacnpocTpaHeHa
cpeav AeTen, B TOM Yncine NepBOro roga *KM3HMU, XOTS OCHOB-
HOW KOHTUHIeHT OO0JIbHbIX COCTaBASAOT [LETUM B BO3pacTe
6-14 net (no 65% BCcex cnyyaeB) [2]. Ha gonto B3pocC/bix
npuxoauntcs okono 15-25% cnyyaes 60ne3Hu [2].

OCHOBHbIMW WMCTOYHMKaMW 3aparKeHUs 300PUIbHbIMU
rpuéamun M. canis aBna0TCA 6€340MHbl€ KOWKM (B 0COGEH-
HOCTM KOTSIT@ C HEXHbIM MOALIEPCTKOM U HECOBEPLLIEHHON
MMMYHHOW cuctemon [5]): B 80% cnyvyaeB 3aparkeHue
NPOUCXOAWUT NPWU HENOCPEACTBEHHOM KOHTaKTe C 60JIbHbIM
XUBOTHbIM [2]. YcnoBuKs, NpU KOTOPbIX MOXET MPOU30UTH
3apaxeHne MnageHua, BecbmMa pa3HoobpasHbl. ITo cny-
Yau, Korga 6e340MHas KoWwkKa npbiraeT B OCTaB/IEHHYIO
KONSAACKY WKW poauTenu NpuobpeTatoT HegocTaTo4yHo obcene-
LOBaHHbIX MENIKUX TPbI3yHOB (6enble KpbICbl, MOPCKHUE
CBWHKM, XOMSIKW), HAKOHEL, UCTOYHUKOM MHOEKLMU MOryT
6bITb U CaMK B3pOCIble UK Bosiee cTapline aetu, 60nbHble
MUKpocrnopuen [7].

[MarHocTMKa MUKPOCNOPUN [NalKon KOXW y AeTen paH-
Hero Bo3pacTa MMEET CBOM OCOBEHHOCTHU, OBYCNOB/IEHHbIE
KNMHUYECKOM KapTuHOM 6one3Hu. lpexae Bcero cnegyet
OTMETUTb COKpalleHWe MHKYGaLMOHHOro mepuofa y Takux
[eTen: Npu 300HO3HOW MUKPOCNOPUKM — 0 3 CyT (B cTapwem
Bo3pacte — oT 5 A0 8 cyT), NpyM aHTPOMOHO3HOW MUKPO-
cnopun — go 20 cyT (B cTaplemM Bo3pacte — 0Koso 45 cyT)
[2, 4]. Ewe oaHa 0cO6eHHOCTb — 3TO NpeobnagaHue y geten
B Bo3pacTe A0 1 roga ¢ HEOCNOXHEHHON GOPMOW MUKPOCHO-
pPUKN TNAAKON KOXM BE3WMKYNE3HOro KOMMOHEHTa, Torga Kak
B CTapleM BO3pacTe TUMUYEH 3PUTEMATO3HO-CKBaMO3HbIN
KOMMOHEHT, XapaKTepu3yLWnNCca KOonbLEBUAHBIMKM O4vara-
MM, COCTOSILLMMM M3 nanyn (PeAKO — BE3UKY/) U BTOPUYHbIX
3/1IEMEHTOB — KOpPOYeK W 4ewyeK [7, 8]. [NyboKkMe un 3aKc-
cyAaTuBHble, cebopenHble N TPUXODUTOMAHbIE (C MOpaXke-
Huem 6onee 50% nnouwaan ckanbna) GopmMbl MUKPOCMOPHHK
B HacTosillee BpPeMS BCTPeYaloTCs OTHOCHUTENIbHO pPeako
[2, 9]. MHOroo4aroBasi MUKPOCMNOPUS [MTaKOM KOXK TaKKe
BEeCbMa 4acToe siBfieHMe y aeter B Bo3pacte Ao 1 ropa.
Peyb nget o cnyyasix, Korga Ha rnagkon Koxe dopmupyoTcs

6onee Tpex (06bI4HO OT 7 A0 15) M30AMPOBaAHHbLIX O04aroBs.
Cnepytouiern 0CO6EHHOCTbIO KIIMHUYECKOro TeYEHUS MUKPO-
CNopuK rMagKon KOXn y aeten ao 1 roga sBAsSieTCcs TEHAEH-
LUMS K CIUSHUIO OTAENbHbLIX PACMOIOKEHHbIX PSAOM O4Yaros
¢ dopmMmnpoBaHMEM MOPaXKEHUN NO TUNY «reorpaduryeckon
KapTbl» C GECTOHYaTbIMU UAK MOAULMKIMYECKMMMU OYepTa-
HUAMKU. Y geTen 6osiee cTaplero Bo3pacTta Takasd dopma
MUKPOCMOPUM BCTPEYAETCH OTHOCUTENIbHO PEAKO U CYUTAET-
CSl OCNOXHeHuewm [7,10].

MuKpocnopusi BONOCUCTOM KOXW FOMIOBbI Yy AeTen Ao
1 roaa xapaKTepu3yeTcs NoYTU BCerga BblpaXeHHbIM 3KCCy-
JATUBHbLIM KOMMOHEHTOM: B MONOBUHE CNyYaeB NOSBAAIOTCH
CEPO3HbIE KOPKM, AarKe Npu 3aparKeHnn aHTPONoPUIbHbIMU
MUKpocnopymamu M. audouinii n M. ferrugineum. CeBeyeHne
NMOpPaKeHHbIX BOMOC MPU MPOBEAEHUU NOMUHECLLEHTHOM
anarHoctukn B 50% cnyvyaeB y O4YeHb ManeHbKWUX aeten
Ha4yMHaeTCs HEeCKONIbKO no3gHee — Ha 4-5-e cyT nocne
3aparKeHus (y ctapwunx geten — Ha 4-e cyr). [pun 3aparKeHunmn
aHTponodunbHbIMKM rpubamu Yacto HabngatTCs MHOro
MEJIKUX 04aroB, a Npu 3aparKeHnun M. canis — 1—3 KpynHbIX,
6onee 4 cm B anametpe [1, 11]. HorteBble NAacTUHKK Npu
MUKPOCMOPUM NOPaXKaloTCa peako, B TOM Yucie Uy geTen
B Bo3pacTe 40 1 roaa [12, 13]. MnepTpoduryecKkunin Tun nopa-
KEHWUSI HOrTEBOM MAACTUHKM MPU MUKPOCNOPHK MPaKTUHECKH
He BcTpedvaeTtcs [13]. CeMMOTMKa MopaxKeHWn Mano OTIu-
yaeTcs OT TaKoBOW MNpU TPUXODUTUU HOITEW: MOAHOITEBOM
runepkepaTo3 BblpaxeH cnabo, LBET HOMTA CepO-KeNTbin,
TYCK/bIW, YacTo HabnoaaloTca gedbopmalms no Tmny ranano-
HUXMU, OHUXOPEKCUC U OHUXOLWM3UC, TPAXMOHUXMUS.

Hu)ke npeacTaBneHO onucaHWe KIMHWYECKMX Cryvaes,
KOTOpble SABASIOTCS HarnsgHOM WanocTpaumen npobremsl
fle4eHnss MUKpocnopun y geten B Bospacte ot O go 3 ner,
06yCNOBNEHHON OCOGEHHOCTAMMU KIIMHUYECKOTO Te4veHus
MWKO30B y NauMeHTOB AaHHOW BO3PacTHOM rpynnbl U orpa-
HUYEHHbIM apCeHanoM IeKapCTBEHHbIX CPEACTB, pa3pelleH-
HbIX K MPUMEHEHUIO B 3TOM BO3pacTe.

KNMHUYECKUHA CNTYYAR N2 1

O nauueHTe

MaumeHT P., ManbyuK, Bo3pact 1 rog 7 mec. Ha MomMeHT
NepBUYHON KOHCY/IbTaLIMK Kafobbl Ha NosiBneHue y pebeHKa
oyara «BbICTPUMKEHHbIX» BOJIOC Ha KOXe BOMIOCUCTOM YacTu
rofnoBbI.

AHamHe3 3a60/1eBaHUs

K MOMeHTy ob6palleHus 3a MeaULMHCKOM MOMOLLbO
(B KOHLIEe OKTA6ps) 6bl1 60neH okono 2,5 Hed. Co crnos
MaMbl, Manb4yuMK BCe NIETO NPOBeN B AepeBHe, rae nocTo-
SIHHO WUrpan ¢ Tpems KoTaTaMu y 6abyliku; CO B3POCION
KOLWKOM MaNb4MK He KOHTaKTMpoBan. B KoHue aBrycta
y pebeHKa oOHapyWIUCb ABa o4ara Ha KoxKe TynoBulla
cnpasa. lMpu obpalleHn K MecTHoMy denbalepy KInHU-
YeCcKM Obl1 3aN0f03pEH MWMKO3, MUKPOCKOMWUS He BbIMNOs-
HAnacb. bbina HasdHavyeHa fgertTapHas Masb C HaHECEHWEM
B ambynatopuu. lNocne 2 Hepg nevyeHus odaru paspeLlmnmcb
M 60nblle He MOABASAAUCL BMAOTb A0 CEPEeAMHbl OKTA6PS,
Kora oGHapyXnacs ovar «BbICTPUMKEHHbIX» BOIOC Ha KOXe
BO/IOCUCTOM YacCTW rONOBbI, HA rPaHULEe BUCOYHOW W 3aTbl-
NIo4HOM ob6nacTten crnpaBa. Mama camMoCToATENlbHO cTana
ob6pabaTtbiBaTb O4ar ABa pa3a B AeHb KPEMOM C U30OKOHA30-
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 1. NaumneHT ®., Bo3pacT 1 roa 7 mec. Mukpocnopums
BOJIOCUCTOM KOXM ronoBbl
Fig. 1. Patient F., 1 year 7 months. Scalp microsporia

: T

McToyHuK: fkoBneB A.B., 2022.
Source: Yakovlev A.B., 2022.

JIOM ¥ AMbNyKOpTONOHOM. B pesynstate oTMedvanoch 3Hauu-
TeNlbHOE YMeHbLUIEeHWE BOCNaNUTENLHOMO NpoLiecca B ovare,
O[HaKO njolwanb Mopa¥eHus cTana yBenuynsaTbCcs MO
nepudepunn (co cnoB MaMbl). AHAMHES XU3HU, ANULEMUO-
JIOTUHECKUIN, CEMENHbBIV U anneproiornyecknin aHamHe3 —
6€e3 0CO6eHHOCTEN.

AmnarHoctuka

KoxHbI¥ cTaTtyc

KOXHbIV npouecc acMMMETPUYHbLIA, UMeeT Bocnanu-
TeNbHbIN XapaKTep, Te4yeHue — MOAO0CTPOE, SIOKaIn3oBaH
Ha KOXe ronoBbl — Ha rpaHuLE 3aTbIIOYHON U BUCOYHOWM
obnacTew cnpaga. l1pouecc npeacTaBneH o4arom oBasibHON
dopMbl, pasamMepoM 4 X 3 CM, C YHETKUMU rpaHnLamu (puc. 1).
Boicbinanus, dopmupylolmMe o4ar, MOXHO cyuTaTb MNONu-
MOPOHBLIMK: B LLEHTPanbHOW 30He UMeeTcs cnabas aputema
C MefIKonnacTUHYaTbiM LIeNyWEeHNEM Ha MOBEPXHOCTH; MO
nepudepun ovara umeetcs 6opalop (NMPUNOAHATLIN Kpak),
COCTOSALLMN U3 MENKKX nanyn pasmepoM 1-3 MM U O4eHb
MEJIKMX CepPO3HbIX KopoyeK. B nyvax namnbl Byaa (niomu-
HecLUeHTHas [AMarHocTMKa) OBHapyXXMBaeTCs WMHTEHCUBHOE
3eNeHOe CBeYeHue.

TpuxocKonu4eckoe uccsiegoBaHne

Bonochkl B npegenax o4ara 0610mMaHbl Ha ypoBHe 4—7 MM
Hag KoxeWn. CTepeHb MOpaKeHHbIX BOJIOC BU3YyalbHO He
M3MEHEH, Y CaMOro BbIXOAa M3 BOPOHKM BONOCAHOro ¢os-
JIMKyNa NPeAcTaBaatoTCs Kak 6bl MOKPbLITbIMK YELLYMKOW Uan
NNEHKOWN.

MuKpocKonus nopaxeHHbIX BOJIOC

MWKPOCKOMKWSA MOPa¥KeHHbIX BONOC C MPOCBETIEHUEM
10% NaOH BbiiBMNa nopakeHue no CMmelaHHOMY Tuny
ectothrix/endothrix, xapakTepHoe Ana AnMTENbHOrO Te4YeHus
MUKO3a, 6onee 2 Hea,.

MuKonornyeckoe ucciegoBaHue (noces)
Yepes 17 cyT nocne nepBUYHON KOHCY/IbTALMK MOyYeH
pocT rpuba M. canis (felineum, lanosum).

KnuHuyeckui guarHos
MuKpocnopus KOXK BONOCUCTOM YacTu ronosbl (B35.0).

AMHamMuKa U ucxopbl

[MaumMeHTy Ha3HayeH rpu3eodyibBMH BHYTPb B CYTOM-
HOW [03e 22 Mr/Kr Maccbl Tena (Macca Tena pebeHka —
11,75 kr) unu 258,5 mr/cyt, npuem no 1/2 tabnetku 4 pasa/
CyT. HapyXHO Ha3HayeHbl cMa3biBaHua ovara 1% wnogHon
HacToMKon 1 pas/cyT yTpOM, KpeMom KnoTpumasona 1%
2 pasa/cyT — gHem 1 Be4vepoM. [1poBOANIOCH exxeHeaeb-
Hoe 6puTbe o4ara. Hepes 3 Hej fle4eHUs KOHCTaTUpoBaHbI
MCYE3HOBEHME CBEYEHUS BOJSIOC B lydax famnbl Byaa, a Tak-
e OTCYTCTBME rpuba yKe B NepBOM KOHTPObHOM COCKOobe
Ha MaToreHHble rpubbl, BbINOJIHEHHOM B 3TU }KE CPOKM.
MauneHT nepeBeleH Ha npuem rpu3eodynbBUHA B MPEXHEN
CYTOYHOW [03e Yyeped [leHb — Ha 2 Hef; Nnocsie Toro Kak BO
BTOPOM KOHTPO/SIbHOM aHanu3e B Npouecce NleYeHns TaKkxe
He 6blfI0 BbIIBIEHO rPMOOB, NaLMEHT NepeBefeH Ha NpUem
rpuseodynbBuHa 2 pasa/Hea. Korga u B TpETbEM KOHTPO/Ib-
HOM aHanu3e B npouecce nevyeHns rpubbl He GblIM 06HapY-
YKEHbI, 1e4yeHne Obl10 3aBEPLIEHO M YCTAHOB/IEHO N3/1eYeHne
MUKO3a nocne 3 KOHTPOJIbHbIX MCCNeAOBaHWi Ha rpubbl
N IOMUHECLEHTHON AMarHoCcTuKKM. HabniogeHve 3a nauueH-
TOM 6bl/10 MPOAOSIKEHO elle B Te4eHne 3 Mec C TpeMS iBKaMu
K 4epMaTosIory ¥ KOHTPOJIbHbIMK aHaNM3aMu Ha rpubbl.

MporHos
[MporHo3 6naronpuaTHbIN — BbI3AOPOBJEHNE Ha (DOHE
NpPOBOAMMOW TEPANuM.

K/IMHUYECKUMA CTYYAH N2 2

O nauuneHTte

MauneHT M., ManbymK, Bo3pacT 2 mec. Ha MOMeHT nep-
BMYHOW KOHCYNbTaLMK XKanobbl Ha o4arun «nopeaeHunsi» BoaocC
Ha KOXXe BOJIOCUCTOM YacTu ronoBbl pebeHKa.

AHamMHe3 3a60/1eBaHHs

Co cnoB MaMbl, BMEpBble OTMETUIN MOSIBIEHUE ABYX
3PUTEMATO3HbIX 04aroB Ha KOXe BOIOCMCTON 4aCTu roJioBbI
B Bo3pacte 2 Hea. lNpu obpalieHun K gepMatoBeHeposio-
ry YCTAHOBNIEH OWArHO3 «MUKPOCMOPKS BOJIOCUCTOM YacTu
ronosbl». MWKPOCKOMMYECKOE W MWKOJIOTMYECKOE MCChe-
[oBaHua (noceB) AN YCTaHOBNEHUS AuarHo3a He MnpoBO-
avnn. PeKomMeHOoBaHO HapyXHoe nevyeHrne CepHOM mMasblo
M Ma3blo C HaTaMULMHOM, HEOMWLMHOM W TMAPOKOPTU3O-
HoM. CO C/loOB MaMbl, Yepesd 2 Hej Tepanuu Mo yKa3aHHOW
CXemMe OTMeYanu MoJHbIK perpecc aputeMbl B 061acTn ova-
roB, Ne4eHne CamMOoCTOSATENbHO NpeKpaTuan. JlTabopaTopHbIn
KOHTPOJIb — COCKO6 Ha NaToreHHble rpubbl — He NPOBOANAN
(He SBUNMCb Ha MOBTOPHbLIV Npuem). HYepesd 1 mec oTMeTmIun
NnosiB/IEHWE HOBbIX O4aroB Ha KOXe 0OHOM 30Hbl BOSOCUC-
TOMW 4acCTW roNnoBblI.

AnugemnonornyecKum aHamHe3s
Bo Bpems 6epemMeHHOCTH y Mambl 6blia AUarHoCTUpoBa-
Ha MUKPOCMNOPUS MMaaKon Koxu. [poBoavna nevyeHue Kpe-



MOM C 6eTamMeTa3oHOM, FreHTaMULIMHOM U KIOTPMMa3010M.
Co CnoB XeHLMHbI, Ha GOoHe Tepanum — MNOJHbIN perpecc
naTofIorMyecKoro npotecca.

AHaMHe3 W3HU, CEMEWHbIK W annNeprosiorm4yeckum
aHaMHe3 — 6e3 0CO6eHHOCTEN.

AwnarHocrtuka

KokHbi# cTaTyc

KOXXHbIM Mpouecc HOCUT OrpaHUYeHHbI XPOHUYECKUH
XapaKTep, NIoKann3oBaH Ha KOXKe TIO6GHO-TEMEHHOM 30HblI.
MpeacrtaBneH o4arom oKpyrnon GopMbl C YHETKUMWU FpaHu-
LuamMu, aMameTpom OkKoso 2,5 cm, no nepudepun — aBa
MEKMX OKPYbIX 04ara ¢ YeTKUMU rpaHnL,amm, AMaMeTpoMm
no 1 cm. B npegenax onucaHHbIX o4aroB — MeJiKonjaac-
TUHYaTOE LWenylweHne 6enoro LBeTa, eAuHUYHble MNOTHO
cuaslmMe 4YelynmKo-KOPOYKM Benoro LBeTa C entoBaTbiM
OTTEHKOM (pHC. 2).

JlloMuHecLeHTHast AMarHoCTUKa
B npegenax o4yaroB oTmMedvaeTcs WM3yMpPyAHO-3eneHoe
CBEeYeHMe NoparKeHHbIX Bosoc (puc. 3).

UccnepgoBaHmne metogom NaOH-MuKpockonum
O6HapyKeHbl MULIESIMM NATOreHHOro rpunba.

OCMOTP KOHTaKTUPOBAaBLUNX JINL
lMpn ocMOTpPEe KOHTAKTMPOBABIUMX UL, (Mama, HSAHS,
cTapluune cecTpbl) 3a60N1eBaHUN KOXU HE BbIIBAEHO.

AwnarHos
MUKpOCNopKs KOXK BONOCUCTON YacTu ronosbl (B35.0).

AnHamMmuKa u ucxopabl

HasHauyeHa HapyxHag Tepanusa 5% pacTBOpOM MOBU-
[OH-Noga — 1 pa3s/cyT yTpOM, KPEMOM C KIOTpMMa3o-
nom 1% — 2 pasa/cyt, kpemoMm ¢ 10% mMo4yeBUHOU —
1 pas/cyT Ha 061acTb YellyMKO-KOPOYEK; AaHbl CaHUTapHO-
rMrMeHnYyecKkne pekomeHgauum (obpaboTKa HaTebHOro
M NoCTenbHOro 6enbsi, OrpaHnyYyeHne BOAHbIX MpoLeayp,
WHAMBUAYaNbHbIE CPEeACTBA MMIMeHbl NS Kaxaoro pebeH-
Ka B cembe).

KOHTPONbHbIK OCMOTP 4Yepe3 7 CyT: KOXHbIM CcTaTyC
B 06/1aCTM BOIOCUCTON YacTu rosioBbl 6€3 AMHaMUKK, OTMe-
YaeTcs NOSIBNEHWE CBEXEro o4yara Ha Koe natepasnbHOoM
NOBEPXHOCTM NEeBOro npegniedybs — cnaboapuremMaros-
Has HECKOJIbKO MHOUNbLTPUPOBaHHaA OGAslKa PO30BOro
LuBeTa, okpyrion Gpopmbl, AnametTpom Ao 1,5 cm, ¢ ymepeH-
HbIM MENKOMMaCTUHYaTbIM LWEeNyWEHNEM Ha MOBEPXHOCTH.
JlloM1HecLeHTHOE unccneoBaHMe: B npejenax odvara Bu-
3yann3npyeTca M3yMpPyAHO-3e/ieHoe cBe4vyeHue (puc. 4).
KoHcTaTnpoBaHa oTpuuaTtenbHas AMHaMMKa KOXHOro npo-
Lecca. PekomeHf0BaHO NPOAOAKMTL MECTHOE MPUMEHEHUE
5% pacTBOpa NoBUAOH-MoAa — 1 pa3/CyT YTPOM B TeYeHue
cneayouwmx 7 CyT, Kpem c KioTpumasonioMm 1% 3amMeHunu
Ha Masb rpm3eodynbBUHOBYIO 5% C HaHeceHWeM Ha Bce
oyaru 2 pasa/cyT B TedeHue 14 cyT. TakKe peKoMeHA0BaHOo
HavaTb NPOBEAEHWE MEXaHUYEeCKOW AEnWAALMM MOPaXKeH-
HbIX BOJIOC B 04arax noj KoOHTponem namnbl Byga. YoaneHue
NopaXeHHbIX BOJIOC MNPEACTaBAANOCh LenecoobpasHbiM
BBUAY OTpULATENIbHOM AWMHAMUKKM Ha $OoHe MpPoBOAMMOW

Puc. 2. MNauymneHT M., Bo3pacT 2 mMec. BbicbinaHns Ha Koxe N106HOo-
TEMEHHOW 30Hbl 10 Ha4Yana nevyeHus

Fig. 2. Patient M., 2 months. Lesions on frontoparietal area before
the treatment

McTouHuK: MonoHckas A.C., 2022.
Source: Polonskaya A.S., 2022.

Puc. 3. MNauyuneHT M., Bo3pacT 2 mec. JlloMMHecLeHTHoe
ncenefoBaHWe 04aroB Ha KOxe BONOCUCTOM YacTu ronoBbl

[0 Havana Tepanuu

Fig. 3. Patient M., 2 months. Luminescent examination of scalp
lesions before the treatment

lpnmevaHme. XopoLlo BUAHbI (OTMEYEHbI CTPEKaMu) «0TCEeBbI»
(catennuTHble 60/1ee MeNKne 30Hbl MOPaXKeHUst) 0T OCHOBHOMO
o4ara Ha BOJIOCUCTOM 4acTu roNoBbl (LBETa UCKaXKeHbl B pesynbraTte
$OTOCHEMKM).

McToyHuK: MonoHckas A.C., 2022.

Note. Clearly visible (marked with arrows) “seedings” (smaller
satellite areas of lesions) from the focus on the scalp (colors are
different due to photography).

Source: Polonskaya A.S., 2022.
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 4. NaumneHT M., Bo3pacT 2 mec. JlloMMHecLieHTHoe
ncenenoBaHve 061acTv CBEXEro o4ara Ha Koxe 1eBoro
npeanneybs

Fig. 4. Patient M., 2 months. Luminescent examination of new
focus on the skin of left forearm

NcToyHuK: MonoHckas A.C., 2022.
Source: Polonskaya A.S., 2022.

HapYXHOM Tepanuu U HEBO3MOMXHOCTU MPOBEAEHUS CUCTEM-
HOro le4eHns y JaHHOro nauuneHta. C6puBaHue BONOC
B o4arax (MeTof, yKa3aHHbIn B defepanbHblX KIMHUYECKUX
pekomeHgaumsax [2]) He NpoBOAMIM B CBSA3M C PUCKOM
TpaBMaTU4YECKOIO MOBPENKAEHMS KOMXWM BOJSIOCUCTOM 4acTu
rofioBbl M pacnpocTpaHeHuss MHGOEKLMOHHOro npoLiecca.
Mpu npoBeaeHWM AenuAaLMU BONOCHI NIEFKO NoaAaBanuch
NOIHOMY YAasleHWto, U npoueaypa He npuHocuna pebeHKy
anckomdopTa, 4To MOT10 6bITb CBSA3aHO C NepnoaomMm GUsno-
JIOTMYECKOro TENOreHOBOro BbiNaaeHuns Bonoc. bonee Toro,
HEKOTOpPble aBTOPbI OMYCKaLOT, YTO 3GPEKTUBHOCTL HAPYHK-
HOM NPOTUBOrPMOBKOBOW Tepanum NpyM MMKPOCMOPKK BOJO-
CUCTOM YacCTu ronoBbl y AeTen B BO3pacTe A0 3 MecC cBA3aHa
He TONIbKO C BbICOKOM TPaHCKyTaHHOW agcopbuuen npenapa-
TOB, HO U C GU3NONOrMYECKMM BbiNaaeHnem sonoc [14, 15].
BmecTe ¢ TeM uenecoobpas3HoCcTb U 3PGEKTUBHOCTb Mexa-
HUYECKOW AeNuUIaLMK NopaXKeHHbIX BONOC TpebyeT aanbHeN-
LIErO N3YYEHUS.

loBTopHOE o06cnegoBaHue pebeHKka 4Yepe3 14 cyT
nocne KOppPeKLMMU HapyKHOW TepanuMu No3BOSWMIO YCTaHO-
BUTb MOJSIOXKMTENbHYIO AMHAMMKY KOXHOrO npouecca: oyar
Ha KOXe NeBOro npeanfeybs perpeccupoBasn MoMHOCTbIO,
npu JIOMUHECLEEHTHOM WCCNeAoBaHWK NaTONOMMYECKOro
cBeYyeHunsi He OOHapy)eHO. Ha KO)e BOSIOCMCTOM YacTu
rof0Bbl MHTEHCMBHOCTb CBEYEHWS yMeHblwunacb (puc 5).
[lepeHocMMOCTb Tepanuu yaoBieTBopuTenbHas. JleyeHue
NPOAOIKEHO C UCMNONb30BaHNEM rpu3eodyIbBUHOBON Ma3u
5% 2 pasa/cyT, MeEXaHWYeCKON Jenunsunn MoparKeHHbIX
BOJIOC NMOA KOHTposem namnbl Byga ¢ BbINOAHEHWEM CaHU-
TapHO-TUTMEHNYECKMX PEKOMEHAAUMN. MauneHT HaxoauTcs
noa AMHaMUYEeCKUM HabNoAeHMEM IepMaTOBEHeposiora.

Puc. 5. NauneHT M. JlloMUMHECLIEHTHOE ncecnefoBaHue B 06nactu
04aroB Ha KOXe BONOCUCTOM YacTu ronosbl Yeped 14 cyt nocne
Havyana HapyXHoMW Tepanuu

Fig. 5. Patient M. Luminescent examination in foci on the scalp
14 days after the start of external therapy

McToYyHKuK: McTouHuK: MonoHckas A.C., 2022.
Source: Polonskaya A.S., 2022.

MporxHos
MporHo3 6naronpuaTHbBIN — BbI3JOPOBIEHME Ha doHe
NPOBOANMOTO JIeHeHUS.

OBCYXAEHME

JleyeHne muKpocnopuv y aeten B Bospacte o 1 roga
npeacTaBnseT TPYAHOCTM M3-3a OrpaHUMY4eHHOro apceHana
CpeacTB, OTBEYaloWwmnx OAHOBPEMEHHO TpeboBaHUAM addek-
TMBHOCTM M 6e3onacHocTh. TaK, AJiId CUCTEMHOW Tepanuu
MUKpPOCNOpUK y aeTer ¢ Maccon Tena Lo 10 Kr BO3MOXKHO
npumMeHeHne ToNbKOo GayKoHasona B Ao3e 3—-5 mr/Kr/cyr,
KOTOPbIN, OLHAKO, He BKNOYEH B defepalibHble KIMHUYeCKue
pekomeHaaumu [2]. [pn3eodynbBUH MOXKET OblTb Ha3Ha4YeH
TONbKO nNocfie JOCTUXKEHUs pebeHKoM macchbl Tena 10 Kr.
YTo e KacaeTcs NpUMEHEHWs WTpaKkoHasona, TO 34ecb
BO3pacTHble OrpaHuyeHus elle OONee XKecTKkue: npena-
paT MOXeT MPUMEHATLCA TONbKO C MOMEHTa AOCTUXEHMUS
WWKONIbHOrO BO3pacTa, XOTsd Mo noKasaTtensam 6e30nacHoOCTU
UTPaAKOHAa30/ CYLWECTBEHHO MNPEBOCXOAUT rpu3eodybBUH
(4acToTa HexenatenbHbIX AB/ieHU 5 1 15% COOTBETCTBEHHO)
[11]. CucTemMHbIN TepOUHAdUH MOXKHO MPUMEHATL Y AETEN
C 2-neTHero BO3pacTa, HO OH HeJOCTaTOYHO aKTUBEH MNpu
MUKpocnopuu [4, 16, 17]. BaxXHO OTMETUTb, YTO €CAU POAU-
TEeNU OTKa3blBalOTCH OT CUCTEMHOM Tepanuu MWUKPOCMOpUM
(Mnn y pebeHKa MMeIOTCA NPOTUBOMOKa3aHUA K CUCTEMHOM
NPOTUBOTPUOKOBOM Tepanuu), TO NleYeHUe MNoparKeHun Ha
BOJIOCUCTOM YacTW roN0Bbl MOXET 3aTaHyTbcH Ha 4—6 mec.
3a 370 BpeMs peb6eHOK MOXET HabpaTb HeagocTalolme 3—4 Kr
Macchbl Tena, a 3Ha4uT, NOBUTCS OCHOBaHWeE A1 Ha3dHaYeHus
rpuseodynbBMHa B MUHUMaNbHOM JO3MPOBKE (NMPU YCIOBUK
cornacvs poguTenemn Ha NPoBeAEHNE CUCTEMHON Tepanuu).



MHorve poguTtenu npegnoyuTtaloT (M He 6e3 ocHOBa-
HUS) NeYUTb MUKPOCIOPUIO Y CBOUX AETEN TONbKO HapyXK-
HbIMW cpeacTBamu. HO M B 3TUX Ciaydasix MMETCS BO3-
pacTHble orpaHuyeHus. MauneHTy B BO3pacTte Ao 1 roga
MOryT 6bITb Ha3HaY€eHbl TONbLKO Mpenapatbl K1oTpMMas3ona,
6udoHazona, ceprakoHasona — Bce B Buae Kpemos [18].
PacTBopbl a30/10B AeTAM 3TOro BO3pacTa He MoKa3aHbl.
[pyaHbIM geTsm B Bo3pacTe A0 6 MeC MpOTMBOMNOKa3aHbl
npenapatbl Moga Ans HaHeceHns Ha 60/bluMe MOBEPXHOCTH
Tena, a NOBMAOH-MOA pas3pelleH AeTAM AN HaHeceHMs Ha
6onblMe nNoBepxHoCcTH (0T 18% noBepxXHOCTM Tena) TOSIbKO
¢ 8-netHero Bo3pacta [19]. C OCTOPOXKHOCTbIO €ro MOX-
HO HaHOCUTb Ha edWHUYHble MENKWe o4varM pa3MepoMm He
6onee 6 cM2. B antexkax peanusyetca 10% MOBUAOH-HOA,
KOTOpbIM Nepen MpUMEHEHWEM cneayeT pa3BecTU BOAOM
(aqua fontanae) 0o 5% KoHLUeHTpaunn. TeM He MeHee, npo-
LOIKUTENbHOCTb MPUMEHEHMA MpenapatoB Moda HapyK-
HO Yy AeTew rpygHOro Bo3pacTa He [JO/MKHa npeBbllaTb
14 cyt [1]. Ha orpaHuMyeHHble y4aCTKM KOXW BO3MOXKHO
npuMeHeHne GyKCUH-GEHON-PE30PLMHOBOM CMecH ¢ 6op-
HOW KUCNOTOM — He 4auwe 1 pasa/cyT, He 6onee 14 cyr.
CyunTaetcs, 4TO BOAHbIM pacTBop 1% METUIEHOBOro CMHErO
MOXET 6blTb Ha3HaYeH AeTaM B Bo3pacTe Ao 1 roga, Takxe
Ha O4YeHb OrpaHMyeHHble ob6nactu (He 6oniee 4eTCKOW nago-
HW), HO ero aKTUBHOCTb NPU 4ePMaTOMUKO3ax, B OTIMYME OT
KaHANAO3HbIX MOParKeHUM KOXM, AOBONbHO HU3Kas.

Ha orpaHu4eHHble y4acTKM KOXM BO3MOXHO OYEHb OCTO-
POXKHOE NPUMEHEHME CEPHOM U TPU3e0dyNIbBMHOBON Ma3en
no cneaytouien nponucu [5]:

Rp: Sulfuris pp 2,5 Rp: Griseofulvini 2,5

Ac. lactici 0,5 Ac. lactici 0,5
Ung. Zinci ad 50,0 Lanolini 15,0
M.f. ung. Vaselini ad 50,0

D.S. Ma3b ansi maako# kKoxu | M.D.S. Ma3b 4151 BOSIOCUCTOM KOXKM

Ba)XHO OTMETUTb, 4TO canuMuunoBas KUcnoTa AeTaMm
B BO3pacTe A0 2 neT npoTMBonoKasaHa. Kpome Toro, Kate-
FOPUYECKM HEe peKoMeHAyeTCs MNPUMEHATb NPU MWUKPO-
CNOpUK, Aaxke NPU MNOParKEeHWUW rNafKoON KOXKM, KOMOMU-
HUPOBAHHbIE TOMUYECKME TNOKOKOpTUKOCcTepouabl (TFKC),
B 4YaCTHOCTM Ma3W M Kpembl, B COCTaBe KOTOPbIX Mpu-
CYTCTBYIOT KOMOWMHaLMW HaTaMULMH-HEOMULIMH-TUAPOKOP-
TU30H, KNOTpUmMaszon-6etaMeTasoH WAM 6GeTameTal3oH-
reHTammumH-KnoTpumason [5]. Kak npaBuno, akTMBHOCTH
KNoTpMMa30/ia OKa3blBaeTCa HeJOCTaTO4YHO ANa obecneye-
HUS aHTUMUKOTUYECKOrO 3addeKTa, a CUNbHbIN (FranoreHu-
3UPOBaHHbIN) KOPTUKOCTEPOMUIHbIN KOMMOHEHT CYLLECTBEH-
HO MOAaBASET MECTHbIM MMMYHUTET. B pesynbrate yepes
12-18 cyT npuUMeHeHus KoMbuHupoBaHHbIX TTKC BoOC-
naneHue B o4vare npekpaljaercs, cosgaercs obmaH4yMBoe
Bne4yatieHne MNONOXWUTENbHOro adpdeKTa, HO IpaauKauuu
rpuba He NPoOUCXOAMT, @ elle Yepes3 Hefento ero crnopamu
OKa3sblBaeTcs «HadaplimpoBaH» Bonoc. oareepxaeHnem
3TOMY §IBNSIETCA 3aparkeHne pebeHKa OT Matepu (KNUHU-
yeckui cnydam N2 2), npUMeHaBLUEN KPeM, COAEepPrKaBLUNM
KOMBUWHaUMio 6eTaMeTa30H-reHTaMULUH-KNOTPMMaszon, Ans
neyeHus y cebs MMKPOCNOPUK rNagKom Koxu. NMpumeHeHne
KOMO6UHUPOBaHHbIX TTKC MOXeT 6bITb MOE3HbIM MPU TPU-

xoduntmum (B 1/3 cnyvyaes), 0CO6EHHO NP MHPUIBTPATUBHO-
HarHoutenbHoM dopMe NaTonornM4yeckoro npouecca, Korga
cneayeT 6bICTPO YMEHbLIUTL BYPHO NpoTeKatlowee Bocnane-
HUe, Bedyllee K HarHoeHuo [4].

OwnbKoM OOKTOpa Ha ambynaTOpHOM npueme cneayet
cyMTaTb M Ha3HaYeHWe Kpema, COoAeprKallero KoMO6uHa-
LUMI0 HaTaMULUH-HEOMULMH-TMAPOKOPTM30H [2]. HaTamuumH
ABNAETCH MONMEHOBLIM @aHTUOUOTUKOM, KOTOPbIA MPUMEHS-
eTca NpW KaHAMAO3€e KOXMW, MHOrAa — Npu acneprunnese
HapPYXHOro CAyXOBOr0 NPOX0AA, HO HE NMPW NOPaXKEHNMN KOXKM
aepmatomuueTamm [2].

3AK/TIOMEHME

JleyeHne MUKpocCropun y OeTen paHHero Bo3pacTa
ABMISIETCH OYE€Hb TPYAHOM 3adavyen ¢ No3nLMK obecrnevyeHuns
6anaHca 3pPEeKTUBHOCTU U 6€30MacHOCTM MPUMEHSEMbIX
NleKapcTBEHHbIX cpeacTB. CneayeT y4yuTbiBaTb GU3MONOTK-
YeCKOe HeCOBEPLLEHCTBO KOXM pebeHKa rpyaHoro Bospac-
Ta U ee Ype3Bbl4anHylD PaHUMOCTb, @ 3HAYUT — BbICOKUM
PUCK BO3HUKHOBEHMS MOBOYHbIX 3PDEKTOB OT NMPOBOAM-
MOro fiedyeHunsi. BmecTe ¢ TeM fiedeHne AOMKHO NPUBOAUTL
K apaanKaLunu NnaToreHHoro rpnba Ha rajKkomn Koxe B Teve-
Hne 14—-20 cyT, Ha BO/OCUCTOM 4YacCTu rofloBbl — B Teye-
HMe 30-45 cyt (6e3 y4yeTa BpPEMEHU Ha ycTaHOBIEHWE
WU31€4EHHOCTH).

WHO®OPMUPOBAHHOE COIIACUE

lMpeactaBneHHble MaTepuanbl He cogepxat MHop-
MaLnio, pacKpbiBalollytd JMYHOCTb NauueHToB. Mo aTown
npu4ynHe WMHOGOPMUPOBAHHOE cornacve Ha nybauMKauumio
nx ¢otorpaduin y 3aKOHHbIX NpeacTaBUTENEn OeTen He
3anpalunBanu.
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060cHOBaHHe. BynbrapHas ny3bip4yaTtka — ayTOMMMYHHbIN OYy1€3HbiN epMaTtos. JledeHue, KaK rnpaBuio, COMPSIKEHO
C MOMXMN3HEHHbIM MPUEMOM 0AAEPKNBAILLEN J03bl CUCTEMHbIX [TTIOKOKOPTMKOCTEPOMAOB, YTO MPUBOAMT K BOSHUKHOBEHUIO
cepbe3HbIX MOO6OYHbIX IQHEKTOB, 0OCOOEHHO y AeTeln. OnncaHne KIIMHUYecKoro cayyas. MasnbunK, 16 f1eT, ¢ TsXKe/bIM Teve-
HMEM BY/brapHo# ny3bipyYyaTKW. [AnarHo3 noATBep)KaeH pesybTataMu UCCe0BaHMs Ma3KoB-0TIIEYaTKOB CO JHa CBEXMX
3po3ui (06HapyKeHo > 50 aKaHTOJIMTUYECKNX KIETOK), MMCTOI0MMYECKOro MCCAeA0BaHms 6MONCUIMHOIO Matepuana Koxu
M3 o4ara rnopaKeHusl ¢ ry3blpHbIM 3/IEMEHTOM (B LIEHTPEe GuonTata JIoKaau3yeTcs cynpabasasibHbli ry3blpb, B M0JI0CTH
KOTOPOro mnpucyTCTBYHOT QUOPUH, HENTPODUIIbHBIE TPAHYIO0LMNTbI, aKaHTOJIMTUYECKNE KIIETKM), GBUONMCUMHOro matepuasa
KOXKM, MOJTY4EHHOIr0 PSAOM C 04aroM nopakeHus (C yd4acTKka BU3yasbHO 3J0P0BOM KOXM), C MPUMEHEHMEM METOA0B NPsSIMOH
UMMyHoIyopecLeHUmm (06Hapy)KeHo oT0xKeHue ISG Ha MOBEePXHOCTH KepaTUHOLMTOB Ha BCEM MPOTSIKEHMM NMAepMmca)
n MMMYyHO(EPMEHTHOro aHa/m3a (BbisiB/ieHbl ayToaHTuTena IgG K gecmormnenHy 1 — 121 Ea/mn (Hopma < 20 Eg/mn)
n gecmornenHy 3 — > 200 Eag/mn (Hopma < 20 Ea/mn)). B kayecTtBe Tepannm nepBou IMHUKU Bblain Ha3HaYeHbl FTEHHO-MHXKe-
HEPHbIN GUONOrMYECKUI nNpenapaT PUTYKCUMab U CUCTEMHbIN [TTIOKOKOPTUKOCTEPOMA METWUIMNPEAHU30/IOH C NOCTENEHHbIM
CHMXEHMEM [03bl 1O MOJIHOM OTMEHbI Yepe3 8 mec. [locie 3aBepLUeHUs Kypca Teparnmum U OTMEHbI CUCTEMHOIO TTHOKOKOP-
TUKOCTEpOMaa COXpPaHSIETCS MoJiHasi pemuccusi 3aboseBaHns. 3aKmodeHne. KombuHupoBaHHasi Tepanus CUCTEMHbIMU
[TIIOKOKOPTUKOCTEPOMUAAMM U PUTYKCUMABOM MOXET BbiTb PACCMOTPEHA B KAYeCTBE Teparnuu nepBoH JMHUK y NaLMeHToB
JETCKOro Bo3pacTa C BY/brapHoH My3blp4yaTKOM B CBSI3N C OTHOCUTE/IbHO HW3KMM PHUCKOM peuuaMBa focae [oCTaToOYHO
ObICTPOV M [10JIHOM OTMEHBI NpenapaTos.

Knro4eBbie cnoBa: 4eTH, By/ibrapHas ny3bip4yaTtka, AMarHoCTUKa, 1Ie4EHME, PUTYKCUMAOB, KIIMHUYECKUI Cayqan

Ana yntupoBaHusa: MypawkuH H.H., OnpsatuH J1.A., Bacunenko A.A., Am6apusH 3.T., EnnweB PB., MatepuknH A.U.,
MBaHoB PA. PUTyKcumab B nevyeHnn pebGeHKa ¢ ByNbrapHOM ny3blpyaTKOM: KIMHUYeCcKoe HabntogeHue. Bornpock coBpe-
meHHon negmatpmmn. 2022;21(5):407-413. doi: https://doi.org/10.15690/vsp.v21i5.2456

OBOCHOBAHME Ot 1,4 po 2,9% cny4yaeB By/lbrapHon ny3blpyaTKW AnarHo-

BynbrapHaa nysbipyaTka — pefKoe U3Heyrpoxkatollee
ayTOMMMYHHOE Ny3blpHOEe 3a60N1eBaHNE KOXMU U CIMBUCTbIX
060/104€EK U3 IPyNMbl aKAHTOIUTUHECKMX Ny3bIpHaToK [1, 2].
[o Havyana XX B. TEPMUH «My3blpYaTKa» 06beanHaN B cebe
BCE XPOHUYECKMe MNy3blpHble 3aboneBaHus [1]. B 1964 .
E.H. Beutner 1 R.E. Jordon BbISBUIX B CbIBOPOTKE KPOBW
nauueHToB C BYNbrapHOM My3blpYaTKOM LMPKYyIUpylolwune
ayToaHTUTeNa, HanpasfieHHble K aHTUIeHHbIM KOMMOHEH-
TaM Ha MOBEPXHOCTU KINETOK MHOIOC/IOMHOrO MJIOCKOro
3NUTENNG, YTO MO3BONWUIO AuddepeHLMpoBaTL Bynbrap-
HYIO NMy3bIpYaTKy KaK TKaHecrneundmnyeckoe ayTouMMyHHOE
3abonesaHue [3].

Ha ponto BynbrapHow ny3bipyaTKM MPUXOAMTCS [0
70% BCex Cny4aeB aKaHTONMUTUYECKUX My3bipyaToK [4].
3aboneBaemocTb BapbupyeT oT 0,5 Ha 1 MAH HaceneHus
B fepmaHuun go 16,1 Ha 1 MnH Hacenexus B M3paune [5].

CTUpPYIOT y AeTen [6, 71.

[MCTONIOrMYEeCKOM XapaKTepPUCTUKOW ByNbrapHou ny-
3blpYaTKM SBASAIOTCH MHTpPaanuMaepmalbHble My3blipu, 06y-
C/IOBJIEHHbIE MOTEPEN MEXKK/IETOYHbIX CBA3eW B cynpa-
6a3anbHblX OTAeNax anNUTenusa B pesy/bTaTe CBSA3biBaHUSA
ayToaHTuUTen Knacca IgG co cneumduyeckumm Monexkynamm
MEXK/IETOYHOM aare3mm — TpaHCMeMOpPaHHbIM 4ECMOCO-
MasibHbIM TJIMKONPOTEMHOM AECMOMNIEMHOM 3, @ B HEKO-
TOpbIX chyvyasx u gecmornenHom 1 [4, 8]. Y nauueHTOoB
C MopaKeHMem TONbKO CAM3UCTbIX 060N0YEK, KaK npa-
BW/IO, KOHUEHTpaLMUs aHTUTEeN K AecMorfienHy 1 Hu3Kkas
nnu Boo6lle He onpegensetcs. MNpu TAKENOM nopaxKeHun
KOXM M CNUBUCTbIX 060/1I04EK BbISBASIOTCH BbICOKME KOH-
LeHTpaLMM aHTUTEN U K OECMOMenHy 1, u K AecMorneu-
Hy 3 [9]. KpaiHe BaXKHO NpaBW/IbHO ONpeaenuTb YPOBEHb
3aneraHus ny3bipen ang nposeaeHns audodepeHumanbHom
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[OMarHOCTUKM Ny3blpYyaTKKM OT APYrux cyb6anuaepmManbHbIX
ny3blpHbIX 3a6oneBaHunm [10].

[Mpn BynbrapHon ny3bipyaTKE MOParKEHUS CAU3UCTOM
060/104KN MOJSIOCTU pTa PETrUCTPUPYIOTCSH KaK HayanbHbIM
npu3HaKk 3ab6oneBaHua y 50% nauyueHToB. M3meHeHus
CNM3UCTOM 060/I0YKM MpeacTaBieHbl 6bICTPO BCKPbIBaAlo-
WMMHKCS Ny3bIpsiMK, OCTaBASOWMMK noce cebs 3apo3un
M 93Bbl, KOTOpPble MOMYT GbiTb HACTONbKO GONE3HEHHbIMMU,
YTO NaLMEHT HE MOXKET HU €CTb, HWU NKUTb [2, 11]. Bo3mMOXKHO
nopakeHne Apyrunx CInM3ncTbiXx 06004€EK, B TOM YnUCAE BY/lb-
BOBaruvHasbHbIX, Ha3abHblX, KOHbIOHKTUBASbHbIX, FOPTaHM,
ypeTpbl U XKenyao4yHo-Kuwe4vyHoro Tpakta [2, 8]. KorkHble
BbICbINaHWS NPW BYNbrapHOM My3blpyaTKe MOryT IOKann3o-
BaTbCs Ha IOO6OM y4aCTKe KOXKHOro Nokposa, HO Hanbonee
4acTo JIOKaNM3YITCA Ha KOXe BOJIOCUCTOM YacTW rO/oBbl,
Wwen, NOAMbIWEYHbIX BMaAWH, BEPXHEW 4YacTu TynoBuuia
W NpeacTaBfieHbl BANbIMU Ny3blpIMU Ha BHELHE 340P0BOW
KOXe, 9po3nsiMn, KopKamu [2, 8].

B avarHoctvke BynbrapHoW Ny3bipyaTKWM Hapsagy ¢ noa-
po6HbIM COOPOM aHamMHe3a M OCMOTPOM MalMeHTa TaKKe
nccneayloT Ma3Kn-oTnedYaTky Co Ha CBEXMX 3P03UN CNU3K-
CTbIX 060M0YEK U/UNKU KOXKMK C LIENbI0 OOHaPYXEeHUs aKaH-
TO/IMTUYECKUX KIETOK, MPOBOASAT TMCTONOrMYecKoe uccre-
noBaHWe OWOMCUMHOrO Martepuana KOXKWU WAU CAU3UCTOM
060/I04KM C MecCTa o4vara nopakeHus, uccrnegoaHne 6uMo-
NMCUMHOrO MaTepuana KoXwu, Nofy4eHHOro PSAOM C 04arom
Nopa*KeHs, ¢ MPUMEHEHMEM MeToda NPSIMON UMMYHObyO-
pecueHLnn, UccneaoBaHue CbiIBOPOTKM KPOBKU MMMYHOdEp-
MEHTHbIM METOAOM AN BbiiBNeHus IgG-ayToaHTUTEN K Aec-
mMorneunHy 3 n gecmornenHy 1 [10].

Onsa neyeHus BynbrapHon nysbipyaTkn B Poccun valwe
BCEro WCNoNb3YylT CUCTEMHbIE TIIOKOKOPTUKOCTEPOUbI
(FTKC) [12]. Onsa noBblweHns adpdekTnBHocTM TKC U cHu-
KEHMS UX KypCOBOM J03bl PEKOMEHAYETCA AOMONHUTENbHO
Ha3HaunTb MeToTpeKcaT [12]. Mpu HepgocTaToyHOM 3ddeK-

TMBHOCTM [KC ¥ HanvyMm NpoTMBOMOKA3aHWMW K npume-
HEHUIO MeTOoTpeKcaTa PEeKOMEHAOBAHO Ha3Ha4yuTb LMKIIO-
CNopWH unu asatuvonpuH [12]. Mpu oTcyTcTBUM addeKTa
OT OMWCaHHbIX Bbllle KOMOGMHaAUMM K Tepanuu MoryTt ObiTb
nob6aBneHbl UMMYHOIMNOGYNMHbI, N1a3dMmadepes Uan 3KCTpa-
KoprnopanbHasa ¢oTtoxumuotepanusa [12]. Ony6aMKoBaHO
HECKOJIbKO MCCneaoBaHWK, noAaTBepaatlowmnx apdeKTmns-
HOCTb M 6€e30MacHOCTb MPUMEHEHUS pPUTYKCMMaba B KOM-
6uHaumn ¢ cuctemHbiMu TKC npu BynbrapHow ny3bipyaTtke,
B TOM yucne y geten [7, 13].

Putykcumab — reHHO-UH}KEHEPHOE MOHOKJ/IOHabHOEe
aHTUTEeNo, ceA3biBatoleecs ¢ aHTureHom CD20 Ha B-aum-
dounTax M MHULMKMPYOLLEE WUMMYHONIOTMYECKME peaKLnu,
onocpeaytowmne nusuc B-knetok [14]. B cnyyae Havana
KOMOGWHMPOBaHHOW Tepanuu PUTYKCMMaboM W CUCTEMHbI-
Mn TKC BO3MOXHO ObICTPOE CHUXKEHME [O03bl MOCAEAHMUX
C nocneayolLLen NOTHON OTMEHOM, YTO YMEHbLUAET PUCK BO3-
HWKHOBEHUS MOBOYHbIX 3GDEKTOB OT ANUTENbHOW Tepanuu
cuctemHbimm TKC [15, 16]. EBponenckoe 06LWECTBO AepMa-
Tonoros u BeHeponoros B 2020 r. BKIOYUIO PUTYKCMMAO
B K/IMHMYECKME pEeKOMeHAauuu Mo BeAEeHWIO MNaLMeHTOB
C BYy/ibrapHoOM My3blp4aTKOM B Ka4yecTBe Tepanuu nepBou
NHUK [15]. BavgHue aTux peKomeHgauun Ha pesynbraTbl
KOMOMHWPOBAHHOIO NIe4YEHUs JeTen C BybrapHoOM ny3sbipyart-
KOW C npuMeHeHneM cuctemHbix N'KC n putykcumaba B oTe-
4YeCTBEHHbIX paboTax (KaK UccneaoBaHUsX, Tak U OTAENbHbIX
KJIMHUYECKUX HABNIOAEHUSX) paHee He ndyyanu.

KNIUHUYECKHUIA NPUMEP

O nauueHTte

Manbuuk P, 16 neT, nocTynun ¢ anobamu Ha 0OLWMPHbIE
60/IE3HEHHbIE 3PO3MN Ha CAM3UCTOM 060SI0YKE POTOBOW
MONOCTH, MHOMECTBEHHbIE My3blpHbIE BbICbINAHKS, 3P0O3UN
M KOPKM Ha KOXe nuua, CMWHbI, FPyAn, BEPXHUX KOHEYHOC-
TeW, BHYTPEHHEN MOBEPXHOCTU AroauL, U MOJSIOBOM YNIEHE.
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Rituximab in the Management of a Child
with Pemphigus Vulgaris: Case Study

Background. Pemphigus vulgaris is an autoimmune bullous dermatosis. Its management generally involves lifelong administration
of maintenance dose of systemic glucocorticosteroids, that leading to serious adverse effects especially in children. Clinical case
description. Patient is the 16 years old boy with severe course of pemphigus vulgaris. The diagnosis was confirmed by the results of cell
smear study from fresh erosions (> 50 acantholytic cells were revealed), histological examination of the skin biopsy from the lesion with
the vesicle element (suprabasal vesicle was localized in the center, it included fibrin, neutrophil granulocytes, and acantholytic cells),
skin biopsy from the area near the lesion (visually healthy skin), via direct inmunofluorescence methods (IgG deposition was detected
on keratinocytes’ surface throughout the epidermis), and enzyme-linked immunosorbent assay (desmoglein 1 IgG autoantibodies —
121 U/mL (reference value < 20 U/mL) and desmoglein 3 — > 200 U/mL (reference value < 20 U/mL)). Genetically engineered biologic
drug, rituximab, and systemic glucocorticosteroid, methylprednisolone, were prescribed as first-line therapy with gradual dose reduction
to permanent discontinuation in 8 months. Complete remission maintained after the completion of therapy course and discontinuation
of systemic glucocorticosteroid. Conclusion. Combined therapy with systemic glucocorticosteroids and rituximab can be considered as
first-line therapy in pediatric patients with pemphigus vulgaris due to relatively low risk of recurrence after rather rapid and complete
drugs’ discontinuation.
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MauneHT oTMeYaeT BblparKeHHY0 601e3HEHHOCTb 3P03UK Ha
CNM3NCTOM 060JSI04KE POTOBOM NOSIOCTU, B OCOBGEHHOCTU NpK
npueme nuwu. O6Liee COCTOAHME Ha MOMEHT OCMOTpa TsXKe-
noe, Temnepatypa Tena 36,4 °C, macca tena — 82 Kr, pocT
(ctos) — 180 cm. MaTtonornun co CTOPOHbI ApYrMX opraHoB
M CUCTEM BbISIBIEHO HE Bblfo.

M3 aHaMHe3a U3BECTHO, YTO pebEeHOK OT TpeTben bepe-
MEHHOCTU (6€3 OCNOXKHEHWKN), TPETbUX POAOB, AOHOLIEH-
HbI, POC W pas3BMBaNCS B COOTBETCTBMM C BO3PACTOM.
HacnencTBeHHbIM U anneprosiorM4ecku aHaMHe3 He OTAro-
leH. 3a 5 mec Jo rocnuTanM3aumm NnepeHec oCTpbIi TOH3WUI-
JIAT € NoBbILeHWeM TeMmnepatypbl 4o 39 °C, Ha doHe KOToporo
OTMETWN NOABNEHME MEPBbLIX BbICbINAHWMA, NPEACTaBAEHHbIX
60/1€3HEHHBIMU 3PO3USAM Ha C/IM3UCTOM 0B0N0YKE MONOCTH
pTa. bbino npoBeaeHo ambynaTtopHOE Ie4eHNe, KOTOpoe He
npMBeNno K NOSIHOM 3NUTENU3aLnn 3P03Ui, B CBSASKU C YEM
pebeHOK Oblsl KOHCYNLTUPOBaH B KOHCY/AbTaTUBHO-AMArHO-
CTUYECKOM LIEHTPE MO MECTY XKMUTENbCTBA, rae 6bin BbiCTaBleH
AMarHo3 «reprnetuyeckas MHGEKLUMs», Ha3Ha4YeH Kypc npo-
TUBOBMPYCHOM Tepanuu. B cBA3K ¢ ee HEIDPEKTUBHOCTbLIO,
yXyAWEHUEM COCTOSIHWSA, yBENWYEHMEM MNMOLWaAn Mopake-
HUS CNIM3UCTOM 06O0I0YKM POTOBOM MOMIOCTU Yepe3 Mmecsl,
nocne npeaplaylen KoHcynbtaumm pebeHoK 6bl1 OCMOTPEH
OHKONOrom, 6bin BbICTaBAEeH AnarHos: «JinmdaaeHuT nog-
YentoCTHOW. [PUBKOBLIM TMOCCUT. TMHIMBUT». Kypc Tepanuu:
dnykoHason 150 Mr/cyT B Te4eHue 7 CyT, BUTaMUHOTepanus
(petnHona nanbmutat 55 Mr/cyT 2 Hea, a-ToKodepona ale-
Tat 100 mr/cyt 2 Hen, donuneBas Knucnota 1 mr/cyT 2 Hepn),
OpoLUEeHMEe CNU3UCTOM 0OBONOYKM POTOBOWM MOJSIOCTU PacTBO-
pamu dypaumnuHa 0,02%, knotpumasona 1%, HaTpus TeTpa-
6opaTa 20%, obnenuxoBbiM mMacnom. Tepanua 6e3 apdeK-
Ta: perpecc BbiCbiNaHWM He npou3owen. 3aboneBaHune
nporpeccupoBano, NosSBUMAWCL BbiCbiNaHWUA Ha Tene, npea-
CTaBfieHHble BEe3WKynamMu W Ny3blpsiMKU, KOTOpble 6bICTPO
BCKPbIBaNUCh C 06pa30BaHUEM 3PO3MI U CEPO3HO-remoppa-
FMYECKMX KOPOK. KOoHCynbTMpoBaH AepMaToNorom MOBTOPHO,
3anofo3peH anarHo3d: «BynbrapHas nysbipyatka? CuHApOM
CtuBeHca — [J)KOHCOHa?», NpPOBEAEeHO LMUTONOrM4yeckoe
nccnefoBaHMe Ha aKaHTONWTUMYECKME KNEeTKM B Ma3Kax-
oTneyaTkax Co AHa CBEXMX 3p0o3uin, 06HapyxeHo > 50 Kne-
TOK. B CBA3M C TAXKECTbIO KOXHOIO MaTo/0rMYyeckoro npo-
Liecca naumeHT 6bin HanpaBieH Ha rocnuTanudauuto 8 HUN
netckon gepmatonornn HMUL, 3gopoBbst aeten (Mocksa).

dusuKkanbHaa AMarHocTMka

Ha MOMEHT NOCTYyN/IEHNSA KOXHbIM NaTOIOrMYECKUI Npo-
LlecC Mmen pacnpocTpaHeHHbIM, CUMMETPUYHBIM XapaKTep,
Obl1 NPEeACTaBNEH MHOIMOYUCAEHHLIMU MATHAMKW, BE3WKyna-
MU, Ny3blPSMU, 3PO3USIMU U KOPKaAMU, PaCMONOKEHHbIMU Ha
KOXe nuua, TynoBuLLa, KOHEYHOCTEN, 061acTU FreHUTanun,
a TaKXKe Ha CnM3KcToM 060SI04YKE MOJIoCTM pTa M Hoca. Ha
CNU3MUCTOM 060N0YKE LWEK, TBEPAOrO U MArKoro Heba, geceH
N 3blKa BM3YyalM3MPOBaNNCb MHOXECTBEHHbIE 3p0o3nK. Ha
KOX€ KpaCHOM KaWMmbl ry6 BbiCbiNaHMs 6blivM NpeacTaBieHbl
OGLIMPHBIMK CAUBAIOWMMUCS MeXay CO60M 3pO3nNsMU, ean-
HUYHBIMW NY3bIPSIMU C BANION MOKPbILWKOW, CEPO3HO-TEMOp-
parnyeckumn Kopkamu (puc. 1A, B). Ha Koxe nuua, CnuHbI,
rpyau, BEPXHUX KOHe4yHocTen (puc. 1B—E), nonoBoro yneHa
W BHYTPEHHEN MOBEPXHOCTU AroAauL, IOKannM3oBanucb BE3n-
KyJbl U Ny3blipn anameTpoM ot 0,3 Ao 1,5 cM ¢ BSNOM TOHKOM
NMOKPbILWKOW, 3p03KK, CEPO3HO-reMOoppParmMyeckne KOpKu.

NS OUEHKWM TAXKECTU TeyeHus 60/1e3HM Obll MCMNOSb-
30BaH MWHAEKC NoWau MopaKeHuss npu nysblipyaTke
(Pemphigus Disease Area Index; PDAI). Mpu noacyerte y4u-
TbiBaM aKTUBHOCTb MOPAMKEHUS KOMM M CIU3KUCTbIX 060-
NI0YEK, a TaKKe BTOpPUYHble M3MeHeHUus. MaKkcuManbHoe
3HavyeHue PDAI cocTtaBnseT 263 6anna, Nnpu 3TOM Ha aKTUB-

HOCTb NaTONIOrMYecKoro npouecca npuxoamtca 250 6annos,
13 6an10B — Ha OLEHKY NOCTBOCMA/IUTENIbHbIX U3MEHEHWN.
TeyeHne 3aboneBaHus cymtaetcsa nerkmm npu PDAI < 15,
cpenHen creneHn Taxectn — npu PDAI > 15 n < 45, Taxe-
nbim — npu PDAI > 45 [17]. Y nauneHTa MHAEKC NopaXKeHus
coctaBun 56 6annos.

JlaGopaTopHble uccnegoBaHUs

KnunHnyeckuin aHanaus KpoBu 6€3 naTonornyeckux
U3MeHEeHUN. KIMHUYeCKMn aHain3 MO4YU: NOBbILLIEHNEe KOH-
LeHTpauun 6enka go 0,3 r/n (Hopma 0-0,25 r/n), aput-
pountoB — 14,9/MKn (Hopma 0—13,6/MKJ1), 3pUTPOLIUTOB —
2,7 B n/3p. (Hopma 0,1-2 B n/3p.). bruoxmmmuyecKkmi aHaam3
KpOBM: HE3HAYUTENbHOE CHUMKEHWE KOHLIEHTpaLun obLuiero
6enka — 61 r/n (Hopma 65-83 r/n), NOBbIWEHNE KOHLEH-
Tpauuu obuero 6unnpybuHa — 28,3 MKMOnb/n (HOpMa
3,7-22 MKMonb/n). Kpome Toro, 06Hapy»eHo NoBbllEHUE
B KPOBM cofepraHusa obuwero IgE — 249 Ea/mn (Hopma
<200 Ea/mn), anTuten (18G) K aecmornenHy 1 — 121 Eg/mn
(Hopma < 20 Eg/mn) u gecmornenHy 3 — > 200 Ea/mn
(Hopma < 20 Eg/mn).

ucTonornyeckoe wuccnegoBaHne 6uontTata KOXW U3
o4ara ropaeHusi ¢ My3blpHbIM 3ieMeHToM. OBHapyxeH
YMEpPEHHbIN aKaHTO3 anuaepmuca. B ueHTpe 6uonTaTta
noKanuayetcs cynpabasasbHbli My3bipb, B MOAOCTU KOTO-
pOro NpuUcyTCTBYIOT GUOPUH, HENTPODUIIbHBbIE FPAHYNOLIUTHI,
aKaHTONIUTUYECKNE KNETKU. BOKpYr MOSAHOKPOBHbIX COCY-
JOB yMmepeHHass nuMmdoructTmoumTapHas MHOUAbBTPaLMS,
B NPOCBETAX COCYAOB MPUCYTCTBYIOT NENKOLMTAPHbIE CTasbl.
3aK/to4eHne: BbIIBEHHbIE UBMEHEHMS MOTYT HabntoaaTbCs
NPy aKaHTONUTUYECKOM Ny3blpyaTKe (puc. 2).

UMMYHOQIyOPECLEHTHbIN aHann3 (peakuus npsamon
UMMYHOOIyopecUeHUMK) NnoKkasan otnoxeHue IgG Ha no-
BEPXHOCTU KepaTUHOLMTOB Ha BCEM MPOTSKEHWM anuaep-
MWCa, YTO COOTBETCTBYET BYy/ibrapHOM ny3bipyaTke (puc. 3).

MpepBapUTenbHbIA AUArHoO3
BynbrapHas nysbipyaTtka. MHaoekc PDAlI — 56 6annos
(TshKenoe TeveHue).

AnHamuKa u ucxopabl

B cBS3K C Ta)KeCTblo TevyeHus 3abofnieBaHus, PYKOBOA-
CTBYSiCb peKomeHauuamu EBponenckon akagemuun aep-
MaTtonorun u sBeHeposnoruu (EADV) [15], BpayebHOM KOMUC-
cuen 6bI10 MPUHATO pelleHne 06 MHUUMaLMK Tepanuu
FE€HHO-UHXEHEPHbIM BGUONIOrMYECKUM MpenapaToM PUTYK-
cumab, ase MHoy3mm no 1000 Mr Kaxpas, BHYTPUBEHHO
KanenbHo, C MHTepBaaoM B 2 Hed. Bo Bpems npoBeaeHus
nepson MHoy3MK npenaparta 6bliM 3adUKCUPOBaAHbI NOBbI-
lweHne Temnepatypbl Tena go 37,3 °C, nosBneHne ronoBHOM
60nu. anobbl 6bIM KynMpoBaHbl OAHOKPATHbIM MPUEMOM
néynpodeHa 400 Mr BHYTpb. TaKKe Obln Ha3HaA4YeH CUCTEM-
HbIn TKC metunnpeaHn3onoH no 32 mr/cyt (no 16 mr B 07:00
n 09:00), BHyTpPb, C MOCTEMEHHbIM CHWXEHWEM [O03bl —
yepes 6 Hef nocse Havyana Tepanun oo 26 mr/cyt, ganee —
Ha 1 Mr Kaxkayto Hepento. [JononHUTENbHO MPOBEAEH KypcC
aHTMbGaKTepuanbHOM Tepanuu npenapatoMm Ledas3onuH no
0,7 r 3 pasa/cyT BHYTPMBEHHO KanesnbHO B TeYeHue 7 CyT.
Ans npeaynpexKaeHUs pasBUTUS HEXenaTesbHbIX SBAEHWUM
Tepanuu cuctemHbiM TKC Ha BpeMs npuema MeTUNNPeaHu-
30/10Ha 6bIM Ha3HaYeHbl cneayolmMe npenapatbl: KaabLuus
Kap6oHat + Konekanbumdepon no 1 tab. 2 pasa,/cyT, Kanus
acnaparvHar + marHua acnaparvHat rno 1 ta6. 3 pasa/cyT,
33omenpasosna Maruusa Tpurngpat 20 mr no 1 ta6. 1 pa3/cyT.
CBerkne ny3blpu akKKypaTHO BCKpPbIBasW, MecTa CnaBLUMXCS
ny3blpen, a Takxe o6pa3oBaBLLMECH 3P03UK 0BpabaTbiBanu
1% pacTBOpPOM METUNEHOBOro cuHero 3—-4 pasza/cyt. And
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Puc. 1. MNaumneHT P, 16 neT, ¢ ByNbrapHoi ny3bipyaTKkon npu NocTynaeHuu B cTaumnoHap
Fig. 1. Patient R., 16 years old, with pemphigus vulgaris at hospitalization

a

lNpumevaHume. A, b — MHOXXeCTBEHHbIE C/TMBAIOLLMECH 3PO3MU HA KOXKE KPaCHOW KanMbl Iry6, Ha CIM3UCTON 060/104Ke LWEeK, TBEPAOro

M MAFKOro Heba, ileceH U A3blKa; B — BbICbINaHUsA Ha KOXe TynoBuLLa, My3bipy U KOPKK Ha KOXe NpaBon NoaMbllLeYHON obnacTu,

[ — crpynnupoBaHHble My3bipy, 3P03UK U KOPKK Ha KOXe IeBOWM flonaTtovHomn o6nacTu; [l — ny3bipy M KOPKKU Ha KOXE NpaBon HaaKIYUYHON
obnactu; E — BbICbINaHWA Ha KOXKe KUCTEW: Ny3bipy, IPO3UN U KOPKM Ha KOXKE IEBON KUCTU, €ANHUYHbIN NY3biPb Ha KOXXE NPaBoOMn KUCTU.
McTouHuK: MypawkuH H.H. 1 coasr., 2021.

Note. A, B — multiple merging erosions on the vermilion zone skin, on the mucous membrane of cheeks, hard and soft palate, gums,

and tongue; B — rashes on the trunk skin, vesicles and crusts on the skin of right axillary region, ' — grouped vesicles, erosions and crusts
on the skin of left scapular region; [1 — vesicles and crusts on the skin of right supraclavicular region; E — rashes on the hands’ skin:
vesicles, erosions and crusts on the left hand’s skin, single vesicle on the right hand’s skin.

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

Puc. 2. MNauuneHT P, 16 net. [McTONOrM4yecKoe nccnegoBaHme 6Guontata KoM U3 o4ara nopaxKeHUs ¢ Ny3blpHbIM 3/1EMEHTOM

(A — yBenuyeHune x40, b — yBenuyenne xX100)

Fig. 2. Patient R., 16 years old. Histological examination of the skin biopsy from the lesion with the vesicle element (A — enlargement X40,
b — enlargement X100)
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MpumedaHue. CNNOWHbLIMU CTPENKaMK OTMeYeHa NonocTb cynpabasanbHoro ny3bips, MyHKTUPHOW CTPENKOW — aKaHTONMUTUYECKUE KNETKMU.
McToyHuK: MypawkuH H.H. u coasrt., 2021.

Note. Solid arrows arrows indicate the cavity of suprabasal vesicle, dotted arrow — acantholytic cells.

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



06pabOoTKMU CAN3UCTBIX 0600YEK MPUMEHSTU PAacTBOP MUpa-
MWCTUHa 2 pa3sa/cyT ¢ nocneayollen o6paboTKOM NoS0CTH
pTa n ryé 06/1ennxoBbIM Mac/ioMm.

Ha ¢oHe npoBoanmon Tepanuu K 1,5 mec 6bi1 OCTUT-
HYT NOJIHbIN perpecc BbiCbiNaHWi, a K 8 Mec yaanocb Mnos-
HocTblo oTMeHuTb TKC (puc. 4, 5). Yepesd 3 n 6 mec ot
Hayana Tepanuu coaepxaHue aHTUTEN B CbIBOPOTKE KPOBMU
(nccnegoBaHMe METOAOM HenpsaMon UMMYHODyopecLeH-
umn) K gecmornenHy 1 cocrasuno 0,1 n 0,09 Ea/mn, K gec-
MornenHy 3 — 171 n 0,05 Ea/mn cOOTBETCTBEHHO.

MporHos

Mpn npaBUNbHO NOAOGPAHHOM NE€YEHWU BYIbrapHOM
ny3blp4yaTKK (B ONMUCAHHOM BbIle c/ly4ae 3T0 Kypc Tepanuu
cucteMHbiMm TKC B KOMOGWHaUMKM C PUTYKCUMAOBOM) MOXK-
HO O06GWUTbCS MOJSIHOMO perpecca BbICbINAHUM M KOHTPONS
Hag 3aboneBaHMeM Yy 60MbLIMHCTBA OOMbHbLIX. B 4acTHO-
CTW, COrnacHo pesynbTaTaM MHOMOLEHTPOBOr0 OTKPbLITOro
paHAOMM3MpPOBaAHHOro muccnegoBaHunsa (46 n 44 nauueHTa
C BMepBble AMarHOCTMPOBaHHOW My3blpyaTKOW B BO3pacTte
18-80 neT), pucK peunanBa 60ne3Hu Yyepes 24 mec Tepa-
nuuM KombuHauunen putykcnumaba m cuctemHbix MKC (¢ nocte-
NeHHOW OTMEeHOW B TedyeHne 3—-6 Mec) coctaBnser 11%
B CpaBHEHUU C 66% npu MOHoTepanuu cucteMHbimu KC
(c nocteneHHoM oTMeHoM nocne 12—-18 mec) [16].

OBCYXAEHUE

B HacToduee Bpemsa npenapatamMu NepBon JIMHUMK
B Poccun anst nevyeHus BynbrapHom ny3blpyaTKK ABASIOTCA
cuctemHbole TKC, KoTopble 06n1agatoT MOLHbIM NPOTUBOBOC-
nanuTenbHbIM M MMMYHOCYNPECCUMBHbLIM Aencteuem [12].
Kak npaBuno, Tepanus Ha4MHaeTCs C BbICOKOW AO3UMPOBKMU
(1—2 mr/Kr/cyT), Taknm 06pas3om yaaeTcsi M36exaTb NoBbI-
weHns nosbl B 6yayuwem [10, 12]. MNpumeHeHns 3IKCTpe-
MaflbHO BbICOKMX [03MPOBOK (3—4 Mr/Kr/cyT) crtapatoTcs
naberatb, Tak Kak 3TO NPUBOAMT K YBEMYEHUIO PUCKA BO3-
HUKHOBEHUS cepbe3HbIXx NO0604YHbIX peaKkuunn [10]. Y aeten
[103a OoJiKHa 6blTb NogobpaHa ¢ y4eToM TSXKEeCTUM 3abone-
BaHWs, BO3pacTa, MacCbl Tena, pucka noboyHbix 3dpdek-
TOB [18]. CucTeMHas Tepanusg MOXeT OblTb OTMEHEHa nocne
NMOSIHOrO perpecca BbiCbiNaHWin, HO nNpu oTmeHe TKC ny3bip-
YyaTKa 4acTo PeLMANBUPYET KaK y AETEN, TaK U Y B3POCHbIX,
MMEHHO NO3TOMY 3a4acTyto HEO6XOANMO MOXKUIHEHHOE NPHU-

Puc. 3. MNauyueHt P, 16 net. UmmyHodnyopecLieHTHOE
ncenefoBaHve 6uonTata Koxu

Fig. 3. Patient R., 16 years old. Enzyme-linked immunosorbent
assay of the skin biopsy

=~

MpumevaHne. UccnegoBaHue 6uonTtata, B3ATOrO € y4acTKa
BWU3yabHO 3J0POBOM KOXM, BbIMOJHEHO METOLOM NPSAMON
nmmyHodnyopecueHunn. OTnoxkenue IgG (cTpenka) Ha MOBEPXHOCTU
KepaTUHOLMTOB Ha BCEM MPOTSHKEHWUU INMAEPMUCA, HTO
COOTBETCTBYET BY/brapHOM ny3bipyaTKe.

McTouHuK: MypawkuH H.H. n coaBrt., 2021.

Note. Examination of the biopsy taken from visually healthy skin site
was performed via direct immunofluorescence. 1gG deposition
(arrow) on the keratinocytes’ surface throughout the epidermis,

it corresponds to pemphigus vulgaris.

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

MeHeHue cuctemHoro N'KC B noaaepkmBatoliein 403MPOBKE
(5—20 mr/cyT) [18, 19]. Ang pocTuKeHus ctepomacbeperato-
wero apdeKra, yeuneHusa addpekta cnuctemHblx FKC 1 cHuke-
HUSI PUCKA BO3HUKHOBEHWUS MOOOYHbIX peaKkuUui K Tepanuu
MOXeT ObITb 106aBfeH azaTnonpuH [19].

BcrneactBue aKTMBHOMO pocTa M pa3BUTUS OpraHus-
Ma B [ETCKOM BoO3pacTe 4acTtotTa nob6oyHbix 3abdeKToB
B pes3ynbrate Tepanuun cuctemHbimu TKC y geten Bbllwe,
yem y B3pocnbix [20]. Cpean HUX 4alle BcCero BCTpeya-
I0TCA 3afepiKa pocTa, MHOEKLMU, OXMUPpeHue, counanb-
Hble 1 ncuxonornyeckne paccrponctea [20]. Kpome Toro,

Puc. 4. MNMauuneHT P, 16 neT, ¢ BynbrapHomn ny3bipyaTKON. AnUTennsaumsa Koxun KpacHon kanmbl ry6 yepes 1 (A) n 8 mec (B) Tepanuu,
BK/IOYaBLIEN PUTYKCHMaAO
Fig. 4. Patient R., 16 years old, with pemphigus vulgaris. Epithelialization of the vermilion zone skin after 1 (A) and 8 months (B) of therapy
including rituximab

McTounuK: MypawkuH H.H. 1 coaBrT., 2021, 2022.
Source: Murashkin N.N. et al., 2021, 2022.

CURRENT PEDIATRICS /2022 /V.21 /N2 5

1

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2022 / TOM 21 / N2 5



Clinical Observation

4

KnuHunyeckKoe Ha6noaeHue

Puc. 5. MNMauuneHT P, 16 neT, ¢ BynbrapHoi ny3bipyaTkoin Yepea 1 Mec nocse Havyana Tepanuu, BKIoYaBLIen pUtykcumao
Fig. 5. Patient R., 16 years old, with pemphigus vulgaris 1 month after the onset of therapy including rituximab

lNpnmevarme. NaTHa NOCTBOCNANUTENIbHOM TMNEPNUIMEHTALMMN Ha KOXe NIeBOK lonaTto4yHon o6n1actu (A) U NpaBon HagKNo4YM4yHOW obnactu (b).

McTouHuK: MypawkuH H.H. n coaBT., 2021.

Note. Spots of post-inflammatory hyperpigmentation on the skin of left scapular region (A) and right supraclavicular region (b).

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

HeKoTOpble NaLMeHTbl HEBOCMPUUMYMBBLI K CTaHZapTHOM
cxeMe Tepanuu cucteMHolMn TKC, MHOrne M3 HuX cTpa-
[JaloT OT No6o4HbIX 3QbEKTOB AaHHOW Tepanuu, NoaTomy
cylLecTByeT NOTPEOHOCTb B HOBbIX TEPANeBTUYECKUX Bapu-
aHTax neveHus [20]. CneayeT OTMETUTb, YTO pPeBEeHKy M3
OMUCaHHOIO HaMW KIWHWYECKOro cryyas O6bi10 peLeHo
UHULMKUPOBATbL Tepanuio MeTUNNPEeaHU30/I0HOM B [03e
32 mr/cyT (B nepepacyeTte Ha npeaHn30noH 0,5 mr/Kr/cyr).
HasHayeHHasi JO3MPOBKa HUXEe TOM, KOTopas nponucaHa
B AENCTBYIOWMX KIMHMYECKUX peKoMeHpauuax [12, 15].
[aHHoe pelleHWe O6bl10 MPUHATO B CBA3KW C BbICOKUM
PUCKOM BO3HWMKHOBEHMWS Cepbe3HbIX NOGOYHbLIX peaKuui,
a TaKXe npumepamu ycnewHom Tepanum TaKeNon Bynbrap-
HOWM Ny3blpYyaTKK pUTyKcMmabom 6e3 NKC n putykcumabom
¢ Tonndecknmn TKC [21, 22]. B 3apy6erHbIX 1MTepaTypHbIX
MCTOYHUKaX NosBNseTcs Bce 6oblue JoKa3aTeNbCTB OTHO-
cuTeNbHO 3PGdEKTUBHOCTUM M 6e30NacHOCTU pUTYKCMMaba
B NIe4YEHUN BYbrapHOM Ny3blpYyaTKKU HE TONbKO B3POCHbIX,
HO W peten [7, 13, 23]. OnucaHa, Hanpumep, cepusa U3
10 cny4aeB fnedvyeHUss PUTYKCMMabOM [JeTen B BO3pac-
Te oT 9 no 17 net ¢ ny3blpyaTKoOWn (7 — C BYyNbrapHomu,
3 — c¢ nucTtoBuaHown). lNonHas pemuccus nNpu ycnosuu
OTCYTCTBMUS MOAAEPXKMBalOLLEN Tepanuu Gblna AOCTUTHYTa
y 7 nauuMeHTOB B cpeaHeMm 4vepes3 21 Hel OT Havana nede-
HUs. Haunbonee 4yacTbiMuM NOGOYHbIMKM dddeKTamu 6binu
MHODY3MOHHbIE peaKuunK, OTAANEHHBbIX NOGOYHbIX 3 deKTOB
He BblgBneHo [13]. B cepun U3 N9TH cny4aeB BynbrapHowm
ny3blpyaTkn y feten ot 11 go 17 net npu npoAoSIKUTENbHO-
CTU HabMOAEeHMS Nocaie Tepanun PUTYKCMMaboM B cpeiHeM
B TedyeHne 43 mec (19-60 mec) KNIMHUYECKUI OTBET OTMe-
YyeH y BCeX NaLMeHTOB: NoIHas PEMUCCUSA JOCTUMHYTa Y TPEX
nauneHToB, YacTuyHas — y ABYX. HexenaTtenbHble ABNEHUA
3abuKenMpoBaHbl He 6binn [23]. ONMUCaHHbIM HamMK Ku-

HUYECKUIN cnydyan Takxe LeMOHCTpupyeT 3bdEeKTUBHOCTb
M OTHOCUTENbHYI0 6e30MacHOCTb PUTYKCHMMaba B KavyecTse
Tepanuu NepBon NUHUKU ByNbrapHoW My3blip4yaTku y pebeH-
Ka npu npuMeHeHun B KOMOWMHauUuKM C cucTemMHbiM [KC
C nocneayouen oTMeHOM NocneaHero.

3AK/TIOYEHUE

Kom6uHupoBaHHasa Tepanus AeTem ¢ ByJbrapHon ny3bip-
4YaTKOM C npumeHeHnem cucteMHblx MKC u putykcumaba
Nno3BoJIAET JOOUTLCA OGbICTPOM U MOHOM OTMEHbI CUCTEMHBbIX
'KC npu OTHOCWUTENBHO HU3KOM pUCKe peunanBa 60Ne3HMU.
OTa KOMOGWMHaLMA MOXET OblTb paccMOTpeHa B KayecTBe
HOBOrO TepaneBTUYECKOro BapuaHTa fiedeHus AeTen ¢ AaH-
HbIM 3ab0neBaHueM.

UWHOOPMUPOBAHHOE COINIACUE

OT mMaTepu nauueHTa Noay4eHo NUCbMeHHOEe MHPOPMU-
poBaHHOe [0OGPOBO/IbHOE cornacve Ha nybavKauuio onu-
CaHMWsl KIMHUYECKOro cnyyass M M306paxeHun nauueHTta
B MEAMLIMHCKOM XypHase, BKoYas ero afeKTpoHHYo Bep-
cuio (oata nognucanma 11.08.2021).

INFORMED CONSENT

Patients’” mother has signed informed voluntary consent
on the publication of clinical case description and patient’s
images in medical journal, electronic version included
(signed on 11.08.2021).

UCTOYHUK ®UHAHCUPOBAHMA
OTcyTCTBYET.

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

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

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

OBOCHOBAHME

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

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

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

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

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

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

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

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

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

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

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

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

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

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

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

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

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

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

KNUHUYECKUNA NPUMEP

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

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

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

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

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

after surgery (B)
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lNprumevaHme. YBenu4eHune cCoaepKaHnsa NoAKOXHO-XKMPOBON KNeTYaTKK, 3anoHaoLWen gedeKT o TUNy «<MUHYC-TKaHb», OTMEYEHO CTPe/IKaMM.

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

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

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



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

OnucaHue onepaTMBHOro BMellaTebcTBa

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

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

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

3AK/NIOYEHUE

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

WHO®OPMHWUPOBAHHOE COI/IACUHE

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

INFORMED CONSENT

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

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

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

the injection of autologous fat

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

Note. Red and yellow color indications show the severity

of the defect (excavation).

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

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

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

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

the injection of autologous fat

MpumedaHne. OTMeYeHO YMeHbLLIEHUE BblpaXKEHHOCTH fedeKTa

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

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

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

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

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

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

the injection of autologous fat

lMpumevaHne. OTMEYEHO YMEHbLUEHWE BbipaXKeHHOCTH AedeKTa

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

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

Note. “Minus tissue” defect in the frontal region decreased.
Source: Murashkin N.N. et al., 2021.
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Puc. 6. MNaumneHTKa A. ¢ NoKanM3oBaHHOW cKkiepoaepMuent (nMHeHas dopma) Yepes 9 mec nocne onepaunu (MIMNodunmHra)
Fig. 6. Patient A. with localized scleroderma (linear form) 9 months after surgery (lipofilling)

McTouHnK: MypalwkuH H.H. v coasT., 2021.
Source: Murashkin N.N. et al., 2021.
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0O6ocHoBaHHe. [lcopnasz — XpOHMYECKOE MMMYHOOMNOCpesoBaHHOe 3abojeBaHME MHOrOQaKTOPHOM NPUPOAbI, KOTOPOe
3a4yacTylo TpebyeT Ha3Ha4YeH sl FreHHO-UHXEHEPHbIX GUOIOMMYECKUX NpenapaToB. HasHadyeHue nocaeaHux UMeeT psif 0co-
6EHHOCTEN M PUCKOB, @ TaKXKe 3aBUCHUT OT MHOXeCTBa paKTopoB. PaccMOTpeHbl pe3ysibTaTbl NPUMEHEHUS yCTEKMHyMaba
B KayecTBe ripernapata Bbl6opa npu Haim4umn conyTCTBYIOLLEro METab0o/IMYECKOro CUHAPOMa y pebeHKa ¢ cuHapomom ayHa,
a Takxe cayqas HeapheKTMBHOCTHU NpeLlecTByoLe 6Mo0rM4ecKon Tepanumn nHrmoutopamu TNFo. OnMcaHme KanHu4de-
CKuX cny4aeB. [peactaBieHo onucaHne ByxX KIMHUYECKUX Cly4aeB Tepanuu ¢ NpUMeHeHMeM ycTeknHymaba y AeTed ¢ rco-
pHUa3oM TAKEI0ro TedyeHns. B nepBoM ciiydae paccMoTpeHa cutyaums Bblbopa CUCTEMHOM Tepanuu y pebeHKa, cTpajato-
Ljero CUHAPOMOM [layHa v MMEIOLLIErO C/I0XKHbIM KOMOPOUAHBIN OH: OXXMPEHUE M cTeaTorenaTuT. BTopo ciyyan nHTepeceH
BbIGOPOM TaKTUKM JIEYEHUS Y NMauneHTa C OTSAMOWEHHbIM 10 rcopuasy ceMenHbIM aHaMHEe30M, AJIMTE/IbHO 10J1y4aroLero
METOTpEeKcaT, a 3aTeM 3TaHepPUEnT ¢ rocaeaytollen notepe 3pOeKTMBHOCTU U BblPaXKeHHbIM 060CTpeHneM 3ab0o1eBaHNs
Ha ¢OoHe OTCyTCTBUSI MaTOreHETUYECKOoN Teparnuu. 3akaoyeHme. Vicxoas M3 pesynbTaToB UCCEA0BaHUI U PACCMOTPEHHbIX
KJIMHUYECKMX CUTYaLIMIA, MOXHO yTBEPIKAATb, YTO YCTEKMHYMAb SBJSIETCA MPEANOYTUTEIbHBIM GMOI0OrMYECKUM NpenapaTom
A/151 NeYeHnst IeTen ¢ TSXKebIM Te4EHMEM r1copmasa, UMeILMX KOMOPOUAHbIE NaToOMMK U HYXKAAIOLMXCA B MEPEKIIOYEHUN
610JI0rM4ECKOro areHTa B CBSI3U C HEA(OEKTUBHOCTbIO MPEALLIECTBYIOLLEN Teparnumm.

KniodeBble cnoBa: feTH, ncopmas, reHHo-UHXeHepHbIe 6UOIorM4yecKme npenaparsl, yCTEKMHYMab, KOMOPOUAHOCTb, CUHA-
pom [ayHa, HeaslKorosibHas xupoBasi 6071€3Hb MeYEeHU, BbXKMBAEMOCTb Teparnmm

Ansa yntupoBaHus: VisaHoB PA., MypawknH H.H. OCO6EHHOCTN NMPUMEHEHUS TEHHO-UHXEHEPHON BGUONIOrMYEeCcKon Tepa-
nuu (yCTEKMHYMab) y AeTen ¢ Ncopmasom Mpu HaaMynuK COMNyTCTBYIOLWEro METaboIMYEeCcKOro cMHapomMa nin HeadpPeKTmuB-
HOCTWM npealecTByoller GUMONOrMYECKON Tepanuu: KIWHUYECKWEe HabnaeHus. Bonpockl coBpemMeHHOM neauaTpun.
2022;21(5):419-429. doi: https://doi.org/10.15690/vsp.v21i5.2458

OBOCHOBAHME

[lcoppnas — XpOHWYECKOE WMMMYHOOMOCpeaoBaHHOE
MHOrodaKTopHOe 3abofieBaHWe, BO3HUKalOLEe Y reHeTu-
YeCcKu npegpacnonoxeHHolx nuu [1]. Hapsagy ¢ nopaxe-
HUEM KOXW W ee npuaaTtkoB A9 fcopuasa XapaKTepHo
BOBJIEYEHME B MaTO/IONMYECKMI NpoLecc CycTaBoOB, opra-
HOB CEPAEYHO-COCYAMCTON U APYrUX CUCTEM, YTO acCOoLM-
MPOBAHO C BbLICOKMM PUCKOM pasBUTUA (MO CpaBHEHWIO
c obuen nonynauMen) paga KomMopbuaHbix 3aboneBaHum
WU COCTOSIHWMMW, 3HAUYUTEIbHO CHUXAMLWIMX Ka4yeCTBO HU3HU

OEeTEN U BAUSIOLLMX Ha TAXKECTb Te4eHns 6onesHu [2]. B ux
yucne NCUXMYecKne paccTporcTBa (KIMHUYEeCcKasa aenpec-
CUS, TPEBOXHbIE pPaCCTPOMCTBA), HOBEHW/bHbIM Mcopua-
TUYECKUWN apTPUT, METABOSIMYECKUA CUHOPOM (OXKMPEHMUE,
rMNEpPTOHMSA, HapylweHWe YyrneBoAHOro U IMNUMAHOro obme-
Ha) M BocnanuTeNbHble 3a60neBaHUs KullevyHuKa [3].
lcoprna3om cTpagaetr B cpeaHem Ao 3% MWMPOBOro
HaceneHus, NpuM 3TOM 3a60fieBaHUE MOXKET MPOSABUTLCS
B to60M Bo3pacTe [4, 5]. NprnbnansntenbHO KaxKabln TPETUR
cnyvyan 6onesHn maHudecTupyeT B Bo3pacTte Ao 18 nert [6].
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PacnpocTtpaHeHHOCTb nNcopuasa B AETCKOW Nonynsiumm co-
ctaBnset 0,7% “ NUHENHO yBENUYMBAETCH C BO3PAcTOM —
o1 0,2% B BO3pacTe Ao 1 roga v Ao 2,5% B Bo3pacte 18 net
[7, 8]. 3a nocnegHne 50 neT nokasartenb 3ab60seBAaEMOCTH
ncopnasom geten ysenuuuncsa 6onee 4yem Basoe [9, 10].
BmecTe ¢ 3TMM yCTaHOBAEHO, YTO paHHAS MaHudecTauus
rncopvasa cBfi3aHa C 6onee TSKeNbIM TeyeHueM 6ones-
HW, BbICOKMM PUCKOM Pa3BUTUS KOMOPOMAHbLIX MaTONOMMM
(MHCYNTMHOPE3UCTEHTHOCTb, CaxapHblM anabeTr 2-ro Tuna,
aHfoTeNnManbHas AMCOYHKLMS, apTpuT), B TOM 4ucne cep-
[EYHO-COCYAUCTbIX 3aboneBaHui, OCOBEHHO MNPU HanU4mm
OTArOWEeHHOro ceMenHoro aHamHesa [2, 10].

B ocHoBe naToreHesza ncopuasa EeXWUT HapylleHue
BPOXAEHHOIO M MPUOBPETEHHOIrO 3BEHBEB MMMYyHUTETA 3a
cYeT nNpeobnagaHns OQHOI0 U3 HUX, a TaKXKe COoMnyTCTBYOLEN
AWCperynsunMn aHAOMEHHbIX CUrHaNOB OMacHOCTHU, MPOBOC-
nanuTeNnbHbIX LIUTOKMHOB M XEMOKMHOB. B COBOKymHOCTH
3TO MPUBOAMT K CIOXKHOMY B3aWMOAEWNCTBUIO HECKONbKMX
TUMNOB K/IETOK C pa3BMTMEM CTOMKOrO CMCTEMHOrO BOCMa-
NINTENbHOrO npouecca, Nocneaylolen HEKOHTPOMPYyeEMOM
nponudepalmm KepaTMHOLMTOB M HapylweHuio npoLlecca
nx anddepeHumposkm [11]. NomMumo 3TOro, ANUTENbHOE
CUCTEMHOE BOCMNaNieHWe MOBbIWAET PUCK Pa3BWUTUS Bbllle-
YKa3aHHbIX KOMOPOGUAHbLIX MAaTONOrM, a TaKKe HEKOTOPbIX
ayTOMMMYHHbIX 3a6oneBanun [3, 12, 13].

KntoyeByto ponb B MMMyHoMaToreHese ncoprasa 3aHuma-
toT T-KNETOYHOE 3BEHO UMMYHUTETA, @ TaKKe psj npoBocnanu-
TeNIbHbIX LLUTOKMHOB — PaKTop HEKPO3a onyxonu anbda (tumor
necrosis factor alpha; TNFa), uHTEpnenkuHbl (IL) 12, -17, -22
n -23, o6pasylolume TaK HadbiBaemyto IL-23/IL-17 curHanbHyto
ocb [14]. TNFe, IL-12 1 -23 nogaBnstoT NPoayKLUMIO NPOTUBO-
BOCManMTENbHOrO LMUTOKMHA [L-10, mMoaynupytoT npaMuHr
HauBHbIX T-KNETOK K COBGCTBEHHBLIM KNETOYHbLIM CTPYKTypam
(aHTUreHam), a TakKe CTUMYIUPYIOT UX Nponudepaumio u aud-
depeHumnposKy B Thl, Th17 n Th22, ygennumnas Taknum obpa-
30M MUX BbbXMBaemocTb [15]. BbicBOGOXAAOWMECH U3 ITUX
KIETOK NPOBOCMNaNUTENbHbIE LMTOKUHBI — MHTEPGDEPOH ramma
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(interferon gamma; IFNy), TNFa, IL-22 1 -17 — BbI3blBalOT
runepnponudepanmio n HapylweHne agudbdepeHLNPOBKU Kepa-
TUHOUMTOB, CTUMY/IMPYIOT 3KCMPECCUI0 UMM @HTUMMKPOGHbLIX
NenTMaoB M XEMOKWMHOB, aKTMBMUPYIOWMX W MPUBIEKAIOLWLMX
cy6nonynauumM NeMKOLMTOB B MECTa MCOPUATUHECKUX BbICbINa-
HWI, NOAAEPKMBASA TEM CaMbIM «MOPOYHbIM» KPYr naTonornye-
CKoro npouecca [16, 17].

PacKpbiTe MexaHM3MOB NaToreHesa ncopuasa npuBeno
K CO3[aHMI0 HOBbIX METOOB CUCTEMHOIO IEYEHMS C UCNONb-
30BaHMEM TEHHO-UHXEHEPHbIX GUONOrMYECKUX Mpenapa-
ToB (FTMBM). C nossneHnem MBI nosiBunacb BO3MOXHOCTb
[OBUTLCA BbIPAXKEHHOTO KAMHUYECKOro ynydlleHus 6Gonee
4eM Y NONMIOBMHbI NMaLMEHTOB C NCOPUA30M CPEAHETSKENOro
W TSXKENOro TeYeHMsl, B OTHOWEHUM KOTOPbIX CTaHAAPTHble
METOAbl TEpanunun (HapyKHoe neyeHne B KombrHaumu ¢ GoTo-
Tepanven UVB 311 HM) M «Knaccuyeckue» MMMyHodenpec-
CaHTbl (MeToTpeKcaT, LMKIOCMOPUH, auMTPeTWH) HedocTa-
TOYHO addeKkTuBHbl [18-20]. TUBI nossonuMnM AOCTUYL
3HAYUTENbHOIO CHUXEHUS WMHAEKCa pacnpoCTpPaHEeHHOCTH
N TaXecTn ncopmasa (Psoriasis Area Severity Index; PASI),
BMNAOTb [0 YMEHbLUEHNUS TAKECTM W PacnpOCTPaHEHHOCTH
ncopmasda Ha 90% (PASI-90) n parke cOCTOosiHMSA abcontoT-
HO yucton Koxn (PASI-100) ¢ oauTenbHbIM Moaaep:KaHuem
TepaneBTMYecKoro adpdeKTa, YTO OCOBEHHO BaXKHO 4719 Nauu-
€HTOB AETCKOro U NoAgpocTKoBoro Bo3pacta [18-20]. Kpome
TOro, B OTINYME OT TPaAULIMOHHON cucTtemHom Tepanun, MBI
SBNSAOTCA OTHOCUTENbHO 6€e30NacHbIM BapuaHTOM ie4eHus,
a TaKKe NO3BONSIOT CHU3UTb PUCK Pa3BUTUS CEPAEYHO-COCY-
OWUCTbIX 3aboneBaHui U MoanudULMPOBaTb TEYEHUE KOMOP-
OMaHbIX NaToNoOrMM B AOAFOCPOYHOM nepcrnexktnee [21-23].
B HacTosllee BpeMs A5 UCNONb30BaHUA Yy AETEN C Ncopua-
30M B Poccuiickon denepaumm o1o6peHo 5 6MON0OrMyecKmx
npenaparoBs: aTaHepuenT 1 agannumymab (MHrnéuTopbl TNFa),
CEKYKMHYMab U MKceKknsymab (MHrnbutopbl IL-17), a Takxke
YCTEKMHYMab (MHrmuéutop IL-12/1L-23) [20]. OgHaKo 6uono-
rMyeckas Tepanusa aTon 60/1€3HU MMEET CBOW OCOBEHHOCTH
W CONpsiXKEHa C HexenaTtelbHbIMU ABAEHUSAMKU, 0BYCIOBNEH-
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HbIMW BO3PacTOM 60JIbHbIX, @ TaKXKe BANSHUEM (B TOM Yucne
n otpuuatenobHbiM) TMBI Ha KOMOPOBUAHbIE U CONYTCTBYOLWNE
3aboneBaHus. B yacTHOCTH, TpebyeT OCTOPOIKHOCTU NpUMe-
HeHue TUBI na rpynnbl MHIM6MTOPOB IL-17 npu Noao3peHnn
Ha Hanuyne BOCMaNMUTENbHbIX 3a60NE€BaHUI KULWEYHUKA;
B C/ly4ae NoATBEPKAEHUS 3TOro AMarHo3a Ha3HavYeHne UHMm-
6uTopoB IL-17 npoTMBONOKa3aHo, MOCKO/bKY MOXKET CrpOoBO-
umMpoBaTb 060CTpeHME 3aboneBaHua [24, 25].

YyuTbiBas paHH MaHudecTauuo ncopuasa, BbICO-
KWW PUCK pasBUTUS KOMOPOMAHbIX COCTOSSHWW BcneacTesne
XPOHUYECKOro CUCTEMHOIO BOCMaNEHMs, Haau4yme B HEKOTO-
pbIX cydasix CONyTCTBYIOLWMX NATONOrMM M HEOBXOAMMOCTb
obecrneyeHns ANUTENbHOro, a rmaBHoe — 3QOEKTUBHOMO
flevyeHns ¢ xopownm npodunem 6e30nacHOCTH, nepen Kiu-
HUUMCTOM BO3HMKAET psf BaHbIX BONPOCOB, Kacatowmxcs
onpefeneHns TakTMKKU BeAeHUs MaLMeHTOB [EeTCKOro BO3-
pacta v nNpeanoyTUTENbHOrO METofa NeyveHus, BKIo4as
BblI6OpP KOHKPETHOrO CUCTEMHOrO Mpenapata B KayecTBe
nepBon MHUKU Tepanum B 3aBUCMMOCTH OT MHAMBUAYANbHbIX
(6Monornyeckmnx) ocobeHHOCTEN NauueHTa U KIMHUYECKOMN
XapaKTEPUCTUKM 6ONEe3HU. HnKe paccMoTpeHbl OCOBEHHO-
CTW MPUMEHEHUS U 0BOCHOBAHMSA TepaneBTUYECKOro npe-
mmyuwectea MBI yctekMHymab Kak npenapaTta Bblibopa
B Tepanuu ncopuasay geten.

KNUHUYECKHUA NPUMEP 1

O nauueHTe

MauneHT W., Bo3pacT 13 net, My*CcKoro nona. O6paTtuncs
C Kanob6amu Ha pacnpoCTPaHEHHbIe BbICbINaHWs, BblparKeH-
HbIM 3y[.

Co cnoB poauTenen, nepeble BbICbiNaHWA MOSBUANCH
Ha KOXKe MOoNoBbIX OpraHoB B BO3pacTe 9 neT, poauTenu
CBA3bIBAOT MOSB/IEHUE BbICbINAHUI CO CTPECCOM B CBA3MU
€ Havyanom yyebHoro roga. C Te4eHneM BPEMEHU BbICbINaHUs
pacnpocTpaHuUInCh Ha TYOBULLE U KOHEeYHOCTU. B Bo3pac-
Te 10 net B AETCKOM MOMMKIMHUKE MO MECTY KUTeNbCTBa
Oblf1 YCTAHOBNEH AMArHO3 «ncopuas», Mo NMoBOAy KOTOpPOro
nauneHT nosyd4an Hapy)KHOe neyvyeHWe TOMUYECKUMM [to-
KOKOPTUKOCTEPOMZAMU U KEPaATONUTUHECKMMK CpeacTBamm
C BPEMEHHbIM HEe3HauYUTeNIbHbIM MONOXUTENbHLIM 3bdEK-
TOM. B cBA3K C HEIDPEKTUBHOCTbIO HapPYKHOW Tepanuu
HEOAHOKpAaTHO Mojslyyan cTauMoHapHOEe fieyeHue No MecTy
UTENbCTBA, BK/OYaBLUEE KypCbl Y3KOMOMNOCHOM ¢doToTe-
panun UVB 311 HM, BHYTPMBEHHOE BBEAEHMWE T[/IIOKOHA-
Ta Ka/ibuMs, KypcoBOe BBefEHWE AeKCaMeTa30Ha, TaKkKe
NPUMEHANNCH COPOEHTbI, PEPMEHTHbIE M @aHTUIMCTAMUHHbIE
npenapatbl. O4HAKO Mocne Kypca Jie4eHnUs pemMuccust npo-
JoMKanacb B TEYEHWE HECKOJMIbKMX Hefenb C NocneayoLwmm
Bblpa*KEHHbIM 060CTPEHMEM KOXKHOTO npoLecca. B peaynbra-
Te yero B Bo3pacTe 11 neT nauneHT 6bla1 rocnmutaan3npoBaH
B Hay4Ho-nccnegoBatenbckunin nHctutyT (HUW) netckon gep-
mMaTonornu HaunoHanbHOro MeAULMHCKOro MccnegoBaTtenb-
cKoro ueHtpa (HMWUL) spopoBbs aeten (MockBa). MHaeKe
maccbl Tena (MMT) Ha MOMeHT noctynnenns — 20,1 Kr/m?2
(n36bITOYHAsAs Macca Tena). bbina MHUUMMpoOBaHa Tepanus
MeToTpeKcaTom B Ao3e 10 Mr noAgKoXHO 1 pa3 B Hedento
(pacyeT no nnouwagun nosepxHoctu Tena; MIMT) ¢ BbiparKeH-
HOW MONIOMMUTENbHON AWHAMMKOM — CHUMKEHUEM TAKEeCTu
TEYEeHUs, yMEHbLUEHMEM MOWAAN BbICbINAHUI U BblpaXKeH-
HOCTM 3yaa. 3Ha4YUTENbHOE YXyALEHME C NOSBNEHNEM HOBbIX
pacnpoCcTpaHeHHbIX BbICbINaHWM, KOPOK M CUbHOMO YyBCTBA
3yaa Ha GoHe KOMBUMHMPOBAHHOM Tepanuu (HapyxHas Tepa-
nus TOMUYECKMMU TIIOKOKOPTUKOCTEPOMAaMuK, dboToTepanms
M CUCTEMHaAs MMMYHOCYMNPECCHBHAA Tepanus npenapatom
MeTOTpeKcaT ¢ AMHaMMYeCcKon Koppekuuen posbl no MIT)
Habnganochb Yepes 2 roga nocne UHMLMaLnn MetToTpeKkca-
Ta. B cBSA3K ¢ 3TUM 6bl1 roCNUTanM3nMpoBaH NOBTOPHO.

CeMenHbIM aHamMHe3 No By/brapHoOMy ncopuasy He oTa-
roweH. Y pebeHKa UMetoTCs ConyTCcTByolMe 3ab0/eBaHuUs:
cuHapoM [layHa, MO3auyHbIM BapuaHT, 3K30r€HHO-KOHCTUTY-
LIMOHaNbHOE OXKMPEHHE.

dusuKkanbHaa AMarHocTMka

[Mpy OCMOTPE KOXHbIKM MaTONOrMYeCcKMM NpoLecc HOCUT
pacnpoCcTpaHEeHHbI CUMMETPUYHBIV XapaKTep, NoKanmM3yeTcs
Ha KOXe BO/I0OCUCTOMN HYacCTW FoN0BbI, TYJIOBULLA U KOHEYHOCTEN.
MpeactaBneH nanynamu SPKO-pPO30BOro LiBETA M nanynamu,
C/IMBaIOLWMMUCA B UHOUIBTPUPOBAHHbIE BASLIKK C cepebpu-
CTO-6€e/bIMU YeLlyHKamMmK Ha NOBEPXHOCTH, B 06NacTu roneHen
MMEIOTCS NIacTMHYaTble, MI0THO NPUEratoLme YeLymKo-Kop-
KW YeNnToro LBeTa. Ha Koxke BOIOCMCTON YacTu ronoBbl OTMe-
YyaloTca eAuHWYHble ManynesHble 3eMEeHTbl, UMEEeT MeCTO
MenKonnacTMHyatoe wenyweHune. Mo nepndepum anemeHToB
Habnoaaetca nepudepudecknt BeH4YMK [MunbHOBa, XapaK-
TEPEH CUMMTOM MNcopuaTUyeckon Tpuaabl. OTMeYeHa ncopu-
aTM4ecKas OHMXOAUCTPODUS — MOpaxKeHMe HOrTeBbIX Mnaac-
TMH B BMAE MHOXECTBEHHbIX TOYEYHbIX BAaBNEHWN. MHAEKC
PASI = 27,3. UMT = 25,7 Kr/m2, oskupenue (puc. 1.). }anob
Ha 60/1b U CKOBAHHOCTb CyCTaBOB He NpeabsBseET.

MpepBapuUTeNnbHbIA AUArHO3

BynbrapHblt ncopuas, pacrnpoCTpaHEHHbIN, TAXKenoe,
nporpeccupytowee tTedyeHne. CuHapom [layHa, MO3aW4YHbIN
BapMaHT. IK30reHHO-KOHCTUTYLMOHAIbHOE OXKMUPEHME.

AnHamMmuKa u ucxopabl

B pesynbrate 6MOXMMUYECKOrO aHann3a KpoBW BbIIBEHO
MOBbILEHNE AKTMBHOCTU MEYEHOYHbIX TPaHCcaMWHa3 (acnap-
TaTaMuHoTpaHchepasda — 58 Ea/n, Hopma < 42 Ef/n; anaHuH-
amunHoTpaHcodepasa — 64 Ea/n, Hopma < 40 Ean/n), yBenu-
YeHue KOHLEeHTpaumu Tpurmuuepngos (1,86 mmonb/n; Hopma
0,34-1,6 mmonb/n), obwero xonectepuHa (7,4 MMOnb/n;
Hopma 3,3-6,5 MMOb/N) U AMMNONPOTEUHOB HU3KOW MOT-
HocTK (4,89 mmonb/n; Hopma 1,55-3,63); ypOBEHb KOH-
LleHTpauMK MIOKO3bl U MHCYIMHA — Ha BEPXHWMX rpaHuLax
pedepeHcHoro nHtepsana. lpu ynbTpasByKOBOM WUCCNeno-
BaHWW OpraHoB OPIOLWHOM MONOCTU BbISIBAEHbI MPU3HAKK
renatomeranuu, gudey3HbIX NapeHXMMaToO3HbIX U3BMEHEHWN
neyeHu (No TUMY XMPOBOro renatosa), BTOPUYHbIX M3MEHe-
HUW NOOXKENYAOYHOM Kenesbl.

MauneHT 6bla1 MPOKOHCYNbTUPOBAH FAaCTPO3HTEPOSIOIOM,
BbICTaB/ieH [MarHo3: «HeankoronbHas »upoBasi 60/1€3Hb
neyeHn (HAMBIT) B 1cxode KOHCTUTYLIMOHANbHO-3K30reH-
HOIO OXWMPEHUS, cTeaTorenaTUT YMEPEHHON CTENEHN aKTUB-
HOCTW». [lOMONHWTENBHO MNPOBEAEHO AEHCUTOMETPUYECKOE
ncenegoBaHMe napeHxumbl nedyeHu. O6HapyKeHo Andpdys-
HOE YMEPEHHOE CHUMKEHWEe MNNOTHOCTM TKaHu (39-49 HU)
no TUMY XXMPOBOro renaTto3a.

Mo agaHHbIM KOMMbIOTEPHOW TOMOrpadun opraHoB rpya-
HOW KNETKU: o4aroBblX U MHOUNBLTPATUBHbLIX WU3MEHEHWNH
B JIEMKMX He BbIABNEHO. Paamepbl TMMdOY310B CpeaocTeHums
N KOPHEWN Nerknx — B npeaenax HopmasbHbIX BENUYUH.

YCcTaHOBNEH OKOHYaTeNbHbIM AWarHos: «BynbrapHbolit
ncopuas, pacnpocTpaHeHHbIN, TAXKeNoe, nporpeccupytoliee
TeyeHue. CuHapom [layHa, MO3anyHbIM BapuaHT. AK30reHHo-
KOHCTUTyUMOHanbHoe oxunpenune. HAXKBI. CreaTtorenatut
YMEPEHHOM CTENEHN aKTUBHOCTU».

B cBA3K C HEaPDPEKTUBHOCTbIO MPOBOAMMON CUCTEM-
HoW Tepanuu, Hanndinem HAXBIT B cTaguun cteatorenatuTa
M KOHCTUTYLIMOHANIbHO-3K30MEHHOI0 OXKMPEHWUS MMMYHOCY-
NPeccuBHbIM MNpenapat MeToTpeKcaT Obll OTMEHEH, Npo-
BefeHa uHuumaums Tepanum MBI — Ha3Ha4eH yCTeKu-
HyMab, MOAKOXHO B 06nacTb njiedvya B [o3uvpoBKe 45 Mr.
CKOppEKTUPOBAHO HapyXKHOe NevyeHue (peKoMeHAoBaHbl
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Clinical Observation

KnuHuyeckoe HaGnopeHue

Puc. 1. NauneHT N., 13 net. KoXHbIA NAToNorM4ecKuin npoLecc Npu NocTynneHnn B ctauuoHap
Fig. 1. Patient |., 13 years old. Skin pathological process at admission to the hospital

UcTouHuK: MBaHoB PA., MypalkuH H.H., 2021.
Source: lvanov R.A., Murashkin N.N., 2021.

3MONEHTBI, COAEPIKaLLME MOYEBUHY U CANTULMIIOBYIO KUCNOTY),
BbINOMHEH KypPC CEPHbIX BaHH W Y3KOMNONOCHOW doToTepanuu
UVB 311 Hm. Ha3HauyeHbl renaTonpoTeEKTOPbl, HU3KOKaso-
puiHasa gueta, AaHbl PEKOMEHAALUN Ha OM.

Yepes 4 Hen nauMeHT MNOCTynwWn NOBTOPHO AN BTOPOM
MHBEKLMK YCTEKMHYMaba. KnuvHuyecKkas KapTuHa KOXKHOro
NaToNOrMYEeCKOro NpoLecca C BblpaXKEHHbLIM MONOKUTENbHBIM
addpeKTOM B BUAe perpecca 60bLUMHCTBA BbICbINaHWI, coXpa-
HANUCb €AMHUYHbIE IPUTEMATO3HbIE NATHA C YETKUMM FPaHu-
LaMu, TOKann3yloLWwmecs NPenMyLLECTBEHHO B 06/1aCTU HUMKHMX
KOHe4YHOCTeNn, HPUNLTPaUma otcytctBoBana. PASI Ha MOMeHT

MOBTOPHOro 0cMoTpa cocTaeun 1,8 (puc. 2). Kpome Toro, oTMe-
yeHa HOpMasM3aLMs aKTUBHOCTH NMeYeHOYHbIX TPaHCaMMHa3.
MauneHT Gbln BbIMUMCAH JOMOW B YA0BAETBOPUTENbHOM
COCTOAAHWUM U C PEKOMEHAALMAMU N0 NPOLO/IKEHMIO TEPaNnm
npenapaToM yCTEKMHYMab Mo MeCTY XUTe/bCTBa.

KNIMHUYECKUIA NPUMEP 2

O nauueHTe

MauwneHT C., BO3pacT 16 neT, My»kcKkoro nona. O6patuncs
C Kanob6amMu Ha pacnpoCcTpaHEHHbIE BbICbINaHWs, BblparKeH-
HbIW 3y[.



Puc. 2. NaunenT U., 13 net. KoxKHbIN naTonorMyecknin npouecc Yyepes 4 Hep nocne NepBoi MHbEKLMKU YCTEKMHYMaba
Fig. 2. Patient |., 13 years old. Skin pathological process 4 weeks after the first ustekinumab administration

McTouHuK: MBaHoB PA., MypalukuH H.H., 2021.
Source: lvanov R.A., Murashkin N.N., 2021.

Co cnoB poautenien, nepBble BbICbIMaHWUA MOSBUINCH
B BO3pacTte 6 neT Ha KOoXe BOMOCUCTOM YacTU TONO0BbI.
CeMeNnHbIM aHaMHEe3 OTAroLeH: y oTua pebeHKa BynbrapHbin
ncopuas. C Te4eHneM BPEMEHM BbICbINaHWs PacnpocTpaHu-
JIUCb Ha MU0, TyNOBMLLE M KOHeYHoCcTH. B Bo3pacTte 8 net
Obl/1 YCTAHOBNEH AMArHo3 «BynbrapHbli Ncopuas», No nosoay
KOTOPOro naumMeHT HEeOAHOKPAaTHO MPOXOAWN JieYeHue B CTa-
LIMOHape No MEeCTY XMUTeNbCTBa C NPUMEHEHNEM HaPYXKHbIX
CpeAacTB, KypcoB y3konosocHon ¢ototepanun UVB 311 Hwm,
BHYTPUBEHHOIO BBEAEHUS AECEHCUONININPYIOLLMX CPEACTB —
C HE3HAYMTENIbHOM M HEMNPOAOIKUTENbHOM MONOXKUTENbHOMN
IMHamukon. C Te4yeHneM BpeMeHu 3aboneBaHune npuobpeno
60nee pacrnpocTpaHeHHbIN, YacTo PeunaNBUPYIOLLUIA XapaK-
Tep M NJoxo noafgaBanocb 006bl4HbIM MeToAaM nedveHus. o
npu4MHe 3T0ro B Bo3pacTte 12 neT naumeHTy 6bl1 Ha3HayveH
METOTpeKcaT B 403npoBKe 10 Mr B HEAENIO — C NMOSIOKUTENb-

HOM AMHaMuKon. OgHaAKo Ha POHe Tepanun MEeTOTPEeKcaToM,
npoao/mKallLenca B TeyeHne 1 roga, NOSBUIMCH XKanoobbl,
CB$i3aHHble C MJIOXOW MEepPeHOCMMOCTbIO NpenapaTta B Buie
HapacTalollero 4yBcTBa TOWHOTLI, FOIOBHOW 601U, 3NU30-
[10B PBOTbI NOC/IE MHBEKLUMU, KOTOPbIe cnabo Kynuposanucb
NPOTUBOPBOTHbLIMK cpeAcTBamMu. 10 nabopaTopHbIM AaHHbIM
OTMeYasnioCb MOBbIWEHWE YPOBHSA NEYEHOUYHbIX TpaHCaMUHa3
[10 3 HOPM, 4TO B COBOKYMHOCTHM C APYrMMM Xanobamu notpe-
60Bafio OTMEHbI NpenapaTa M Ha3Ha4YeHMS renaTonpPoTEKTUB-
HOW Tepanuu. 3TO MOBJIEKIO 38 COOOM yXyALEHUE KOXHOIo
naToNIorMYyecKoro npouecca, PE3UCTEHTHOrO K HapyXHOMY
neyeHunto n dototepanuu. B Bospacte 14 net naumeHty
6blna MHWUMMPOBAHA TFEHHO-MH}XEHEPHasa Tepanusa npena-
paToM 3TaHepLENT, B pe3yfbTate KOTOpoKn K 24 Hep yaanocb
[106UTbCa CHUXKeHMs uHaekca PASI Ha 50% oT ucxogHoro
3HavyeHus. Ho yXe B TedeHre 5 nocneayowmx MecsiLeB neve-
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Clinical Observation

KnuHuyeckoe HaGnopeHue

HUS NAUMEHT cTan oTMeYaTb NMOSIBIEHUE HOBbIX BbICbINMaHWUM.
B cBAA3M ¢ HegocTaToYHON 3PDEKTUBHOCTBIO ATAHEPLENT Obl
OoTMeHeH. Yepe3 3 mec nocne oTMeHbl Habnto4anock Bbipa-
KEHHOEe YXYALIEHWE KOXHOro naTonorMyeckoro npotecca.
[na onpeneneHns ganbHenlen TaKTUKKW BeAeHUs NnauueHT
6bin HanpasneH B HUW pgetckon gepmatonornn HMWLL 3a0-
poBbSs AeTEN.

dusukanbHaa gMarHocTMKa

Mpn oCMOTPEe KOXHbI MaTONOrMYEeCKUA NPOLLEeCC HOCHUT
pacnpocTpaHeHHbIM CUMMETPUYHBIN XapaKTep, NoKanusy-
€TCSl Ha KOXXe BOSIOCUCTOM YacTu rofoBbl, NvMua, TynoBuLia
M KoHeyHocTel. [lpeacTtaBneH nanynamuv SpPKO-poO30BOro
LBeTa 1 nanynamu, CiMBaloWwUMUca B UHOUIBTPUPOBAHHbIE
6NFWKKN ¢ cepebpucto-6enbiMK YelynKkamMmm Ha NOBEPXHOC-

TM. B 06nacti nnua BbiCbiNaHUA NpeacTaBieHbl rMagkumu,
PEe3KO OrpaHWYeHHbIMW GNAWKaMKU SPKO-PO30BOro LiBe-
Ta C MefnKoMnAacTMHYaTbiM LeNyWeHMeM Ha MOBEPXHOCTMU.
TakXe B 06nacTu roneHer umerTcs NnacTUH4YaTble, MNoT-
HO MpwaeralolWwmne YellynKo-KOPKK, @ Ha KOXKe BOSIOCUCTOM
4acTu ronoBbl HAGMOAAOTCA CNNOLHbIE GNSALWKK, HEKOTOPbIE
M3 KOTOPbIX MOKPbITbl ac6ecToBMAHbIMKM Yelyikamu. o
nepudepmum 21eMeHTOB OTMEeYaeTcs 3pUTEMATO3HbIA BEH-
4yuK MunbHOBa. HorteBble NnacTUHbl HE M3MEHEHbI. *Kanob
Ha 60/1b U CKOBa@HHOCTb CYCTaBOB He npeabsBaser. MHaeKc
PASI = 37,5 (puc. 3).

MpeaBapuTeNbHbIA AUArHoO3
BynbrapHbin ncopvas, pacnpocTpaHeHHbIN, Tsaxenoe,
nporpeccupytoLlee Te4eHue.

Puc. 3. MNMaumneHT C., 16 net. KoxKHbI NaToNnornyeckunii npouecc Npu nocTynaeHnn B cTaumoHap
Fig. 3. Patient S., 16 years old. Skin pathological process at admission to the hospital

MUcToyHuk: MBaHoB PA., MypawkuH H.H., 2022.
Source: lvanov R.A., Murashkin N.N., 2021.




AnHamMuKa u ucxopabl

MNMocne goo6eneaoBaHus NaumneHTa, OLEeHKKM 06LLEero cocTos-
HUSI 300POBbS, UCKITIOYEHNS MCOPUATUHECKOro apTpuTa, YBEU-
Ta, BoCcrnanuTeNbHbIX 3a601eBaHUIN KNLWEYHUKA, a TaKKe OCTPO-
BOCMaNNUTENbHbIX, O4aroBbIX U MHPUILTPATUBHbBIX M3MEHEHUN
B JIErKMX ObINI0 NPUHATO pelleHne HULMMPOBaTL Tepanuio npe-
napaToM YCTEKMHyMab, NOAKOXHas MHbEKLUMS B 061acTb njeya
B J03MPOBKe 45 Mr. YyuTbiBas 60/blUyI0 N10Waab NOPaXKeHus,
HapyxHas Tepanus 6bina orpaHMyYeHa UCnonb30BaHWEM 3MO-
NeHTOB. [MauMeHT 6bia BbiMMCAH AOMOW C PEKOMeEHAaLMAMM
no NPOAOIKEHMIO TEpanMuK nNpenapaToM ycTeknHymab. Bropas
NMOOKOXHaa MHbEKLUMSA B A03MPOBKe 45 Mr 6bina npoBeaeHa
Mo MECTY UTENbCTBa Yepes 4 Hep noc/e NepBown.

Yepes 16 Hea nauMeHT NOCTynua NOBTOPHO A5t oYepes-
HOWM (TpeTben) MHbEKLMKU NpenapaTta yCTeEKMHYMab U OLEHKU
COCTOSIHUSI B AMHaMUKe. KnnHWYecKas KapTMHa KOXHOro
NaToNOrMYECKOro npouecca C BblpaXeHHbIM Yay4yleHUEM
B BWAE perpecca BbICbIMAaHUM, COXPAHANUCb €AWHUYHbIE
3pUTEMATO3HbIE MATHA C YETKUMW rpaHuLamMu, NOKanu3yto-
Lmecs NpenmyL,ecTBEHHO B 06/1aCTU HUMKHUX KOHEYHOCTEN,
MHOMABTPaUMSA OoTcyTcTBOBaNa. B mecTtax npownbix Bbicbina-
HWUM Habnoganacb NOCTBOCMANUTENbHAsA MMNONUIMEHTaLMS.
PASI| Ha MOMeEHT NoBTOPHOro ocMoTpa coctaBmn 0,4 (puc. 4).

MaumeHT 6bln BbiNMCaH AOMOM B YAOBAETBOPUTENbHOM
COCTOSIHUU U C PEKOMEHAALMAMM MO NPOAOCTIKEHUIO Tepanum
npenapaTtoM yCTeEKMHYMab Mo MEeCTY XUTeNbCTBa.

OBCYXAEHMUE

MaHudecTtauma ncopuasa TAKENOro TeyeHus B [AeT-
CKOM BO3pacTe TpebyeT Ha3HayeHus apdeKTUBHOW Tepa-
nuu, 1 B YactHoctn TUBI. K coxanenuto, nio6on npenapar
3TOro Kjlacca NOCTEMNEHHO TEPSAET 3PDEKTUBHOCTb, a 3HAUMT,
CO BPEMEHEM BO3HWKAET HEOOXOAMMOCTb ero 3amMeHsbl [26].
B cBAA3M C 3TMUM HaALWNO pacrnpoCTPpaHEHUE MOHATUE «BblXKMK-
BaeMOCTb Tepanuu», KOTOPOE ABASETCA KOMMIEKCHbIM NOKa-
3atenem apHEKTUBHOCTM U 6E€30MaCHOCTH NeYeHUs. Bbixu-
BaeMOCTb MOXeT OblTb NpeAcTaB/ieHa B BMAE BPEMEHHOIO
OTpe3Ka, rae HavyalbHOM TOYKOW ABNSIETCA MHUUMALMS npe-
napata, a KOHEYHOW — ero OoTMeHa B pea3y/brate Heno-
cTaTo4YHOM 3DDEKTUBHOCTU, PA3BUTUSA CEPbE3HbIX HeXena-
TeNbHbIX pPeakuMh WA HENEPEHOCUMOCTU NEeKapCTBEHHOIO
cpeactBa [27]. BaXHO OTMETUTb, 4TO Kaxas nocnefyolias
CcMeHa 61M010rMYecKoro Nnpenapara BeAeT K CHUMXEHMIO NOKa-
3aTens BbIXXMBAEMOCTH Tepanuu B CBSA3U C 60/1ee BbICOKUM
PUCKOM OTMEHbI [28].

MBI aBnatoTcsa 6onee 6€30MacHbIMU AN IeYeHUs nauu-
€HTOB C Ncoprasom, CTpadalowmnx pasnniyHbiMM KOMopoua-
HbIMK 3a60N€BaHUSIMKU, U NOITOMY 6osee NPeanoYTUTENbHbI
y Takux GONbHbIX B CPABHEHWW C METOTPEKCATOM W ApYyru-
MW TPaaUMLMOHHBIMW CUCTEMHbIMM MNpenapatamun [22, 23].
OpgHaKko cnegyet MOMHUTb, YTO pas/inyHble KOMOpOGUAHbIE
3ab0n1eBaHUsA M COCTOSHMA, Cpeau KOTOopbIXx Haubonee
4YacTblM SIBASETCA OXMMPEHME, MOIYT HEraTMBHO BAMATb Ha
30 PEKTUBHOCTb U BbIXMBAEMOCTb GUMOIOrMYECKON Tepanuu
[29-31]. BcneactBue aT0ro BO3HWUKaeT npobnema HasHa-
YeHUss ONTMManbHOro npenapaTta NepBoW M MOCNEeAyLMX
NIMHWIA Tepanuu ANna JOCTUXKEHUS ee Lieflel B COBOKYMHOCTH
C Haunyywunm nokaszatenem BbhkuBaemoctu MBI, yto Tpe-
6yeT MHAMBKUAYaNbHOrO NOAXoMa K KaXKaoMy nauuneHTy [32].

C Halemn TOYKM 3PEeHUS, B BbILLEONMUCAHHbIX KITMHUYECKUX
cnyqaax Havbonee npeanoyTUTENbHbIM OblIO Ha3Ha4YyeHue
aetam yctekmHymaba (Ctenapa, Janssen, CLUA) — nonHo-
CTbl0 4€/I0BEYECKOr0 MOHOK/IOHANbHOrO aHTuTena, creuu-
dU1YHO cBA3bIBatollerocsa ¢ 6enkom p40, obwum ansa IL-12
n IL-23, nHrnéupytowero Taknm obpasom cesAdbiBaHue p40
¢ peuentopoM IL-12RB1, aKkcnpeccupyeMbiM Ha NOBEPXHOC-
TM UMMYHHbIX KNETOK, T.e. AeWCTBME NpenapaTta obycnosse-

HO MnofaBfieHMeM OMOAKTMBHOCTWM YKa3aHHbIX LIMTOKWHOB.
B HacTosiwee BpeMs yCcTeKMHyMab ogobpeH Ans nevyeHus
6/19LEYHOro ncoprasa CpeaHen 1 TIKENOon CTeNeHn TaxKec-
TM y aeTen B Bo3pacte = 6 net [33]. YcTeKnHymab MOXKeT
NONOXWUTENBHO BAUSATL Ha KNIMHUYECKOE TeYEHME HE TOSIbKO
ncopuasa, HO W MNcopuaTU4YecKOro aptputa (NoKasaHue,
0[06pEHHOE TOMBbKO Yy B3POC/bIX), @ TaKXKe BocnaauTeNbHbIX
3ab0/ieBaHU KULIeYHMKa (60e3Hn KpoHa u A93BEHHOro
KOnuTa), 4TO [LOCTUraeTcs MOCPEeACTBOM TapreTHoro BO3-
[eNCTBUSA N 6IOKMPOBAHNS BbipabOTKM MPOBOCHANUTENbHbIX
UMTOKMHOB Thl- n Th17-KNeToK, KoTopble UrpatoT LeHTpanb-
HYIO pPO/ib B NaToreHese aTux 3aboneBaHunn [34, 35].

M3BeCTHO, YTO Yy MauMeHTOB ¢ cuHApoMoM [layHa gons
Th1-KNeToK Bhbllle, YeM Y 340POBbIX /UL, YTO CBA3AHO C 60/1b-
wen akcnpeccuen IFNy — ofHOro U3 KIYEBbLIX LLUTOKMHOB
natoreHesa ncopuasa [36]. [lomMmo 3Toro, o6a COCTOAHUS
(ncopuas 1 cuHapom [ayHa) yBenuMyMBaloT PUCK pa3BUTUS
Cepbe3HbIX CepAeYHO-COCYAUCTbIX COobbITMM [37]. B Takux
cllydasix Ha3HavyeHue ycTekMHymaba MoxeT ObiTb 6onee
3ObEKTUBHBIM U NPEANnoYTUTENbHBIM — KaK 3a cyeT naTo-
rEHETUYECKOro BO3AENCTBMA Ha LIMPOKUM CMNEKTP Kito4e-
BbIX MPOBOCMANUTENbHbLIX LMTOKMHOB, TaK M MO MpUYMHEe
HEBMUSAHMUSA Ha PUCK Pa3BUTUS CEPbE3HbIX CEPAEYHO-COCY-
OUCTbIX COBbITUM Ha doHe Tepanuun [38, 39]. B aTon cBA3MU
WMHTEPECHbI peaynbTaTbl UCCNEf0BaHWUM, COMMacHO KOTOPbIM
6nokaga IL-12/1L-23 MoXeT KpaTKOBPEMEHHO YMEHblUaTb
BOCMNaneHne aopTanbHbIX COCYA0B C 60/51ee CTOMKUM CHUXKE-
HMEM MPOAYKLUMWM BOCNANUTENbHbIX LUMTOKMHOB, CBA3aHHbIX
C cepaeyvyHo-cocyancTbiMmum 3aboneBanusamu [22, 40]. Kpome
TOro, MeTaaHanM3 NocneaHnx 1UccnegoBaHWin MoKasan, YTo
YCTEKNHYMab aBnsetcs 6onee ahGEKTUBHbIM MO CPaBHEHUIO
¢ apyrumu M'MBIT 1 «<knaccn4ecKnmMmn» UMMyHOCynpeccopamm
y MauMeHTOB C MCOpMasoM W COMYTCTBYIOWMM OXMPEHU-
em [41]. TakKe NPOAEMOHCTPMPOBAHO, YTO YCTEKMHYMaO,
B OT/iMymne ot nHruéutopos TNFa, He yBennunuBaet UMT, He
B/IMSIET HA METaB0U3M [IOKO3bI UK YYBCTBUTENbHOCTb TKa-
HEW K MHCY/IMHY U JarKe CNocO6eH CHWMKaTb CbIBOPOTOYHbIE
KOHLIEHTpauuM agunoLUUTOKMHOB (XEMEpPUHA W pPe3nUCTUHA)
y NauMeHToB C MCOPMA30M, YTO MOXKET ynyylWuTb MeTabo-
NIM4ECKUM npodunb W, CrefoBaTebHO, TAXKECTb TeYEeHUs
OCHOBHOro 3a6onesanus [41-43]. B onucaHHOM Hamu cny-
yae (N2 1) y naumeHTa, NOMMMO M3ObLITOYHOM Macchbl Tena,
6blna gnarHoctupoBaHa M HAXKEBI, Te4yeHne KOTOpon MoXKeT
yCcyryoutbcs Ha ¢doHe Tepanuu uHruoutopamu TNFa [44].
HanpoTtns, Ha3Ha4yeHne yCcTeKMHyMaba He COnpoBOXKAaN0Ch
NOBbILLUEHNEM aKTUBHOCTM NEYEHOYHbIX GEPMEHTOB. MMEHHO
Nno3ToMy YyCTEKMHYMab npu3HaH Haubonee 6e30MNacHbIM
BapMaHTOM Tepanuu y MnauuMeHTOB C NcopuasoMm, KOTopble
paHee nosyyanu renatoToKCUYECKMe npenapatbl U/Wam npu
HanMyuu natonorum nevyeHu, B Tom ymucne HAXKBI [45].

Y710 KacaeTcs BTOPOro KAMHWYECKOrO clyyasl, Bbi6op
B NONb3Y YCTEKMHYMaba MOMXKHO apryMeHTMpPOBaTb Jy4YLiMMM
nokasatenaMmuv 3PpOEKTUBHOCTU U HaAUOONbLUEN MPOAOSIKU-
TENbHOCTbIO COXPaHEHWA OTBETa Ha Tepanuio MO CPaBHEHUIO
¢ uHrnémutopamm TNFa Kak y 6GMOHaMBHbIX MaLMEHTOB, TaK
Wy nuy, paHee nonyyaslumx MBI [46, 47]. Kpome ToOro,
y NauMeHTa UMeNUChb TaKe 3Ha4YnMble NPeanKTopbl HeaddeK-
TUBHOCTM Tepanuu, Kak OTAroLEeHHbIM MO Ncoprasy CEMENHbIN
aHaMHe3 M NpPUMEHeHWe 3TaHepLenTa B NPOLIOM, YTO elle
pa3 noAYepKMBaET HEOBXOAMMOCTb Ha3HaYeHUs YCTEKMHYMa-
6a, oTMYatoLLerocs onTMManbHbIM MOKa3aTeNnem BblKMBae-
MOCTU Tepanuu [46], 6osee BbICOKMM, YeM Y aTaHepLenTa [26].
bonee TOro, cxema Tepanuu yCTeKMHymaboM npeanonaraet
MeHblLee no cpaBHeHUo ¢ apyrumu TMBIT KOANMYeCcTBO UHL-
€KLMIM ¢ 60MbLIMM MPOMEKYTKOM BPEMEHW MENKAY HUMMU, YTO
NONOMKUTENBHO BMSIET HA NPUBEPKEHHOCTL SIEYEHMIO, @ TaK-
e MOBbILAET Ka4eCTBO KU3HW NaLMEHTOB, OCOOEHHO aeTen
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Puc. 4. NauueHT C., 16 net. KoxKHbI naTonorMyecknin npouecc Yyepes 16 Hea nocne TpeTben MHbEKLMK YyCTEKMHYMaba
Fig. 4. Patient S., 16 years old. Skin pathological process 16 weeks after the third ustekinumab administration

=l

UcToyHuK: MBaHoB PA., MypawkuH H.H., 2022.
Source: lvanov R.A., Murashkin N.N., 2021.

M noapocTKoB [48]. NIHTepecHO TaKKe OTMETUTb, YTO AJIW-
TenbHas npeawecTByoLlas Tepanus «KnacCUY4eCKUMU» UMMY-
HOCYNPECCUBHbIMU MpenapaTamMu, a Takke BblI6op B MOb3Y
MHrnéutopos TNFa BMECTO yCTeKMHyMaba ABASIOTCA 3HA4u-
MbIMW NPEANKTOPaMM NPEKPaLLEHUS Ie4eHUsT BUONOrMYECKH-
MU areHTamu B fanbHenwem [49]. 3To yKa3blBaeT Ha Hannune
TEHEHLUMKN K NlydlieMy oTBeTy Ha onpeaeneHHble TMBI [20].
Mogo6Has 3aKOHOMEPHOCTb OTC/EXMBAETCS M B UCTOPUM
nauueHTa 13 BTOPOro KAMHUYEeCcKoro cnydas. lpuBeaeHHble
[aHHble 3acTaBMAOT NEPEOCMbICANTL CTaHAAPTHbLIE anropuT-

M VERIC O

wERIc o
i VEMICOW VERICOM,

VERICOM VERICO®

y oM
on vERICOH VE nic

Mbl le4eHMs 60NIbHbIX CO CPEAHETHKENBIMU U TSXKENBIMU DOp-
Mamu ncopvasa, yKasblBasi Ha LenecoobpasHoCTb paHHero
HasHa4yeHus TUBI, n B YaCcTHOCTH yCTEKMHYMaba, B TOM Yucie
«nepecTynas» B HEKOTOPbIX Cy4asx Ha3HavyeHne «Knaccmyec-
KWUX» UMMYHOZAEMNPECCAHTOB.

LLInpoKo M3BECTHO, YTO B pesynbTaTte Tepanuu ncopnaTtu-
YeCKMe BbICbIMaHMs NMOMHOCTbIO PErPEeCcCUpPYIOT, He OCTaBsAA
KaKnx-nMbo BUAUMbIX CefoB, OAHAKO Moc/e npekpalleHus
Nle4EeHUs He TOIbKO MOTYT PacnpoCTPaHATLCS MO BCEMY KOXK-
HOMY MOKPOBY, HO M MOSIBAISIIOTCA CHOBA Ha TeX e y4YacTKax



KOXMW. MHTEpecHo, 4TO y HEKOTOPbIX NauMeHTOB NcopuaTu-
YeCKMWe BbICbIMaHMS MOABASIOTCH TOIbKO Ha OnpeAeneHHbIX
y4yacTKax; Takne MopaxeHus, Kak npaBuio, HOCAT OrpaHu-
YeHHbIM xapaktep [50]. PeunamB ncopuvatMyecKuX BbICbl-
NaHWM Ha NPEXHWX MeCTax XapaKTepeH Ana 60MblIMHCTBA
cny4aeB TUMUYHOIO TEYEHUs ByNbrapHOro ncopvasa, B TOM
yucne ans onUcaHHbIX HAMKU KITIMHUYECKUX cnydYaeB. B nonbiT-
KaxX 06bSACHUTb AaHHbIM GeHoMeEH Bbln MpoBeAeH psa nuccne-
[LOBaHWI, B KOTOPbIX M3y4annCb U3MEHEHUS Ha KNETOYHOM
N MONEKYNAPHOM YPOBHSAX B paHee MopayKeHHOM ncopnasom
KOXe, KoTopble MOrin 6bl crnoco6cTBOBaTb MOBTOPHOMY
BO3HMKHOBEHMIO Ncopuasa. lNpegnonaraetcs, YTO KAOYOM
K pasrafke [JaHHOro SIBAEHUS MOTYT CNYXWTb OCTaTOYHble
YPOBHM NPOBOCNANUTENbHbLIX LLUTOKMHOB M COXpaHstoLmecs
B TKaHSAX pe3naeHTHble T-kneTtku namatn [51-53]. Kpome
TOro, Oo6CyJaeTcsa pPofib Tak Ha3blBAeEMOro «MOSEKYNsp-
HOro pybua» — reHoB OCTAaTO4YHOW GONE3HM (B TOM 4yucne
C COXpaHUBLLENCH NaToIOrMYECKON IKCNpeccuen nposocna-
NIUTENbHbIX LIUTOKMHOB), 3KCMPECCHs KOTOPbIX NoaaBaseTcs
fle4eHnem meHee 4eM Ha 75% no cpaBHEHMIO C UCXOAHbIM
ypoBHeM [50]. Okasanocb, YTO Mocne Ne4YeHus yCTeKMHyma-
60M YpPOBHM 3Kcnpeccun TonbKo 18% cBA3aHHbIX ¢ 3a60-
fleBaHWEM FeHOB He BEPHY/IUCb K UCXOAHOMY (40 60/1e3HM)
COCTOSIHUIO, TOTAa@ KaK nocne NleYeHns aTaHepuentom 3ToT
noKaszatenb coctaBun 23% [50]. 3T pesynbraTbl YKasbiBaloT
Ha MEHbLUWIN «MONEKYNAPHbIM pybeL» B cnyvyae Tepanuu ycrte-
KMHYMaboM, MOCKOJIbKY AaHHbIM npenapaT co3gaeT 6onee
cTabunbHylo cpeay B 061acTi perpeccupyoLinx BbiCbiMaHUm
3a CYET Ny4wero (Mo CpaBHEHMIO C ATAHEPLIENTOM) CHUXKEHUS
aKcnpeccun IL-17 T-kneTkamMu, MHAYLMPOBaHHOIO 6/10Kaaomn
IL-23, 4TO B MTOre NPMBOAMUT K CHUMKEHUIO PUCKa peuunanBa
3aboneBaHus [50].

ApyruMm BaKHbIM BOMPOCOM 4151 pPa3MbIlWNEHNS SBAS-
eTcs BblOOP MEXaY YCTEKMHYMaboM U uHrméeutopamu IL-17
B KayecTBe npenapaTa nepBon MHUK Tepanuu. lNpu cpas-
HEHWU BbIXKMBAEMOCTM Tepanuu y GMOHaAUBHbBIX NaLMEHTOB,
nony4yaBlUMUX UKCEKM3YMab, CEKYKMHYMab MK YCTEKMHYMaO,
camMbl BbICOKMW MNoKasaTtenb 4yepe3 12 mec Habnwogancs
y nocnegHero u coctaBun 89% no cpaBHeHuto ¢ 86% ang
WKCEKM3yMaba U 78% ansa ceKkyknHymaba. YKasaHHble pas-
IMYnS BblIN CTATUCTUYECKM 3HAYUMbBIMU U COXPaHSAIUCL 4O
48 mec HabnoaeHus [28].

M3 apyrux ocobeHHOCTeW YyCTeKMHymaba Heobxoaumo
OTMETUTb MEPCMNEKTUBbI MCMONAb30BaHUA npenaparta npu
rncopuaTM4ecKom apTpute y aeTen. YCTeKnHymab npuaHaH
3pdEKTMBHbLIM NpenapaToM ANs NeYeHns B3POCbIX NaLmeH-
TOB C 3TUM 3abosieBaHMEM, paHee He nosyYyaBLlMx 6UONoru-
YECKyI0 Tepanuio, 1 NaLMEeHTOB C MCOPUATUYECKUM apTPUTOM,
paHee nony4aBlumx MHrMeuTopbl TNFa, Npn aTOM Haunyywne
pesynbratbl 6blIM AOCTUTHYTHI Y GMOHAMBHbBIX MaLMEHTOB.
B HacTosilee BpeMs UCMOb30BaHWE YCTEKMHYMaba peKo-
MEHAOBAHO Mpw SIe4eHUM NCOPUATUYECKOro apTpuTa nocne
HEeaddEKTUBHOCTM HECTEPOUHBIX MPOTUBOBOCNANUTENbHbIX
npenapaToB M 06bl4HbIX 60/1€3Hb-MOANDULMPYIOLLMX NPOTHU-
BOPEBMaTUYECKMX MpenapaToB, a TaKKe B Ka4yecTBe anbrep-
HaTUBbI MAW Mocne HacTynaeHus HeddPEKTUBHOCTU aHTU-
TNFa-npenapata [34]. K ToMy e ycTekMHymab aBnsieTcs
NepCneKTUBHLIM TEPANEBTUYECKUM areHTOM KaK ANs MHAOYK-
LIMOHHOW, TaK W ANs Noadep)KuBatollen Tepannunu aKTUMBHOM
da3bl 6051e3HM KpoHa, HO ero MecTo B anroputme fieveHus
Mo OTHOLWEHMUIO K Hrnéumtopam TNFa U aHTUMHTETPUHOBBIM
npenapatam eue npeacrout BbiIACHUTL [34, 48]. Nomumo
3TOro, YCTEKUHyMab aBnsietcd 3PpPeKTUBHbIM M Ge3onac-
HbIM CPEACTBOM fle4eHUs IPUTPOAEPMMYECKOrO Ncopuasa
y OEeTeN, a TaKXKe MOXET OblTb PacCMOTPEH KaK OAHO M3
anbTepHATUBHbIX CPEACTB Tepanuu nafjoHHO-NOLOWBEHHOIO
rncopuasa B 4eTCKOM Bo3pacTe [54].

3AK/TIOYMEHUE

Ha3HayeHne cuCTEMHOM Tepanuum nauueHTam C Mco-
pvasom, B ToM uncne MBI, Bcerga AOMKHO NPOBOAMTHLCS
C y4yeToM OCOOGEHHOCTEM NauUMeHTa, HalWyus COMyTCTBYIO-
XX U KOMOPOWIHbIX NATOJIONMI, a TaKkXKe GaKTOPOB pPUCKa,
aCCOLMMPOBaAHHbIX C HE3IPOEKTUBHOCTbIO MNPOBOAUMON
Tepanuu UnM BAMAIOWMX HA MPOAOKUTENBHOCTb Tepanes-
TM4yecKoro adpdeKkra. 3HaHWe 3TUX HI0AHCOB U YMEHME MpPo-
rHO3MPOBaTb OTAANIEHHbIE pPe3y/bTaTbl NIeYEeHUsA ABAAIOTCA
KpanHe BaXHbIMW B acneKkte Bbi6opa ontumasnbHoro MBI
B C/IOXHbIX KJIMHWUYECKUX CUTyaLMsAX, MOCKOJIbKY WMMEHHO
TaKon noaxofd MoOMOXKeT AOCTMYb AONrOBPEMEHHOW pPeEMMC-
CcuK 3ab60/1eBaAHUSA, CHU3UTb PUCK HEXeNaTesbHbIX SBNEHUN
M 3HAYMMO MOBbLICUTb Ka4yeCTBO MW3HM NauneHTa. Ha ocHo-
BaHWW pe3ynbTaTOB MCCNeAOBaHWM, a TaKXKe OTAENbHbIX
K/IMHUYECKUX HABNIOAEHUM MOXHO YTBEpXAaTb, YTO ycTe-
KMHYyMab siBnsieTcs ogHUM M3 npeanoyvtutensHbix MBI ana
NleYeHUs JeTen C TSKENbIM TeYEHUEM Mcopmasa, UMELUX
KOMOPOUWAHbIE NATONOIMMK U HYXAAOLWNXCSA B NEPEKITIOYEHUN
¢ ogHoro MBI Ha gpyron B CBA3M C HEIPODEKTUBHOCTbLIO
npeawecTByloLLEV Tepanuu.
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