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0O6ocHoBaHHue. CuHApPoM HeTepToHa — Ts)Ke/s0e ayTOCOMHO-peLieccMBHoe 3abosieBaHMe, B OCHOBE KOTOPOro JexaTt
He TOJIbKO reHETUYEeCKU AETEPMUHMPOBAHHOE HapylleHe KepaTuH1u3aumm, HO 1 AUCPerynsaums UMMYyHHONU cuctemsl. Onm-
caHue KIMHUYecKoro cayyasi. ManbunK K., 9 n1eT, ¢ AMarHo30M «aTONUYECKUI AePMaTHUT TAIKE0ro Te4EHMS», ¥ KOTOPOro
B xo4e o6criefoBaHmi Obl1 BbisIBIIEH CMHAPOM HeTepToHa. B CBSI3U C Ha/lMYMeM BblpaxKeHHbIX ABJI€HWUN M0JINBa/IEHTHOM
CEHCMOUIN3aUnm N KIMHUYECKMX MPU3HaKOoB aaeprnyeckoro npouecca HasHavyeH gynuaymab. Ha ¢oHe gaHHo# Tepanum
oTMeYas0Ch BOJIHOO6pa3Hoe TeyeHue 3aboneBaHus. Ha 7-m mec neveHuns y naymeHTa pa3Buioch BblparKeHHOe 060CTpeHUe
B BuAe reHepasn3oBaHHOMN nycTyne3Ho cbinu. Onupasicb Ha AaHHble 3apybeXKHON nTepaTypbl IaTOreHeTUYECKOro 1e4eHus
cuHApomMa HeTtepToHa MHIMOUTOPOM MHTepaenkuHa (IL) 17, nayneHTy MHULMMPOBaIu Teparnuio npernapaToMm CeKyKMHymao,
Ha ¢GoHe KOTOpO# OTMevasachb MOJIOKUTEbHas AMHaMMKa. B HacToswee Bpems nauymeHT nosydaeT KOMOMHMPOBaHHYIO
Tepanuto uHrmeutTopamu IL-17 n IL-4/13 ¢ Bbipa>K€HHbIM M0I0XUTENbHbIM 3)PEKTOM. 3aKkmo4eHne. [€HHO-UHKEHEPHbIE
6nos0rmyeckue npenapatbl, Harnpas/ieHHbIe KaK Ha ocb Th17, Tak u Ha Th2, noKa3biBaloT CBOI 3QHEKTUBHOCTb MPHU CUHA-
pome HetepToHa.
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Results of Combined Pathogenetic Therapy
in Netherton Syndrome: Clinical Case

Background. Netherton syndrome is a severe autosomal recessive disease based not only on genetically determined keratinization
disorders, but also on immune system dysregulation. Clinical case description. Boy K., 9 years old, diagnosed with severe atopic
dermatitis and revealed Netherton syndrome during examinations. The dupilumab was administered due to the presence of severe
polysensitization and clinical signs of allergic process. Wave-like course of the disease was observed during this therapy. Patient had
acute exacerbation — generalized pustular rash — at the 7th month of treatment. The therapy with secukinumab was initiated according
to the foreign literature on pathogenetic treatment of Netherton syndrome with interleukin (IL) 17 inhibitor. It has shown positive dynamics.
Currently patient is administered with the combined therapy of IL-17 and IL-4/13 inhibitors with significant positive effect. Conclusion.
Genetically engineered biologic drugs targeting both the Th17 and Th2 have shown their efficacy in Netherton syndrome management.
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KnuHunyeckKoe Ha6noaeHue

OBOCHOBAHME

CuHgpom HetepToHa — reHeTM4ecku 0O6YyCNOBIEHHOE
MynbTUCUCTEMHOE 3aboneBaHune, NposBadloWeecs TpMaaon
KJIMHUYECKNX cumnTomoB [1]. Pa3Butue 3aboneBaHus CBS-
3aHO C M3MeHeHusMKu B reHe SPINK5S, Koaupytollem 6enoK
LEKTI (lympho-epithelial Kazal-type-related inhibitor), akc-
npeccupyemMbli B BONOCAHbIX GOUTUKYIax U 3€PHUCTOM Crloe
anuaepmuca [2]. AHomanum LEKTI npuBogatT K npexae-
BPEMEHHOM OTC/IOMKE POroBOro cfios B pesynbrate MoBbl-
LIEeHNA aKTUBHOCTU KalsIMKPEeMHOB — NnpoTeas, paspyLluato-
LLMX KOPHEOAEeCMOCOMbI, YTO B/eYeT 3a coO0M HapyleHue
GapbepHO GYHKLMU KOXM, a Takke BbipabOTKy NpPoBOC-
nanuTeNibHblX UMTOKUHOB — WHTepnenkuHa (IL) 1B, IL-8,
daxTopa Hekposa onyxonu anbda (TNF-a) M TUMyCHOro
cTpoManbHoro numdonoatuHa [1, 2]. MNocneaHnn akTMBM-
pyeT KneTku JlaHrepraHca, 4TO MNPMBOAMT K WUMMYHHOMY
otBeTy Th2-tuna [3]. PaznuyHble popMbl MXTMO3a, BKIOYas
CUHAPOM HeTepToHa, XapaKTepuayloTCst UMMYHHbIM OTBETOM
Cc npeob6nagaHnemMm addeKkTopHbiX Thl7, a TaKxe umetoT
O6LWMA UMMYHHbIN NPOdUIb C aTONMUYECKUM AepMaTUTOM,
ncopnasoMm u aytoBocnanuTeNlbHbIMKM 3ab0neBaHUAMM,
COMPOBOXAAlOWNMAUCH HapyLLEHWEM KepaTuHu3auuu [4, 5].
lMpeanonaraetcs, 4TO y NAUMEHTOB C UXTMO30OM aKTUBaALMUSA
Th17-KneToK B KOXe fBNsSeTcs OTBETOM Ha AedeKT 6apbep-
HbIX CTPYKTYp B POroBOM Cloe anuaepmuca W MpuBOAUT
K BOCMNaNieHUIO 1 WwenyuweHuto (puc. 1) [6].

Ons cuHapoma HeTepToHa XxapaKTepHa KIWHW4YecKas
Tpraja, KOoTopasi BK/OYaAET aHOMasMi0 CTEePXHSA BoOnoca
(trichorrhexis invaginata, 6amMbyKoBble BOIOCHI), NPOSiBIAEHHUSA
atonuun U MXTMO3NGdOPMHY0 apuTpoaepmuio [4]. Boigenstot
nBa deHoTMna cMHApOMa: SIMHEapHbIN Oornbatrowmnim UXTMO3
Komenst ¢ NONUUMKIMYECKMMU U CEPMUTUMHO3HBIMU 3puUTEMA-

Puc. 1. Cxema natoreHesa cuHapoma HeTtepTtoHa
Fig. 1. Netherton syndrome pathogenesis scheme
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TO3HbLIMWU BbICbINAHUAMMW, OKaMMIEHHBIMU ABOWNHbLIM BOPOT-
HUYKOM, W LWenylwaulytcs aputpogepmuio [3]. YcTaHOBEHO,
4YTO natoreHes3 06ounx GeHOTMNOB CBA3aH ¢ AencTBuem IL-17
n IL-36, BblCOKas KOHLIEHTpaLMs KOTOPbIX accoumnnpoBaHa
C TSXKEeCTbto 3aboneBaHus [7].

JleyeHne 6ONbHbLIX C CUHAPOMOM HeTepToHa Hauene-
HO Ha BOCCTaAHOB/IEHME KOXHOro G6apbepa W noaaBneHue
MMMYHHOIO OTBETa M KOMXHbIX MHDEKUMIM 1, KaK cneacteue,
YMEHbLIEHNE KOMXHbIX U CUCTEMHbIX NMPOSBNEHUIA GONE3HW.
B aToM cBS3K Hanbonee addEKTUBHBIM CHUTAETCH KOMOWUHMU-
poBaHHOE JieyeHne, OCHOBY KOTOPOr0 COCTaBASAOT 3MOJIEH-
Tbl, @HTUTUCTAMWHHbIE NpenapaTtbl, Hapy*KHble TOMUYECKKE
npenapartbl U3 rpynnbl IMIOKOKOPTUKOUAOB U MHIMOBUTOPOB
KanbuuMHeBpuHa [3, 7]. Tonn4eckue T[NIOKOKOPTUKOUAbI,
Hanpumep |-1l Knacca, MOryT UCNoONbL30BaTbCH B TeyeHue
OrpaHUYEHHOr0 BPEMEHMU MPU HaJIMYUKN IK3EMATO3HbIX Nopa-
KEHUN, BO3MOXHO MCMNONb30BaHWE TOMUYECKUX MHTMOUTO-
POB KanbLMHEBPUHA, OAHAKO PEKOMEHIYETCS UX MPUMEHSATb
TONIbKO KOPOTKUM KYPCOM M Ha OrpaHUYeHHbIX y4acTKax [8].
3amecTuTenbHas Tepanus BHYTPUBEHHbIM BBeAEHUEM
UMMYHOT00YIMHA NPUBOAMT K YYYLIEHWUIO COCTOSTHUS KOXM
y NauMeHTOB C TSXKeNbiM Te4eHneM cuHgpoma HeteptoHa [9],
HO M3-3a OrpaHUYEeHHbIX JaHHbIX BHYTPUBEHHbLIA UMMYHOT/IO-
OY/IMH He peKoMeHAO0BaH ANs AIUTeNIbHOro NpMMeHeHus [8].

MpUMEHEHNE TEeHHO-UHXKEHEPHON BUONOrMyecKon Tepa-
MWK, HanpaBieHHON Ha MHrMbupoBaHue IL-17A, IL-12/1L-23,
IL-4R, IL-13R # TNF-a y aeten ¢ cuHApoMOM HeTepToHa,
TaKXXe nokasano cBolo 3PGDEKTUBHOCTbL B CEPUU KITUHUYe-
CcKkux cnyyaeB [10]. OnucaHbl cnydan NpuMeHeHUa aynunyma-
6a, uHrnéutopa anoda-perentopa IL-4, KoTopbIn 9BNSETCA
obwum ana peuentopoB IL-4 un IL-13, y AByX nauveHToB
C CMHApPOMOM HeTepToHa — AEeBOYKM 12 NeT v Manbyuka
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lNpumevanne. LEKTI — lympho-epithelial Kazal-type-related inhibitor; KLK — KannekpewuHbl; DSG — aecmornenH; DSC — [eCMOKONIWH;

LL-37 — aHTUMHKPOOGHbIe nentuabl; TAMNB — TpaHcanuaepManbHasa noteps BoAbl; PAR2 — akTMBMpYyeMbI NPOTEMHa30M peLenTtop 2-ro Tmna;
TSLP — TUMYyCHbI# cTpomasnbHbIi TnMmdonoatnH; NF-kB — aaepHbin dakTop kanna-6u, Th — T-xennep, IL — MHTEPAENKKH.
MCTOYHUK: afanTupoBaHoO C U3SMEHEHUAMU U3 [3].

Note. LEKTI — lympho-epithelial Kazal-type-related inhibitor; KLK — kallikreins; DSG — desmoglein; DSC — desmocollin; LL-37 — antimicrobial
peptides; TEWL (T3INB) — transepidermal water loss; PAR2 — proteinase-activated receptor type 2; TSLP — thymic stromal lymphopoietin;
NF-kB — nuclear factor kappa B, Th — T-helper, IL — interleukin.

Source: adapted with changes from [3].



8 net. K 4 mec Tepanuu y nepBoro nauuveHta 1 K 10 mec
y BTOPOro OTMEY€eHbl MONOXKUTENbHAA AUMHAMUKA KIUMHUYe-
CKUX NPOSIBNEHNM B6ONE3HU, @ TaKKE YMEHbLUEHNE KOHLEHT-
pauun BocnanuTenbHblX LMTOKMHOB (IL-1B, IL-6, IL-17A,
IL-1RA, IL-18, CXCL9), uamepeHHbix nocne nedvexusa [11].
B apyrmMx onucaHHbIX KIMHUYECKUX CllydasX Yay4dlleHne Ku-
HWYECKOM KapTWHbl OTMe4eHOo nocne 6 n 10 mec Tepanuu,
BK/OYaBLLen gynunymab [12].

I. Luchsinger 1 coaBT. onucanu peaynstatbl NPUMeHe-
HUS CeKykMHymaba — uHruéutopa IL-17A — y yeTbipex
nauneHToB (aBoe — paetu). lNauneHTbl HaxoAunucb nopa
HabnogeHneM B TedyeHure 1 roga. lNpu aTomM NoNoXKUTeNbHasA
AWHAMUKa [LepMaToNoOrMYecKnX WMHAEKCOB OTMEeYeHa Yxe
yepes 3 mMec NeyeHus, B 6onbluei CTENEHU Yy NaLMeHTOB
fJeTckoro Bospacta [13]. B gpyroMm KAMHWYECKOM cny4dae
TaKXKe 6bl0 MPOAEMOHCTPUPOBAHO YNYyYlIEHWE COCTOSHUS
KOXW W yAJIMHEHWE Nepuoaa PEMUCCHUM NOCe Ha3HayYeHus
ceKkyknHymaba B fo3e 300 mr B Heaento [14]. OagHaKo ny6nu-
Kauuun o cnyyasx aPpOEKTUBHOCTU HOCAT €AMHUYHbIN XapakK-
Tep, UccneaoBaHus NPOBOAMIMUCE Ha HEGO/bLLON BbIGOPKE
naumeHToB n 6e3 nnauebo-KoHTpons [10].

B HacTosiLlee BpeMs OCYLLEeCTBAAIOTCA MHOrOYMUCNEH-
Hble WCCNefoBaHMA HOBbIX MWLWEHEN Tepanun G0/bHbIX
C cMHAPOoMOM HeTepToHa [15]. MepCcneKTMBHbIMKU CYUTAIOT
cneuudryecKne MHrMBUTOPbI KanaMKpenHa 5 u MHIMGUTOPbI
3KCnpeccun KatennuuanHos [16].

KNIUHUYECKUHA NPUMEP

O naumeHTe

Manbumk K., Bnepsble noctynun B HAW petckon nep-
matonornn HMMWL, 3gopoBbs geten (r. MockBa) B Bo3pacTe
9 neT c XanobaMu Ha pacnpocTpaHeHHble BbICbiNaHUS,
CYXOCTb M CTSIHYTOCTb KO, 60/1€3HEHHOCTL B 061acTU CKNa-
[OK, WenylweHne U UHTEHCUBHbIN 3ya.

AHamHe3 60s1e3HU. CO CNOB MaTePH, C POXKAEHUSA OTMeE-
YyaloT 06W/bHOE LWeNylWeHne Ha KOoxe auua, TyloBuuia
N KOHEYHOCTeW, NJoXon pocT Bosoc. NepBoe o60CTpeHme
NPOM30LWI0 BO BPEMS Nepexoja Ha MCKYCCTBEHHOE BCKapM-
nvBaHWe B Bo3pacte 1 mMec. O6paTunucb K gepmarosnory
no MECTY WUTeNbCTBA, BbICTaB/EH AMArHO3: «ATOMUYECKUI
AepmatuT, pacnpoctpaHeHHas $GopMa, OCMOXKHEHHbIN BTO-
pUYHON MHEKLMER», NO NMOBOAY KOTOPOro nauueHT mnony-
Yan TONMUYECKUI TNIIOKOKOPTUKOMA U @aHTUITMCTaMUHHbIN nNpe-
napat ¢ BPEMEHHbIM HE3HaAYUTENbHbIM MOSIOKUTENbHBIM
abdpeKkTom (puc. 2). KoHcynbTMpoBaH neaMaTpoM-AneTo-
IOrOM, peKomeHAauuu Mno nuTaHuilo 6binn AaHbl. OueTy
CTpOro He cobniogaer. TeyeHMe aTONMYECKOro gepmartuTa
TAXenoe, HenpepbIBHO-peLMaMBMpPYLOLLEE, B CTaLlMOHape HU
pasy He nexanu, Habnoganucb annepronorom HMAL Aron
uMm. Omutpua PorayeBa ambynatopHo. B Bo3pacte 5 ner
BbISIBfIEHA BbICOKAs CEHCMOUNN3aLMS K ansiepreHam XuBoT-
HbIX (3MWUTENUIM KOLLIKKW, 3NUTEeNnin cobaku), nblblie 6epesbl,
ANYHOMY XKENTKY, Opexam, 3naKam.

AHaMHe3 Kn3HU. PebeHOK OoT TpeTbeh 6epeMeHHOCTH
(6e3 0OCNOXKHEHWN), TPETbUX ECTEeCTBEHHbIX POAOB, Macca
Tena npu poxageHnn — 4150 r, gnnHa Tena — 56 cm. Poc
W pa3BuMBasCsa B COOTBETCTBUMU C BO3PaCcTOM. Ha UCKyCCTBEH-
HOM BCKapMiuBaHuuM ¢ 1 mMec. HacneacTBEHHbIM aHaMHes:
y oTua pebeHKa MnonMHO3, y 6paTa U CecTpbl — aTonuye-
CKWM flepmaTuT.

dusuKkanbHaa AMarHocTuka

MauneHT 9 net. MNMpu NnepBUYHOM OCMOTPE 0b6LLEe COCTO-
AHWe Taxenoe, Temnepartypa tena 36,5 °C, macca tena —
31,4 Kr, pocT (cTos1) — 137 cM, Macco-poCToBbIE MOKa3aTenu

COOTBETCTBYIOT BO3pacTy nauueHTa. [atonornm co crtopo-
Hbl OCHOBHbIX OPraHOB M CUCTEM He BbISBIEHO. KOXHbIM
NaToNOrMYECKUA MPOLLECC C MPU3HAKaMK 3pUTPOAEPMUM,
CUMMETPUYHbBIA, MHOTOYUC/IEHHbIE 3PUTEMATO3HbIE M NAOC-
Kne GASIWKK C WenyweHneM, UMetoLWme NONNLUKINYECKMEe
WU CEepPnUrnuHO3Hble rpaHuubl. Ha KoXXe BOMOCUMCTOM YacTu
ronoBbl Anddy3Hoe nopeaeHne BonoC, AUCTpodusa B BUAE
06/10MaHHbIX KOHLLOB.

Puc. 2. MNauneHT K., 9 net, npu nepBU4HOM NOCTYNNEHUMN

B HUW petckon gepmatonorun HMULL 3nopoBba aeten

Fig. 2. Patient K., 9 years old, at first admission to the Research
Institute of Pediatric Dermatology of the National Medical Research
Center of Children’s Health

lMpumeyaHme. KoXXHbIM NaToNorMyecKkuni npoLecc umeet
YHUBEpCanbHbI XxapaKTep, MPeACTaBieH apuTpoLepMUeit,
reHepasM30BaHHbIM MEJIKONIacTUHYaTbIM LWeSyLeHUeM.

Koxa TynoBuLLa M KOHEYHOCTEN C BbipaXeHHbIMKU MPU3HaKaMu
nuxeHnduKaumu. B 061actv HUKHEro BeKa onpeaensiorcs
xapaKTepHble cknagku [leHHn — MopraHa. OTmevatotces anddysHoe
nopezeHue Bonoc, AucTpodus B BUae 06/10MaHHbIX KOHLLOB.
McToyHmK: MypalwkmH H.H n coaBt., 2023.

Note. The skin pathological process is typical, it is represented by
erythrodermia, generalized fine desquamation. The skin of the body
and limbs with severe signs of lichenization. Dennie-Morgan folds
can be visualised in the lower eyelid area. Diffuse hair thinning,
dystrophy in the form of cadaverized hairs.

Source: Murashkin N.N. et al., 2023.
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[AmnarHocTuvyecKkue ucciefoBaHusa

BuoxmmmyecKnit aHaim3 KpoBM B NepPBbIf EHb rocnura-
aunsaymm: obwmn IgE — 39 720 Ea/mn (Hopma < 200 Ea/mn),
BuTaMuH D 25-OH — 9,37 Hr/mn (Hopma 30-100 Hr/mn).

KnauHn4yeckui aHain3 KpoBU B NMepBbIi JEHb rocnutaim-
3aumnm: 303nuHopubl — 4,9% (1-5); 0,28 X 109/1(0,1-0,6).

KnnHndecKkuit aHaam3a Mo4m B nepBbiv JeHb rocrnutanmsa-
Umm: 6€3 NaToNorM4eCcKnx U3MEHEeHNM.

YnbTpa3ByKkoBoe ucciegoBaHue (Y3M) opraHoB 6pioLl-
HOV MOJIOCTH: MPU3HAKM YMEPEHHOM renaToMeranuu, BTO-
PUYHBIX MBMEHEHMW NOMKENYAOUYHON XKenesbl, AgedopmMauus
YENYHOro ny3bIps.

[o Ha3HavyeHUto Bpayva-anneprosiora BbIMOJHEHO UMMY-
HoJsiorm4yecKoe muccaegosaHne metogoM ImmunoCAP: BbiSIB-
fleHa O4YeHb BbICOKas W MpeaenbHO BbICOKasi CEHCUMOMW-
3auMs K KielaMm JoMallHew Mblv, K Mblible AepeBbeB
(6epeza) u TpaB (TMMOdEEBKa), NEpPEKpPECTHAs BbICOKas
nuuieBas ceHcMbunusauuma K ppykram (8610K0, rpylwa), Ko
BCEM KY/bTYPHbIM 31aKaM (roTeHOBbIE U 6e3rNI0TEHOBLIE)
1-1 Knacc ceHcMbunusaLmm, coe, MOoKy, ANLY U TPUBKOBbLIM
annepreHam (cMm. Tabnuuy).

Ta6nuua. ImmyHonormyeckoe uccnepgosaHune metogom ImmunoCAP

Table. Immunoassay via ImmunoCAP

Broncusi Koxu ¢ rucToIOrM4eCcKUM UCCe0BaHNEM: Mpu-
3HaKM YMEPEHHOro akaHTo3a anuaepmuca, rmnep- 1 napake-
paTo3a, 3epPHUCTbIN cnon AudpdepeHLnpoBaH, B LUIMNOBATOM
cnoe anuaepMuca crabbli MEXKNETOYHbIM OoTeK. BoKpyr
COCYy[10B MOBEPXHOCTHOIO CMAETEHUS yMepPeHHas MMMPOormc-
TMoUMTapHas MHOUNbTpaums. MNaTonorniyeckne U3MeHeHus
COOTBETCTBOBA/IM aTONMYECKOMY AepMaTuTy (puc. 3).

MpeaBapuTeNbHbIA AUArHO3

CuHgpom HeTepToHa. [epcuctupyowmi anieprmyeckun
pUHUT, o6ocTpeHune. oNNMHO3: Ce30HHbIM annepruieckum
puHKUT, ob6ocTpeHune. onuBaneHTHas NulleBas anneprus
(KOXHO-racTpoMHTECTUHaNbHasa dopma).

[AMHaMuKa u ucxopbl

Ha 2-# mec nocne nepB1YHOM rocnuTann3aumm npoBeseHo
MONEKYNSPHO-TEHETUYECKOE UCCef0BaHNE METOIOM NPSMO-
ro aBTOMaTM4YEeCKOro CEKBEHUPOBAHNUSA KIIMHUYECKOr0 3K30Ma.
BbifiBNeHbl paHee onucaHHble Kak MaTOreHHble HYKNeoTua-
Hble BapuaHTbl chr5:147481003A>T v chr5:147496015G>T
B reTepo3nroTHOM cocTosiHuM B reHe SPINK5. BapuaHTbl

Tect Pesynbrat EA. uamepeHus JomKHble 3HaYeHUs
D. pteronyssinus 0 KMe/n 0-0,34
-P 4 OyeHb BbICOKW (V) ’
D. farinae >100 KMe/n 0-0,34
ANYHbIN 6Genok 2‘51_ KMe/n 0-0,34
CpegHui (1)
0,5
[peunxa Huakuit (1 KMe/n 0-0,34
0,52
Cosi Hakuii (1 KMe/n 0-0,34
Monoko 3,57 . KMe/n 0-0,34
YmepeHHo Bbicokui (IIl)
1,28
CBUWHUHA Cpeanuit (Il KMe/n 0-0,34
11,8
Kaptogene YmepeHHo Bbicokuii (I11) KMe/n 0-0,34
17,8
A6noko Bbicokmi (IV) KMe/n 0-0,34
. 0,53
KnenkoBuHa Hakuii (1 KMe/n 0-0,34
0,61
KyKypy3a Huakmii (1 KMe/n 0-0,34
6,29
Msico Kypuuel YMepeHHO BbICokUii (I11) KMe/n 0-0,34
0,72
baHaH Cpeanuit (Il KMe/n 0-0,34
16,1
Tpywa YmepeHHo Bbicokui (IIl) kMe/n 0-0,34
TumodeeBKa nyrosas 638 KMe/n 0-0,34
Y OyeHb BbICOKM (V) !
CMmech rpuBKOBbIX annepreHos Positive <>
Bepesa 6oponaByatas >100 KMe/n 0-0,34
2,17
MonbIHb ropbKas Cpeanuit (Il KMe/n 0-0,34




NnoATBEPXKAEHbl METOAOM MPAMOro aBTOMaTUYECKOro CeKBe- Puc. 3. [cTtonornyeckoe nuccnegoBaHune (yBeﬂMLIEHVIe ><10)
HMPOBaHWs No CeHrepy. MofydYeHHbIE HyKNeoTUaHbIE BapH- 6ronTaTa KOXM M3 06nacT BbiCbiNaHWi y naumeHTa K., 9 ner,
aHTbl cnefyet paccmatpuBaTth Kak naToreHHble, a USMeHeHUs :?'H'QDOM. HeTep.TOHa I Lo

ig. 3. Histological examination (X 10) of skin biopsy from the rash
B reHe SPINK5, cornacHo 6ase faHHbix OMIM (#256500), area in patient K., 9 years old, Netherton syndrome
OnucaHbl y NauneHToB ¢ CUHAPOMOM HeTepToHa ¢ ayTOCOMHO-
peueccuBHLIM TUMOM HacneLoBaHUs.

[MpoBeaeHbl UMMYHONOMMYECKUE UCCedOBaHUA — UMMY-
HODEHOTUMMPOBAHUE C MOMOLLBIO MPOTOYHON LIUTOMETPUMN.
BbisiBneH ¢deHoTMn aKktuBauuu aMmoouuToB T-xennepos
¢ npeo6nagaHvem Th17-KneTok.

B ¢Bfi3n C BblparKEHHON KIMHUYECKOM CUMMNTOMAaTUKON,
a TaKXe BbISiB/€HHbIM GEHOTUMOM, XapaKTepPHbIM A1 CUH-
apomMa HetepToHa, Ha 4-i Mec nocne nNepBUYHON rocnuTa-
nn3aumm 6bI1I0 NMPUHATO pelleHre 06 MHULMaLKUK Tepanuu
FEHHO-UHXXEHEPHbIM GMONOrMYECKMM MNpenapaToM Aynuiy-
Mab, aBe nHbeKLuun no 200 mr (npu Macce Tena 34 Kr), noa-
KOXXHO, C Mnocneayowmnm BBeLeHMeM npenapara no cxeme
«0fHa nHbeKuus (200 mr) 1 pas B 2 Hedy.

Yepes 1 mMec Ha poHe NpoBOAMMON Tepanum OTMEYEHbI
yMeHblleHWe 3yAa, BbIPaKEHHOCTU 3PUTEMbI, CHUXKEHUEe
KOHLIGHTPaLMKU KaK obluero, Tak u cneduduuecknx IgE, lMpumeyaHme. NMpU3HaKM yMEPEHHOI0 akaHTo3a anuaepMuca,
perpeccupoBanv CUMMTOMbI NOAIMHO3a. KoHTponupoBatb FMNep- M NapaKepaTo3a, 3epHUCTbIN CROM ANbdEPEHLIMPOBAH,
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COCTOsiHME KOXHOro MOKpoBa yAanoCb /b B Te4eHMe B LUMMNOBATOM Cfoe NUAEPMUCa CNabblil MEXXKNETOUHbIN OTEK.

3 Mec, ganee npouecc NpuHSN BOMHOOGPa3HbIM Xapak- BoKpyr cocyaoB MOBEPXHOCTHOIO CMIETEHNS yMEepeHHas

TEP B BUIE YBENUYEHWUS BbIPAKEHHOCTU 3PUTEMbI, MOAB- nMMborucTMoLMTapHas MHOUILTPALMS. 7
fleHnsl HOBBIX BbICHINAHMI, KOHLEHTpaLmMM o6liero IgE no  VICTOMHMK: Mypauwkuk H.H. v coasr, 2023.

19 324 Eg/mn (puc. 4). Note. There are signs of moderate epidermal acanthosis,

Yepes 7 MeC Tepanun B CBSI3M G 06OCTDEHUEM 1 MOSIB hyper- and parakeratosis, granular layer is differentiated,
P p p mild intercellular edema of spinous layer. There is moderate

JIeHUEeM TreHepasM30BaHHON MNyCTyNe3HoM cbinu (puc. 5) lymphohistiocytic infiltration around superficial plexus vessels.
nposefieHa NOBTOPHas OGUOMNCUA KOXMU C TMCTONIOTMYECKUM Source: Murashkin N.N. et al., 2023.

Puc. 4. MauuneHT K., 9 neTt, Ha doHe Tepanuun aynnnymabom KOXHbIV NpoLecc XapaKTepnu3oBascs BOAHOO6Pa3HbIM TeHeHUEM
Fig. 4. Patient K., 9 years old, on dupilumab therapy, skin process was characterized with wave-like course
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lMpumeyaHne. KOXHbIN NaTONOrMYECKUIA MPOLLECC XapaKTepr3yeTcs pacnpocTpaHEHHbIMU 3PUTEMATO3HO-CKBAMO3HbIMU BbIChINaHWUSMU Ha KOXe
nvua, TYN0BULLA U KOHEYHOCTEW, COXpaHeHMeM NpU3HaKoB nuxeHndukaunm. Cy6GbeKTMBHO — 3ya.
McToyHmK: MypalwukmH H.H. 1 coaBrT., 2023.

Note. The skin pathological process is characterized by widespread erythematous-squamous rashes on the skin of face, body, and limbs,
signs of lichenization. Subjectively — itching.
Source: Murashkin N.N. et al., 2023.
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KnuHuyeckoe HaGnopeHue

Puc. 5. MNMauneHT K., 9 net, 060CTpEHNE Ha 7-M MecC Tepanuun ynunymabom B BUAE reHepann30BaHHOM NyCTyNe3HOW Cbinn
Fig. 5. Patient K., 9 years old, aggravation on the 7th month of dupilumab therapy: generalized pustular rash

A

MpumeyaHmne. KoxHbIA NaToNOrMYECKUI NPOLLECC NPUHAN reHepanu30BaHHbIi Xxapaktep. OTMeYeHo NnosBaeHne apuTpoaepMun. Ha Koxe nuua,
TyNOBMLUA Y KOHEYHOCTEN BM3Yann3npyTCs MHOrOYMCIEHHbIE MYCTy/bl, MECTAMMU C/IMBAIOLLMECS B FTHOWMHbIE My3blpy C BAOK NOKPbIWKONK. Koxa
Ha NafoHsX U CTOMax XxapaKTePU3YeTCs BblPaXEHHbIM JeCKBaMaTUBHbIM NMPOLLECCOM C OGHaXKeHNeM 3po3uit. MaLneHT oTMeYaeT CUAbHbIN 3y[

1 HapylleHue cHa.
McTouHmK: MypalukuH H.H. n coaBr., 2023.

Note. The skin pathological process has become generalized. Erythroderma was noted. There are numerous pustules on the skin of face,
body, and limbs. Sometimes they are merging into purulent bubbles with soft tectum. Palms and feet skin has severe desquamative process

with erosions. Patient notes severe itching and sleep disturbance.
Source: Murashkin N.N. et al., 2023.

nccnegoBaHmeM. B LueHTpanbHoOM YacTn 6uontaTta pparmeH-
Ta KOXM C Y4aCTKOM MOAKOXKHOW KMPOBOW KNEeTYaTKK Gblia
onpegeneHa crnoHrnopopmHag nycTyna, cogepraiias Heur-
pOdUNbHbIE TENKOLMTBI U NENKOLUMTaAPHbIA AETPUT. PbIXbin
KepaTo3 6e3 Npu3HaKOB MapaKepaTo3a, B KpaeBblX 30HaX
ouvonTata 3epHUCTbIn cnon auddepeHunpoBaH. Bokpyr
COCYAOB COCOYKOBOMO Cfosi A€pMbl TYCTOM MOAMMOPOHO-
KNeTOYHbIM MHbUNBTPAT M3 TUCTMOLMTOB, NUMOOLMTOB,
HEWTPOPUIbHbBIX FPaHYNOLMTOB C O4aroBbiM 3K30LMTO30M
B 3anuaepManbHbIi nnact. BHYTpU AepmanbHbIX COCOYKOB
NPUCYTCTBOBANW 3KCTpaBas3aTtbl 3PUTPOLMTOB (puUc. 6).
[aTonornyeckme WM3MEHEHUS OEMOHCTPUPYIOT XapaKTep
nycTyne3Horo gepmarosa.

MpuHAaTO peweHne 06 oTMeHe npenapaTta Aynuaymat
M Ha3Ha4YeHWn CUCTEMHOW MMMYHOCYNPECCUBHOW Tepanuu
npenapaTtoM MeToTpeKcaT B A03MpoBKe 12,5 mr (npu nno-
LlaaM KOXHoro nokposa 1,16). OTMeYeH HEMNOMHbIN perpecc
NyCTY/IE3HbIX 3NEMEHTOB U 3PUTEMbI, KOHLEHTPpaLmsa obLuLe-
ro IgE — 16 942 Ea/mn. Yepes 2 mec Tepanun METOTPEK-

CcaToM B CBA3M C HEAOCTATOYHON 3PDEKTUBHOCTLIO, @ TaKKe
onMpasiCb Ha OMNbIT 3apyBEXKHbIX KONer NPUMEHEHUSA UHIU-
6utopos IL-17 npu cuHapome HeteptoHa [13], MHMLKUKUPO-
BaM FEHHO-UHXXEHEPHYIO GMONOrMYecKyto Tepanuto npe-
napaTtomMm CeKykuHymab — uHruéutopom IL-17A — B pose
150 Mr, NOAKOXHO, 4 UHBbEKL MM MO OAHOW 1 pa3 B Heaento,
3aTeM MO OJHOM MHbEKLMUWN exemecsayHo. [onoxuTenbHas
IMHAMUWKa (perpecc nycTyNe3HbIX 3/1EeMEHTOB, 3pPUTEMbI
W KynupoBaHue 3yaa) oTMeYeHa Yepes 6 Mec Tepanunn Ceky-
KWMHymabom (puc. 7).

B TeyeHne panbHenwmnx 4—6 Hel HEOAHOKPATHO OTMe-
Yyanocb 060CTPEHME KOXKHOMO npouecca ¢ NosiBAeHMEM HO-
BbIX 3PUTEMATO3HO-CKBAMO3HbIX BbICbIMaHWI 1 WENyLWeHUs
KOXHOro MOKpOBa, MPW HapyleHWU AWeTbl BbICbINaHUA
MMeNn 0COBEHHO BbIPAXKEHHbIM XapaKTep, B CBA3M C YEM
yepeld 7 MecC nocne Ha3HayeHus CeKykuHymaba B mapTe
2023 r. BO306HOB/IEHO BBeAeHWe npenaparta aynuiymao,
KOHLLeHTpauus obuiero IgE Ha MOMEHT Havyana Tepanun —
3845 Ep/mn. B HacToflllee BpeMsa NauueHT nonydaet



Puc. 6. [McTONnornyeckoe ncecnegosanune (ygennyenune X10)
6uonTaTa KOXuM M3 06nact 06pa3oBaBLLMXCSA MYCTyN

Fig. 6. Histological examination (X 10) of skin biopsy from
the pustules area

lMpumedaHume. B LeHTpanbHOM 30He onpeaeneHa CnoHrMohopmHas
nycTyna, cogeprkaiias HeMTpoPUuIbHbIE NENKOLMUTbI

N NeViKoUMUTapHbIM AeTpUT. Pbixbii KepaTo3 6e3 Npu3HaKoB
napakepaTosa, B KpaeBblx 30Hax 6UonTaTa 3ePHUCTLIV COK
onddepeHUMpoBaH. BoKpyr cocyfoB COCOYKOBOrO COS AePMbl
rycTon NoIMMOPGOHOKNETOYHbIW MHOUIBTPAT U3 TMCTUOLUTOB,
NMMGOLUTOB, HEUTPODHUIBHBIX FPAHYIOLMTOB C 04aroBbIM
3K30LMTO30M B aNMAEpPManbHbIi nnact. BHyTpM AepManbHbIx
COCO4YKOB MPUCYTCTBOBANN IKCTPaBa3aThl IPUTPOLLMTOB.
McToyHuK: MypalukmH H.H n coaBrt., 2023.

Note. Spongiform pustule with neutrophil leukocytes and leukocyte
detritus is located in the centre. Loose keratosis with no signs of
paraceratosis, the granular layer is differentiated in the marginal
zones of the biopsy. Dense polymorphocellular infiltrate

of histiocytes, lymphocytes, neutrophil granulocytes around

the vessels of the papillary dermis with focal exocytosis into

the epidermal layer. Erythrocyte extravasates were revealed

inside the dermal papillae.

Source: Murashkin N.N. et al., 2023.

KOMOGUHMPOBAHHYIO TEHHO-UHXEHEPHYID GUOSIOrMYECKyto
Tepanuio npenapatamu aynunymad 300 mr 1 pa3 B Mecsil,
N ceKykmHymab 150 mr 1 pa3 B mecsl. COCTOsiHME KO-
HOro npouecca yxe 4yepe3 1 MeC OLEHEeHO KaK yaoB-
NEeTBOPUTENbHOE C MONOXUTENBHOW AWHaAMWKOW (puc 8).
CoxpaHanucb HeBbIPaXKEHHAA 3pUTEMA U KCEPO3 KOXM,
OTMEYanochb HE3HAYUTENbHOE LIENYLIEHUE.

MporHos
[porHo3 3aboneBaHns 6naronpuUaTHbIN.

BpemeHHas wWKana

XpoHonorns pas3BuTUS 6GONE3HU, KIYEBbIE COOLITUS
M NPOrHo3 3aboneBaHus Ansg nauueHta K. npeacraBneHbl
Ha puc. 9.

OBCYXAEHUE

BO3HWKHOBEHME NYCTYNl Y ONUCAHHOIO Hamu 60IbHOrO
ob6bsicHAETCA naToreHe3oM cuHApoma HeTepToHa. Tak,
MU3BECTHO, 4YTO AedunumnT 6enka LEKTI, BbiI3BaHHbIV M3MeEHEe-
HueM B reHe SPINK5, npvBOAWT K NOBbIWEHWUIO aKTUBHOCTH
KannekpeuHa (KLK) 5 [17]. MocnegHui pa3pywaet gecMo-
rnevH 1 n aktuBupyet KLK7, cTumynupysa Takum o6pasom
pacuienneHue npouHTepnenkuHa IL-13 no nposocnanu-
TenbHoro Mmeguatopa IL-13 [17]. KLK5 Takxe aktuBupyet

Puc. 7. NauneHT K., 9 net, Ha poHe nevyeHUst CEKYKMHYMaboMm
Fig. 7. Patient K, 9 years old, management with secukinumab

MpumeyaHune. KOXHbIN NaToNornyecKkui npouecc umeet
OrpaHWYEHHbIN XapaKTep, NOKaNU3yeTcst Ha KOHEYHOCTSIX,

B OCHOBHOM B MeCTax CK/I1a[loK. B o6nacTu KybutanbHbIX

1 NOAKONEHHBIX SMOK OMNpPeAensioTcs cnaboapuTeMaTo3HbIe YHacTKu
C YMepeHHoW nnxeHndukaumnen. OTmevaeTcs yMEPEHHbI KCepoa.
PocT Bonoc He HapyLleH.

McTouHmK: MypalwKkuH H.H. 1 coaBrt., 2023.

Note. The skin pathological process is localized on the limbs mainly

at the folds. There are slight erythematous areas with moderate
lichenization in the cubital and popliteal regions. Hair growth is normal.
Source: Murashkin N.N. et al., 2023.

Puc. 8. MauwneHT K., 9 nert, Ha doHe neyeHnsa AByMS reHHO-
MHXXEHEPHbIMU BUONOrMYECKUMU NpenapaTaMm — aynunymabom
1 CEKYKMHYMabom

Fig. 8. Patient K, 9 years old, treated with two genetically
engineered biologic drugs: dupilumab and secukinumab

lMpumedaHme. KoxHbIM NaToNorMyecKkun NpoLLecc perpeccuposan.
Koxa yBnakHeHa.
McToyHmK: MypalkuH H.H. n coasr., 2023.

Note. The skin pathological process regressed. Skin is hydrated.
Source: Murashkin N.N. et al., 2023.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 9. MaupneHT K.: XpoHOMorMs passuTHs 601€3HM, KTOYEBbLIE COBLITUA U MPOTHO3

Fig. 9. Patient K: disease course, key events, and prognosis

¢ KoHcynbTaluus annepronora
1 UMyHHOMOrMYecKoe ob6enefoBaHne
meTonom ImmunoCAP

* BHONMNCHS KOXU: U3MEHEHUs
COOTBETCTBOBA/M aTONUYECKOMY AEPMATUTY

BbipaxeHHOe 060CTpeHME B BUae
reHepann3oBaHHOM NyCTY1€3HON CbIMK,
COCTOSIHUE 3PUTPOAEPMUU
Buoncus: natonornyeckme n3ameHeHus
LEMOHCTPUPYIOT XapaKTep NyCcTyNe3HOro Aepmarosa

Tepanua MBI — gynunyma6

MonoxutenbHas Mpouecc npuHsan
JMHaMK1Ka. BOJIHOOGPA3HbIN
Perpecc XapaKrep.
BbICbINaHWUI MoaBnsioTCs HOBbIE
BbICbINaHUs
1-3-t mec 4-6-1 mec
Tepanuu Tepanuu

1-9 HasHayeHve
rocnutanuaaumus TMBMN

* MoneKynspHo-reHeTuyecKoe nccnegoBaHme
METOAOM MPAMOro aBToMaTnu4eckoro

7-1 mecsaL,
Tepanuu
aynuiymabom

HasHayeH ceKyKknHymab CeKyknHymab 150 mr
150 mr B cBsi3K ®
C HeoCTaTo4YHOM aynunyma6 300 mr
3O EKTUBHOCTBIO
MeToTpeKcaTa

Yepes 2 mec
rocne oTMeHbl
nynunymaba

Yepes 6 mec
MOHOTEpPanum
CEeKyKUHYMaboMm

Ha ¢oHe npuema
CEeKyKMHymaba

CEKBEHMPOBaHWMS: BbliBNeHbl chr5:147481003A>T
v chr5:147496015G>T B reTepo3nroTHOM
COCTOSAHUM B reHe SPINK5

e NPT no meToamKe NPOTOYHOM LIUTOMETPUM:
BbISIBIEH GEHOTUN aKTUBaLMK TMMOLMTOB
T-xennepos, ¢ npeobnagaHnem Th17-KneTok,
a TaKkxe ancdyHkuma T- u B-numbounTtos

OTmMeHeH aynunymat

HasHayeH meToTpeKcat
12,5 mr, Ha ¢oHe
KOTOPOro npotiecc

perpeccvpoBan
He MOIHOCTbIO

NONOMUTENbHAsA AMHAMUKa,
ofHaKo Ha GoHe
HapyLEHNs ANETbI KOXHBbIN
naToNorMyeckuit npouecc
o6ocTpsancsa B BUAE NOSIBAEHUS
HOBbIX 9pUTEMATO3HO-
CKBaMO3HbIX BbICbINaHWi

MPOrHO3
BnaronpuaTHbIi

Mpumevanne. UOT — ummyHodeHoTnnmpoBanue; MBI — reHHO-UHXXeHepHas Guonorvyeckas Tepanus.
Note. IPT (MPT) — immunophenotyping; GEBD (TMBIM) — genetically engineered biologic drugs.

NF-kB (sgepHbit ¢paKTop Kanna-6u), 4To yBeNnuyMBaeT
KoHueHTpaunio TNF-a, 1 xeMoTaKCU4YeCKUN paKTop HEUT-
poodunos IL-8 B TkaHax. KLK7 Tak»ke cnoco6CTBYET NOBbI-
LWeHWo YpoBHS IL-8 [17]. Pe3ynbTaTtom yBENUYEHUSA LUTO-
KWUHOB SBMISIOTCA OTCNOMKa POroBOro c/ios anuaepmuca,
XEMOTaKCUC HENTPODUIOB B anNuaepmMuc U obpasoBaHue
CyOKOPHEaNbHbIX MYCTYl, KIMHUYECKU U TUCTOSIOMMYECKU
UMUTUPYIOLWMX NYCTyne3Hbln ncopunas [18]. Bmecte ¢ 1em
M3BECTHO, YTO LEHTPabHYIO PO/b B Pa3BUTUKU MyCTynes-
HOro ncopuasda wurpaet IL-36 [19], KOTOpbIA COBMECTHO
c IL-17 onpeaensaetr MMMyHOBOCHANUTENbHbIA OTBET U NpH
cuHgpome HetepTtoHa. Mpuyem 3Th LUTOKMHBbI CNOCOOGHbI
perynupoBaTb 3adpbeKTbl Apyr Apyra 4epesd cuctemy noso-
YUTENbHOM 06paTHOW CBA3U, YTO NO3BOMAET CYMUTATb, YTO
MHIrMOMpPOBaHWE OLHOIO U3 LIMTOKMHOB OKaeT aHanoruy-
HbI addeKT 1 Ha gpyrom [7, 20, 21]. ChegyeT OTMETUTD,
YTO 3TU LUUTOKMHbBI MHAYLMPYIOT NPOAYKLMIO U SKCMPECCUIO
IL-8 KepaTMHOUMTaMK, NOAAEPHKMBASA TaKMM 06pa3om BOC-
nanexuve [22, 23].

Mcnonb3oBaHve aynunymaba y nauueHTa Mno3BoOnsieT
NpeanoNoXnTb pasBuTUe Aynuaymad-MHAYLIMPOBAHHOMO NCo-
puaza [24]. bbino U3y4eHO BAUSHWE MHTMOUPOBaAHKSA peLen-
Topa IL-4 pynunymabom Ha anddepeHUMpoBKY T-KNETOK,
HO pe3ynbTaTbl OKa3anucb npoTnsopeynBbiMu. D.S. Bakker
M coaBT. (2021) He Hawnu JOKa3aTenbCTB MNpeBanvpoBa-
HUA Th1l7 nocne ANMTENLHOrO NedYeHus aynunymabom [24].
B ppyrux pa6otax, HanpoTMB, MoKa3aHo, YTo Aynuiymaot-
MHOYLMPOBAHHbIA Ncopuas accoLMUpyeT CO CHUXKEHUEM
aKTMBHOCTM Th2, HO NpX 3TOM YCTPaHSAET NpenaTcTBME ANA

3KCMNpeccun LAEeHAPUTHbIMKU KIeTKaMW W KepaTUHOLMUTaMu
IL-23, nHayumpya amdpdepeHUnpoBKY HanBHbIX T-xennepos
B Th17 [25]. Bbino nokasaHo, 4To AynuayMmab-uHAyLMpOBaH-
HbIA Ncopuas W reHepanu3oBaHHbIA MYCTYNE3HbIM MCOpU-
a3 XapaKTepuaytoTcs MNoBbILEHHON aKcnpeccuen IL-36a/y
n IL-1B, a perynmpyet ux oba UMTOKMH IL-17A 3a cuer
NMONOMXWUTENBHON 06paTHOM CBA3M M TakKMM 06pa3oM noga-
LepxuBaeT BocnaneHue [25]. MHrmbupoBaHue peLenTto-
pa IL-4 npuBOAMT K yBenu4yeHuio akcnpeccuun 1L-36/1L-13
3a cyeT AMdbdeEPEHLMPOBKM HauBHbIX T-xennepoB B Thl7
UKW HENOCPeACTBEHHOIO y4acTUs KIETOK anuaepmuca [25].
AHanornyHbim o6bpasom IL-4 un IL-13 MHrnbupytoT murpa-
M0 HEMTPODKMIOB M 06pa30BaHME BHEKIETOUYHbIX JIOBYLLEK,
B OMOSIHEHNE K 3TUM 3dpdeKTaM IL-4 nHrnbupyet BbipaboT-
Ky IL-1B KneTKamu anuaepmuca [26, 27], Torga Kak IL-36
MHOYLMPYET NPOAYKLMIO XEMOTAKCMYECKOro dakTopa HewuT-
podnnoB, HEO6XOAMMOrO ANsl UX aKTuBaLmn [28].

B3aumHas perynaums UUTOKUMHOB MO CXeMe NONOXUTENb-
HOW Oo6paTHOM CBA3M W nofaBrieHue Aynuiymabom UMMYH-
HOM ocKu Th-2 mMornuM NpMBECTU K Pa3BUTUIO MyCTynu3auuu
y JaHHOro NauuneHTa, O4HaKO TOYHbLIM MeXaHU3M naToreHesa
elle NpeacTouT n3y4uTb.

HasHayeHne reHHO-UHXKEHEPHbIX BUMONOrMYECKUX Mpe-
napaTtoB C pas3HblM MEeXaHW3MOM AEWUCTBUA — WHIUOU-
Topa IL-13 u IL-4 pynunymab6a v uHrnéutopa IL-17 ceky-
KMHYyMaba — MOXeT O6blTb 3QDEKTUBHO B AalbHENLLEN
nepcrnexkTuBe, y4yuTbiBad JaHHble nuTepaTypbl [5], KOTO-
pble YKa3blBaloT Ha AUCPEryNALMI0O MMMYHHOIO OTBETa Npu
cuHapomMe HetepToHa (puc. 10). Bnokupys ogHOBPEMEHHO




ABe BefjylMe ocu natoreHesa, BO3MOXHO CNOCo6CTBOBATL
YAYHIIEHUIO KIMHUYECKMX MPOSBAEHUN KaK CO CTOPOHbI
KOXM — B BMAE perpecca BbICbiMaHWM, TaKk U B acneKkte
annepruyecKkmx COCTOSAHUM, a UMEHHO 0BNEerYyeHuto Cumn-
TOMOB aN/IEPrMyecKoro PUHUTa, CHUKEHMIO YacTOTbl 060CT-
pPEeHUs NONIMHO3Aa, a TaKXKe 3HaYUMOMY CHUMKEHMIO KOHLLEH-
Tpauuu obuwero u cneundpuryeckmnx Ige.

3AKJ/IIOMEHME

CuHapom HeTteptoHa — 3a6oneBaHne ¢ MHOrodpakTop-
HbIM MMMYHOMNATOreHe30M, a ero NoHMMaHue Mo3BOoNSeT
BblO6paTh OMTUMalbHbIM BapuWaHT Jie4eHUs Yy MauMeHToB
C CMHAPOMOM HeTepToHa M NOBbLICUTb KAYECTBO UX HUIBHM.
[eHHO-MHXeHepHble 6UONOrn4yecKkne npenapaTtbl, Hanpas-
NeHHble Kak Ha Thl7, Tak U Ha Th2, noka3biBaloT CBOIO
adpPeKTUBHOCTb Npu cuHapome HeTepToHa. B nepcnek-
TMBE npenapaTtbl, HanpaB/ieHHble Ha |L-36, Hanpumep
cneconMmat, KOTOpble UrpatoT BayKHylO pojb B natore-
He3e cuHApomMa HeTepToHa, MOryT ObiTb 3PPEKTUBHbDI
B €ro Ie4eHuM.

WHOOPMUPOBAHHOE COIJIACUE

OT maTtepu nauneHTa nNosiy4eHo MUCbMEHHOEe MHPOPMU-
poBaHHOe A06GPOBOMLHOE corflacMe Ha nybauMKauuilo onu-
CaHUS KJIMHMYECKOro ciyvyas M M306paxKeHWn nauuneHTa
B MEAMLMHCKOM XKypHasne, BK/oYas ero aNeKTPOHHYO Bep-
cuio (gaTta nognucanus 16.10.2022).

INFORMED CONSENT

Patient’s mother has signed informed written voluntary
consent on the publication of clinical case description
and patient’s images in medical journal, electronic version
included (signed on 16.10.2022).
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