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O6ocHoBaHMe. B cTaTbe 06CYXAalOTCA TPYAHOCTU AUArHOCTUKK M Teparun ycTy/1e3Horo ricoprasa y pebeHka Ha ¢poHe
peunanBupyroLero 4epMaTtoMmMKo3a, a TaKkKe UMMYHOMaToreHeTUYEeCKNe MexaHMU3Mbl MyCTyIe3HOro rcopnasa, TeveHue
M MporHo3. OnucaHne KauHM4Yeckoro ciay4das. OnucaH ciyyai 3ab6os1eBaHUs MHOUILTPATUBHO-HarHOUTEIbHOW GOpPMOW
MUKPOCMOPUN BOJIOCUCTON YacCTHU roJioBbl y pebeHKa 11 net, A/IMTe/IbHO CTpadaroLlero By/ibrapHbiM MCOPUas3oM C ero TpaHc-
dopmaumel B reHepaM30BaHHbIN MyCcTyne3HbIN ncopuas (tun Llymbylua). Heo6xoauMoCTb Ha3Ha4eHUs UMMYHOCYNpeccHuB-
HOM Tepanuu 1o roBoAY TAXKE0M GOpMbI Icopuasa AUCCOHMPOBaa ¢ rpUOKOBOM MHEKLUMEN KOXXU, NPU KOTOPOMU UMMYHHas!
cyrnpeccusi NPUBOANIAE K peLnanBUPYIOLLEMY TeYEHUIO rnocieaHeN. 3aKadyeHne. KoMb1HMpoBaHHOe iedeHune (CUcTeMHbIe
[TIIOKOKOPTUKOCTEPOUAbI, METOTPEKCAT, aHTUOUOTUKU U rPpu3eodybBUH) MO3BOINIO0 AOOUTHCS KIMHUKO-1a60paTopHOro
BbI3JOPOBJIEHNS B OTHOLLEHUN MUKPOCIIOPUN Yy peBEHKa C reHepasim30BaHHbIM MMyCTy/1€3HbIM MCOPUa30M.

KnroyeBble cnoBa: getu, IL-36, reHepann3oBaHHbINA MyCTyE€3HbINA COpUas, MMKPOCHOPHUS BOJIOCUCTOM YacTU ro/10Bbl, rpu-
3€0QY/1bBUH, 1e4eHne
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OBOCHOBAHME ponb B pasBUTMM GASLIEYHOro ncopuasa UrpatoT creayto-

[eHepanu3oBaHHbIM NycTyne3Hbi ncopuas (IMMN) —
TAXKENo npoTeKatlwee, MMMYHONOMMYECKU OnocpesoBaH-
HOe cucTeMHoe 3aboneBaHne C NOpPaXeHUEM KOXKU U BHY-
TpeHHux opraHoB [1]. B paae cnyyaes MM n 6GnsilieyHbIR
ncopuas Moryt Habnogatbcsd OAHOBpPeMeHHo. OaHako
naToreHeTMyeckue mexaHnambl dopmupoaHus MM oTnu-
YyatoTcsa OT TaKoBbIX Y GnsilleyHoro ncopuasa [1]. Knioyeyto

LMe npoBocnanuTenbHble UUMTOKMHBI: [L-12, -23, -17, TNF-a.
MMmyHonatonornyeckme Hapywenus npu MM npenmyule-
CTBEHHO CBSi3aHbl C MOAMMOPGHLIMM BapuaHTamMu reHOB
CurHanbHoro nyt1 peuentopa IL-36 (IL-36R), npuBoaswmnmm
K CHUXEHMIO QYHKLMKM FeHa U aCCOLMMPOBAHHBLIMK C BbICO-
KUM PUCKOM pa3BUTUSA 6one3HU [2]. B TKaHAX KOXKK YeNloBeKa
IL-36R aKcnpeccupyeTcs B KepaTMHOUMTaX, AepMalibHbIX
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dubpobnactax U UHOUNBTPUPYIOWUX MUENOUAHBIX KIeTKax
[1]. HeKoHTpoNupyemas akTuBaLms curHanbHoro nytu IL-36
NPUBOANUT K Pa3BUTUIO BOCNaneHns 1 BOSHUKHOBEHMIO TN
[3]. AkTnBaums IL-36R B TKaHsX KOXW, B CBOIO o4epeab, CTH-
MYAMPYET NPOAYKLMIO MeLMATOPOB BOCNaNeHUs (Hanpumep,
CCL20, MIP-1B, TNF-B, IL-12, IL-17, IL-23, TGF-B) u moay-
NIMPYET 3KCMPECCUI0 TEHOB PEMOAENUPOBaHUSA TKaHu [4].
B yactHocTH, nameHeHne CARD14 TakxXe NpuMBOAMT K pas-
Bututo MM IL-36R. lTeTepo3urotHas akcnpeccusa CARD14-
E138A npuBoauT K GOPMUPOBaAHUIO aKaHTO3a, BbipaboTKe
NpOBOCMaNUTENbHbIX LIUTOKMHOB, CBA3aHHbLIX C NCOPUa3oMm
[1], v BbI3bIBAET B0MEE INYyBOKME M OOLINPHBIE BOCNANUTENb-
Hble M3MEHEHUS CO CTOPOHbI KaK KOXMW, TaK U BHYTPEHHMX
opraHoB [5]. K passutuio MM npvBOAAT MyTauuu B reHe
CUrHanbHOro Kackaga IL-36, koaupytowem 6enoK, cogeprka-
MM fOMEH akTuBauumn Kacnasbl CARD14 [2, 6]. CUrHanbHbIn
Kackap |L-36R Bbi3blBaeT BOCNaleHne KOXKn, HabnoaasLle-
ecsl B HECKONIbKMX MOAENSX Ha YXMBOTHbIX, YTO TaKXe noj-
TBEPXKAAET SBHYIO CBA3b Mexy OMONOrMyecKkon npupoaown
IL-36R 1 HapyLeHUsIMKU CO CTOPOHbI KOXKHOIO NOKpoBa [2, 6].

CTonKas aKktmBauus IL-36 WHULMWUPYET IKCMPECCUIO
XEMOKMHOB T-xennepamu TMnoB 1, 2 n 17, a TaKkKe HenTpo-
dunamun ¢ obpasoBaHnem nyctyn [4]. CornacHo peaynbra-
TaM MeTaaHanusa [4], HOCMTENbCTBO PELLECCUBHbBIX anenewu
IL-36RN siBnsieTca NpOrHOCTUYECKU HeGNaronpuaTHbIM NMpu-
3HAaKOM pUCKa pasBWTUA PaHHEro rajonupylowero cucTem-
Horo Bocnanexus. B cBoto oyepeab, cam IL-36, 6yayun GpyHK-
LIMOHaIbHO CXOXMM C APpYrMMU NpeacTaBUTENsIMKU ceMencTaa
IL-1 (B wacTHocTH, IL-1, -18 1 -33), aKTUBUPYET CUTHANbHbIE
nyTM B PeuenTop-MONOMXKUTENbHbIX KNETKaX, YTO MPUBOAWT
K HapyLlEeHWI0 romeocTasda NI0CKOro anuTenus n audbodepex-
uMpoBKKM T-KneTok [1, 2, 6].

MMMyHonaTonornyeckume caBurn y nauneHTos ¢ N moryT
BbICTYNaTb AOMOMIHUTENBHBIMWU NaToreHeTnYecknmn daKkTopa-
MU Pas3BUTUS UHPUALTPATUBHO-HArHOWUTENLHOM MWKPOCMO-
pUK, COMNPOBOXKAAKLWENCH HEUTPODUNBbHON WHOUNBTPaLUEN
KOXM W paclmMpeHvem Mefkux cocynos B gepme [3]. B csoto
o4yepeab, BbIXO4 HEMTPOODUIOB B 3NMAEPMUC U CTa3 KPOBU
MOryT cnoco6c¢TBoBaTth popmupoanHuio MIM.

KnuHuyeckne nposisnexnus [T 3ameTHO oOTanyatoTCA
OT ByJibrapHoro rncopuasa. Ang MM xapakTtepHo npeobna-
JaHWe NycTyn, aBASIOWMXCA NEPBUYHBIM MOPDONOrMYECKUM
3leMeHTOM Ha GOoHEe IpUTEMBI MPU HANUYUKU UK OTCYTCTBUMU
nanyn u OnsWeK, MOKPbITbIX CEPEeBPUCTBIMU YellyhKamu,
CTONb TMMMYHBIX 415 ByfNbrapHoro ncopuasa. Kpome Toro,
natomopdonornyeckumMmmn npusHakamm MM 9BASOTCA CMNOH-
rModOopMHble NycTynbl Koros — MHOroKamepHble nycTy-
Nbl, PACMNONOXEHHbIE B CyOKOPHEANbHbIX CNOSX 3NUAEPMU-
Ca W XxapaKTepuaylolmecs Halu4yueM MEeKMUX MOoNoCTew,
3anonHEHHbIX HeWTpodunamu, cCpean KOTOpbIX HaxoAsaTcs
LECTPYKTUBHO M3MEHEHHbIE MOA B/IUAHUEM WMMMYHOLIMTOB
1 MeauMaTopoB BOCMNaNeHUs KepaTUHOLMTLI B BUAE OCTaTKOB
0605104€eK. B annaepmuce BblpaxeHbl akaHTO3 U MEXKKNETOY-
Hbl OTeK. B agepme oTmedaloTes oTeK, 0CO6EHHO COCOYKOBO-
ro CNnosi, paclwmpeHne cocyfoB M MHOUALTPALMS pPasiMyHON
CTENeHN BblpaxKeHHOCTH [7].

MM MOXKeT ConpPOBOXKAATLCA CUCTEMHBIMU NPOSIBAEHUS-
MU (MMXOPaAKON, YBEIMYEHNEM KOHLIEHTpaLuMK ocTpodaszo-
BbIX 6€/IKOB KPOBU, HEUTPOPUINEN) U TAXKENBIMU BHEKOMKHbI-
MU HapyweHUaMKU (HapyweHnem GyHKLMU NeYeHK, NoOYEeYHON
HEe0CTaTOYHOCTbIO, KapAMoreHHbIM WokoM) [8]. MauuneHThbl
¢ MM nogBep»KeHbl BbICOKOMY PUCKY HaCTynneHus netanb-
Horo ucxoga [8—-10]. Kpome Toro, cywecTBylOT OCHOBaHUS
nonaratb, YTO MOKa3aTenu CMePTHOCTU HefoOoLEeHMBAalOTCA
no npuyumHe Toro, yto [T He Bcerga paccMmaTtpuBaeTcs
B KayecTBe MPUYMHbI CMEPTHU, KOTOpY 6OblIEN 4acTblo
Bbl3bIBalOT MHOEKLMOHHbIE OCNOXKHEHWUS M BHEKOXKHbIE NPO-

SIBNEeHNS 60/1e3HM, HaNnpMMep NnoyeyHas, nevyeHo4Has, ablxa-
TenbHas u/vWnun cepaeyHas HegocTatovyHocTb [11-13].

MepBUYHbIN GNSAWEYHbIM Ncopuas MNpu Haauymm BTO-
PUYHOrO MyCTYNI€3HOr0 KOMMOHEHTA MOXHO OTAMYWUTL OT
cnyqaeB nepsuyHoro [TIM ¢ conyTCcTBYOWMM GnSLWLEYHbIM
KOMMOHEHTOM MO NOCNeA0BaTeNbHOCTU KIMHUYECKUX MPOSIB-
JIEHUN (NEePBUYHBIN MOPDONOrMYECKUI INEMEHT NpeacTas-
nseT cobow MNycTyny), BOSHUKHOBEHUIO HA 3PUTEMATO3HOM
doHe nyctyn npu MM, a He 6AsWeEK, KaK Npu By/brapHoM
ncopuase [9]. Cneumnanbctamm ERASPEN (European Rare
and Severe Psoriasis Expert Network) onpeaeneHbl 0OCHOB-
Hble guarHocTuyeckne Kputepuu IMIM: Hanuyne NepBUYHbIX
CTEPU/BbHbIX MAKPOCKOMUYECKMX MYCTYNE3HbIX 31EMEHTOB Ha
KOXe BHe NajOHHO-MOAOWBEHHON OKaNM3aLUnm (3a UCKI0-
YeHMeM cnyyYaeB, Korga obpasoBaHue MyCcTyn OrpaHuyuBa-
€TCa NCopUaTUHeCKMMM BASWKaMK) MPU HANUYUKU UK OTCYT-
CTBMM CMCTEMHOr0 BOCManeHus u 6AdWeYHOro ncopuasa
Cc peuuanBamu (> 1 anu3oga) uaM TOPNMAHOCTU MpoLecca
(> 3 mec) [14].

O6ocTpeHunsa MM, Kak NpaBKNO, BO3HMKAIOT MO/ BAUAHM-
€M pa3Ho0BpasHbIX 9K30- U IHAOrEHHbIX GaKTOPOB (MHbEK-
LUMA, NPUMEHEHUS MW OTMEHbl IOKOKOPTUKOCTEPOUAOB,
HU3KOWN NPUBEPKEHHOCTU NeYeHuto, ctpecca) [11].

Nevenune TTIM HanpaBneHo Ha obecnevyeHue 6bICTPOro
KYNUMpOBaHUs CMMMNTOMOB 3a60/eBaHMUS C YH4ETOM TSHKECTU
COCTOSIHMSI NOCPEACTBOM BO3AENCTBMSA Ha MMMYHONOrM4e-
CKME MEeXxaHM3Mbl CUCTEMHOrO BOCManeHus n o6pasoBaHus
nycTy/, a Takke NPOPUNaKTUKY 1/UNn neveHne 6akTepuasnb-
HbIX, TPMOKOBBIX MW BUPYCHbIX OCNOXKHEHWUW, NpeacTaBsio-
WMX YrPOo3y ANS XWU3HKU NauueHTa, 0CoO6eHHO B neanatpuye-
CKOW NpaKTuKe.

COOTBETCTBEHHO, KpUTEPUAMU IDPEKTUBHOCTM Tepanuu
TN aBnstoTcA 6bICTPOE KyrnMpoBaHWe AepMaToSIorMyecKux
CUMMNTOMOB, YMEHbLIEHNE BbIPAXXEHHOCTU CUCTEMHbIX MpPK-
3HaKoB 3ab0eBaHusA, COXpaHeHWe ANUTENbHOM peMUCCHm
M CHWXKEHWEe pUCKa pa3BUTUS MHPEKLMOHHbBIX OCNOXKHe-
HWW. TpKn OTCYTCTBMM HaAfieXKallero NevYeHns KInMHUYecKue
NposIBNEHUS AepmaTto3da NpuobpeTaloT reHepannm30BaHHbIN
xapakrtep [11].

B HacTosiuee Bpems TapretHoro nedenus MM He cyuwe-
CTBYET, @ CMEKTP MNaTOreHEeTUYECKUX METOAO0B JleHeHUs,
NO3BOAIOWMNX AOOUTHCSA AUTENBHOW PEMMUCCUMU, OFPaHUYEH
[11]. B yacTHOCTH, Ans nedenus MM pekomeHA0BaHO Ha3Ha-
YeHue PETMHOMAOB, CUMCTEMHbIX MEepPOopasbHbIX WM NapeH-
TepanbHbIX [MIOKOKOPTUKOCTEPOUAOB, LMKIOCMNOPUHA WM
MeToTpeKcaTa [14, 15]. Yka3aHHble npenapatbl 3QhEKTUBHDI
y 70-84% nauueHToB [16]. OgHAKO HU3KWMIA Npodub 6e3-
0nacHoOCTK Ans MeToTpeKcata, LIMKIOCNOPUHa U CUCTEMHBIX
rMIOKOKOPTUKOCTEPOUAOB HE NMO3BOMSET LWMPOKO UCMONb30-
BaTb MX B AETCKOM NpaKTWKe B TeyeHue ASIMTENbHOro Bpe-
MEHM C Y4eTOM NPOTUBOMOKAa3aHWM 1 MO MNPUYMUHE BbICOKOIO
pUCKa No604HbIX 3pdeKTOB. BMecTe ¢ TeM paHHee Ha3Ha4ve-
HWE CUCTEMHbIX MTIOKOKOPTUKOCTEPOULOB B BbICOKMX A03aX,
LMKNOCMOPMHA MM MEeTOTpeKcaTa ABASETCS 3a/0rom Tepa-
neBTUYECKOro ycnexa y nauneHTos ¢ M. OgHaKo BblparkeH-
HOE WMMMYHOCYNPECCUBHOE AENCTBME ITUX NEKAPCTBEHHbIX
npenapatoB CrNoco6CTBYET MOBbLIWEHWIO BOCMIPUUMHYUBOCTH
KOXM K BHELWHWM naToreHHoiM dakTopam, NpUBOAALLUM
K pa3BuTUIO BaKTepMemuK, Yalle BCcero cTadmnnoKoOKKOBOro
cerncuca, Npu HEBO3MOXHOCTM M36exaTb NoTepu Helame-
HUMbIX 6ENKOB M aneKkTponutoB [9]. Kak cnefctene, BO3HU-
KaloT runoanbbymuHemMus, nepudepmuyecknuin oTeK, rmnoso-
JIEMUYECKUM U/UNN CENTUYECKUN LLIOK Ha GOHEe HapylleHus
dYHKUMKM NeYeHn 1 noveK. BmecTe ¢ Tem yxke caMo Hanunyune
y naunenTa MM cywecTBEHHO NOBLIWAET PUCK KOHTaMKUHa-
UMK naToreHHonm MWUKPOGdIOPON, KaK 6GaKTepuanbHOW, Tak
MU TPUOKOBOW, YTO MOXET OblTb 0BYCNOBAEHO HapyleHUeM



anuaepmanbHoro 6apbepa M ABAATLCS CNEACTBMEM UMMY-
HOCYMpPECCUBHOM Tepanuu u CHMKaeT abdEKTUBHOCTb aHTH-
6aKTepuanbHOM U aHTUdYHIalbHOM Tepanuu.

B MunpoBoKn nutepatype BCce valie nyoamnKyloTcs pesynb-
TaTbl UCCNeLOBaHUM MO NMPUMEHEHUIO BUONOTMYECKUX Npe-
napatoB ANs Ne4vYeHUs TAXeNblX PacnpoCTPaHEHHbIX WK
pe3uncTeHTHbIx dopm TN, rnaBHbIM 06pa30M UHIMGUTOPOB
daKTopa HEKPO3a OMyX0/n, B HEKOTOPbIX Cy4asaX — UHIMOK-
TopoB IL-1, -17, -12, -23. B yacTHOCTW, NPUBOAATCS AaHHblE
06 ycrnewHOM MNpPUMEHEHUN CEKYKMHymaba [17], UHOAMK-
cumaba [18], nkceknsymaba [18], 6pomanymaba [18], apa-
numymaba [18], rycenbkymaba [18] u pucaHkusymaba [18].
OpaHaKo nepeyvncneHHble Npenaparbl XxapaKTepuayoTcs orpa-
HUYEHHON 3PPEKTUBHOCTBLIO (4TO 3advacTylo NposBASETCS
B BMAE HEMOJIHOrO M/ OTCPOYEHHOrO OTBETA Ha JieyeHune)
1 6e30NacHOCTbtO, UMEIOT IPDEKT «yCKONb3aHUs», MPOTUBO-
nokasaHus (MHQY3UOHHbIE peaKLmm, Ty6epKynes, cepaeyHo-
cocyamcTble 3aboneBaHus), Kpome Toro, Ux apdOeKTUBHOCTb/
6e30nacHoOCTb, KaK npaBuio, 6bina nlydyeHa B HeOGO/bLLIOM
yucne KIMHUYECKUX cnbiTaHui [17, 18].

BbicOkui pucK passutnsa nepsuyHoro TN unu TpaHc-
dopmaumn 6nsawedvHoro ncopmasa B [T npu HazHayvyeHuu
TepbuHaduHa [19, 20], a TaKKe BO3pPaCTHblEe OrpaHUYeHuUs
K NPUMEHEHUIO UTPAKOHa30/1a 3aTPYAHSAOT CUCTEMHYIO aHTH-
dyHranbHylo Tepanuito MUKPOCNOPUM Y AeTer C Bynbrap-
HbIM W/WAK FreHepann3oBaHHbIM MyCTy1e€3HbIM MCOPUA30M.
OTCYTCTBYIOT OTAE/bHbIE PEKOMEHAALMM N0 BEAEHUIO AeTen
C KOMOPOUAHLIMU KOXHbIMKU GONE3HAMM, B T.4. MMKO3aMMW.
bonee Toro, B AOCTYMHOM nuTEepatype Mbl HE BCTPETUIM
ny6anKaLmi, NOCBALWEHHbBIX ONUCaHWIO COYEeTaHUs ncopua-
3a, B T.4. NyCTyNe3HOro, 1 MMKPOCMNOPUN. AHANN3 KIUHUYe-
CKOro Cnyyasi TAXKenoro ncopuasa ¢ npucoeamHeHneM MMUKo-
TUYECKOM MHOEKUMM NpelcTaBseTcs BeCbMa aKTyaslbHbIM
KaK C TOYKM 3PEeHNs B3aUMHOIO YTSXKENEeHUs NaTonorum, Tak
1 B CBSI3M C HEOOXOAMMOCTbIO Ha3HaY€eHN CUCTEMHOIO aHTH-
MMUKOTHYECKOro nNpenapaTa Ha GoHe NPOBOAMMON UMMYHOCY-
NpPeCcCcUBHOM Tepanuu.

Lienb onncaHusl KIMHUYECKOIO clly4yas — aHain3 Kiu-
HWYECKOW CUTyaLuuu, NPeACTaBNeHHOM COYETAHWEM reHepanu-
30BaHHOro NycTyne3Horo ncopuasa U MHGUILTPaTUBHO-HArHO-
UTENbHON MUKPOCMOPHK BOMIOCMCTON YacTu ronoBbl y pebeHKa,
N CNIOXHOCTW TEpaneBTUHECKOrO NOAXOAA K ero BeAeHuIo.

KJMHUYECKHUHA NPUMEP

O nauueHTe

MauymeHTt b., 11 neT, rocnuTanuM3uMpoBaH B KIUHUKY
KOXHbIX 60M1€e3HeN MeAULIMHCKOro YHMBEPCUTETa B fHBape
2021 r. c BnepBble YCTAHOBMAEHHbIM AMarHo3om: «[lcopuas
reHepann3oBaHHbIN, NycTyne3Hbin (Tun Llym6ywa), Taxxenas
cTagusl, dasa nporpeccupoBaHus, napuuanbHas 3pUTPO-
nepmus. L40.1. Mukpocnopus BOSOCMCTON 4aCTW OJOBbI,
MHOUNBTPATUBHO-HarHouTenobHas dopmar. Mpu NocTynneHum
npeabsABAsAn anobbl Ha 60NE3HEHHbIE, 3yAsLline BbiCbina-
HWUSI Ha KOXKE BOJIOCMCTOM YacCTu ronoBbl, TyN0BULLA, BEPXHMX
N HUXKHUX KOHEYHOCTEMN.

AHamHe3 3abosieBaHus. boneH ¢ 1,5-neTHero Bo3pacTa,
KOrAa Ha KOXKe HUXHWX KOHEYHOCTEN, @ BNOCNeaCTBUM U NOo
BCEMY KOXXHOMY MOKPOBY MNOSIBUUCH BbICbINaHUsA SPKO-PO30-
BOro LIBETA, MOKPbITblE cCeEPebPUCTO-6enbiMK YellyKkamu Ha
NOBEPXHOCTU C BEHYMKAMM 3pPUTEMbI, CBOBOAHBIMU OT LUENY-
weHus. Jleyuncs y gepmatonora am6ynatopHo ¢ gMarHo3om
«a@TOMWYECKUN gepmaTuT», nonyvyan gesnoparaguH, copbeH-
Tbl, HAPY>XHO — 6eTaMeTa30H 1 MOMETA30H — C BPEMEHHbIM
ynydyweHnem. O60CTPEHUS KOXHOro npouecca oTMevanucb
B XonoaHbli nepuoa. Yeped 10 neT KOHCYNbTMPOBaH Ha
Kadeape LepMaTOBEHEPONOrUU U KOCMETONOMMU MEAMLMH-
CKOro yHuBepcuTeTa. [MarHo3 «aTtonu4yeckun pepmatur»

Obll UIBMEHEH Ha «MCcOpua3d ANCCEMUHUPOBAHHbLIN, AKCCyaa-
TUBHbIW, Nanyne3Ho-65wWeYHbln, dasa nporpeccupoBaHms,
TsKenaa cragus». MNauueHT rocnutanuMsvpoBaH B CTauMo-
Hap, C Tex Mop HEeOAHOKPATHO HaXxoAu/ics Ha cTauMoHap-
HOM NIEYEHUN B KIIMHUKE KOXKHbIX 60Me3HEN MEAMULMHCKOro
YHUBEPCUTETA B CBA3K C OTCYTCTBMEM addeKTa OT Tepanuu,
npPoBOAMMON Ha ambynaTopHoMm aTane. Mo noBogy ncoprasa
B CTauuoHape nofydan auuTtpetuH 20 Mmr/cyT B TeyeHue
35 cy1, UVB-Tepanuto, Ae3WHTOKCMKALIMOHHbIE CPEACTBA,
renaTtonpoTEKTOPbI, HAPYXHO — 6eTaMeTa3oH C KanbLumno-
Tpuonom. ocne NPOBOAMMON Tepanuu MPOLLECC Ha KOoXKe
paspellancd ¢ nocneayoulen pemmuccunen go 4-5 mec.

AHamHe3 n3Hu. OcTpble pecnupaTopHble MHOEKLUU
(4acTo), BeTpsiHaa ocna, 3K30reHHO-KOHCTUTYLMOHaNbHas
3ajeprKa dM3nyecKoro pa3euTus, KucTa beikepa npasoro
KOJIEHHOr O cycTaBa.

CemelHbI aHamHe3. PebeHOK OT BTOPbIX CPOYHbIX
pofoB. HacneactBeHHOCTb NO Ncopuasy oTarouleHa: y otua
MaTtepun — 6asWeYHbIn Nncopuas.

dusmkanbHas AUarHocTuKa

Mpu nocTynaeHunM naToNOrMYecKMM MpoLecc Ha Koxke
HOCWN pacnpocTpaHeHHbIn xapakTep (puc. 1, a, 6). Mo Bcemy
KOXXHOMY MOKpPOBY — AnddY3HbIE O4aru aputemsl U Bblpa-
KEHHOW WMHOUNBbTPALMK, C HEYETKUMWU KOHTYpamu, LOCTH-
ratowue pasmepoB 20-30 cm B anamertpe. Ha noBepxHo-
CTW 04aroB — OOWJIbHOE KPYMHOMIACTUHYaTOE WenyleHne
cepebpucTo-6ebIMU YellyMKaMKu, MHOXECTBEHHbIE Yellyn-
KO-KOPKM FPSI3HO-CEPOro LiBeTa, NPOnUTaHHbIe 3KCCYAaTOM.
B o6nactu xuBOTa U CNMHbI — MHOIOYUCIEHHbIE MENKKe
NyCTyNbl C HANPSXKEHHOM MOKPbILLIKOW, CIMBAIOWMUECH MEXAY
cobon, Ha doHe OoTevyHOW 3puTeMbl. Ha BonocucTon 4Hactu
roN0Bbl ONpeaensitoTCs y4acTKM 3pUTEMbl SPKO-PO30BOro
LBeTa, C YETKUMMMK POBHLIMM FPaHMLLaMu, pasamepom 4o 3 cMm
B AMaMeETPe, OKPYXKeEHHble MPUNOAHATLIM nepudeprnyeckum
BaJIMKOM, COCTOSILLMM M3 MWUAMAPHbLIX Nanyn u Be3ukyn. Ha
NOBEPXHOCTU — NyCTyNe3Hble abdNopecLeHLUM C MyTHbIM
cofepxumbiM (puc. 2). Mpu ocmoTpe B Nydyax namnbl Byaa
B 061aCT NopaxeHns Ha BOIOCMCTOM YaCcTU roNoBbl BU3ya-
NM3npyeTcs ApKoe canatoBoe ceeveHune (puc. 3), Ha rMmagKon
KOXKe 3eN1eHOBAaTO-KeNToe CBEeYEHNE OTCYTCTBYET.

MpeaBapuTenbHbi AUArHo3

lMcopnas reHepann3oBaHHbIA, MNYCTyNe3HbIK (TUN
Llym6ylwia), Taxkenaa cragus, d¢asa nporpeccMpoBaHus, nap-
umanbHasa aputpoaepmus. L40.1.

AnHamuKa u ucxopbl

Mpun o6cnegoBaHMK B CTauMoHape BbISIBJEHO MOBbILe-
Hne CO3 go 17 mm/d, akTnBHOCTM AJTIT — 0 62,5 MMonb/n.
Mpy1 MMKPOCKOMMYECKOM MCCeA0BaHMM Ma3KOB C 04aroB Ha
BOJIOCMUCTOM 4YacCTW roNoBbl OGHAPYKEHbI MULENUIA U CMOPbI
rpnéoB poga Microsporum.

MpoBeaeHO KOMMIEKCHOE neyvyeHue, BKIOYalolee
CUCTEMHbIE TIIOKOKOPTUKOCTEPOUAbI (AEKCamMeTa3oH Mo
12 mr/cyT B/B KanenbHO C NOCAEAYIOWNM CHUXKEHWEM A03bl
Ha 4 mMr/cyT B/M Kaxable 3 AHA A0 MOSIHOW OTMEHbI), ued-
TprakcoH 1,0 2 pasa/cyT B/M B Te4yeHue 7 CyT, MeToTpeKcaT
7,5 mr/Hen n/k N® 3 B coyeTaHun ¢ npuemMom donneBon
KUCNOTbl, rpn3eodynbBUH 16 Mr/Kr B CYT, HAPYXXHO — KJ10-
TPMMas0, rMAPOKOPTM30Ha ByTHpaT.

B pesynbrate Tepanuu NycTyfbl UCYE3AN Ha 8-V [eHb,
WwenyweHne 3Ha4yuTeNbHO YMEHbLIMAOCh Ha 12-h fAeHb
M ncyes3no Ha 26-n aeHb. MHOUNbTpauus paspelunnach
K 21-My AHIO0 neyeHus. MonHoe paspelleHne apuTemMbl KOH-
cTaTMpoBanu Ha 35-# aeHb (puc. 4, 5). 0OgHOBPEMEHHO B 3TOT
CPOK 6blNI0 JOCTUTHYTO KIMHWKO-NabopaTopHOe paspelue-
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KnuHuyeckoe HaGaoaeHue

Puc. 1 (a, 6). MauuneHT b., KNnuHKMYecKkune npossneHus MM
[10 neveHus
UcToyHuK: Bakynes A.J1. n coaBrt., 2021.

Fig. 1 (a, b). Patient B., clinical signs of GPP before treatment
Source: Bakulev A.L. et al., 2021.

Puc. 3. MNauueHT b., cneumdunyeckoe cBeveHne o4aros
MMWKPOCMOpKM B Nlydax namnbl Byaa
UcTouHuK: bakynes A.J1. n coaBT., 2021.

Fig. 3. Patient B., specific glow of microsporia foci in Wood’s lamp rays
Source: Bakulev A.L. et al., 2021.

HWEe 04aroB MMKPOCMOpUK (MPW TPEXKPATHOM MCCIeAoBaHUK
naToNOrMYecKoro mMatepuvana — YelwyeK KOXHU, BONOC —
rpmbbl He HanheHbl, B iydax namnbl Byga cneunduyeckoro
cBeyeHus HeT). BobinucaH ¢ paspelweHvem npouecca Ha
Koxke. B HacToslee Bpems HaxoanTCs B PpEMUCCUM Ncoprasa
(anmTensbHocTbio 10 mec).

KnuHuyeckunit/oKoH4YaTeIbHbIA AUArHO3

lcopnasd reHepann3oBaHHbIK, MYCTyNE€3HbIA (TUN
Lymbywa), Taxenaa cragusa, dasa nporpeccupoBaHus,
napuunanbHas aputpogepmus. L40.1. Mukpocnopusa BOJO-
CUCTOM YacCTW roNoBbl, MHOUNBTPATUBHO-HAarHoUTEAbHas

dopma.

MporHos

B OTHOWEHUN MUKPOCMNOPUM MPOTrHO3 6GNaronpPUATHbLIN.
Mo ncopnady — NPOrHO3 COMHUTENbHbIN (BMOIHE BO3MOXHO
peuManMBMpoBaHME gepMarto3a, BOB/eYeHne B natonormye-
CKMI NMpoLLecc ONopHo-ABUraTeNbHOro annapara).

Puc. 2. MNauuneHT b., KNMHKUYECKME NPOABIEHUA MUKPOCMOPUU
[10 neveHus
McTouHuk: bakynes A.J1. 1 coaBrT., 2021.

Fig. 2. Patient B., clinical signs of microsporia before treatment
Source: Bakulev A.L. et al., 2021.

Puc. 4. MNauueHT b., Puc. 5. MNMauueHT B., pa3pelweHne
paspeluerue npoasnaeHuin MMM npossnexunn MM 1 MUKpocnopum
nocne nevyeHus rnocne nevyeHus

McTouHuk: bakynes A.J1. u coaBT., cTouHMK: Bakynes A.J1. u coaBT.,

2021. 2021.

Fig. 4. Patient B., GPP Fig. 5. Patient B., GPP and
manifestations after treatment ~ microsporia manifestations after
Source: Bakulev A.L. et al., treatment

2021. Source: Bakulev A.L. et al., 2021.

OBCYXAEHHUE

B natoreHese Kak [T, Tak U UHGUNLTPATUBHO-HArHOM-
TENbHON MUKPOCMOPWUU BOSIOCUCTOM HYacTU rONI0BbI, MPUOPH-
TETHYIO POJib UrPaIOT pasnyHble UMMYHONOMMYECKUE CLABUIH,
B YaCTHOCTU CO CTOPOHbI LIUTOKMHOBOIrO 3BEHa CUCTEMbI
UMMYHUTETa. BbipaxeHHble HapyleHWs anuaepmalibHOro
6apbepa y pebeHKa ¢ reHepanM3oBaHHbIM MyCTYNEe3HbIM NCO-
pras3oM Crnoco6CTBOBaIN Pa3BUTUIO TPUOKOBOM MHOEKLIUK.
PazButne MHOUNLTPATUBHO-HArHOMTENbHON GOPMbI MUKPO-



Crnopuv y nauueHTa, BEPOSTHO, CTaNo BO3MOXHbIM Ha GoHe
MMeEBLUENCH HENUTPODUIIbHON MHOUABTPALMKW KOXKMK, CTasla
W pacWwupeHns COCyaoB B AepMe, Ype3MepHOW aKTuBauuu
npoBocnanuTenbHblX LMTOKMHOB. Y4uTbiBas BO3pacTHble
OrpaHMyeHunst n HexenatenbHble aPdeKTbl Ha3HavyeHus psaaa
CUCTEMHbIX @aHTUMWKOTUKOB NpPW Ncopuase, rpuseodynbBuH
noKasas BbICOKMK Npodusib 3GHEKTUBHOCTU M 6e30nacHo-
CTV NIe4YEHUS UHDUNBTPATUBHO-HArHOUTENbHOM MUKPOCNOPUK
B [aHHOM K/MHMYECKOM Chyyae, Aaxke HeCMOoTpsl Ha napan-
nenbHoe KOMBGUHUPOBAHHOE UCNONb30BaHUE «arPeCcCUBHbIX»
CUCTEMHbIX UMMYHOCYNPECCHUBHbIX IEKaPCTBEHHbIX CPEACTB.

3AK/TIOYEHUE

MpeactaBneHo onucaHue crydyas pasBUTUA TAKEoM
HbopMbl MMKPOCTOPHUM BOSIOCMCTOR YacTU rofioBbl Y PeGeH-
Ka C reHepasn3oBaHHbIM MyCTy/e3HbIM McoprMasom Tuna
Liym6ywia. KoM6UHMpOBaHHaa Tepanus CUCTEMHbIMKU H0-
KOKOPTUKOCTEpOMAaMK, METOTPEKCaToM, aHTUBUOTUKaMMU
U rpu3eodynbBUHOM MPUBENa K PaspelleHnio Kak Mnycry-
Ne3HOro ncopuasa, Tak U UHOUILTPATUBHO-HArHOUTENbHOWM
MUKPOCTIOPUM.

WHO®OPMUPOBAHHOE COINIACUE

OT MaTepu NaLmeHTa Noay4eHo NMcbMeHHoe MHHOPMUPO-
BaHHOe A06GPOBO/IbHOE corflacue Ha NyGiMKaLmMio onucaHus
KIMHWUYECKOro C/lyyasi, @ TaKXe UCrnosib3oBaHWe u ny6nvKa-
LMI0 ero MeMLMHCKUX AaHHbIX, pe3ynbTaTtoB 06cnefoBaHus
W nevyeHus (gata noanucanua — 25 despana 2021 r.).

INFORMED CONSENT

Patient’s mother has signed written voluntary informed
consent on publication of clinical case description and usage
of his medical data, diagnostic and treatment results (signed
on February 25, 2021).

UCTOYHUK ®PUHAHCUPOBAHUA
He ykasaH.

CMUCOK JINTEPATYPbI / REFERENCES

1. Hoegler KM, John AM, Handler MZ, et al. Generalized pustular
psoriasis: a review and update on treatment. J Eur Acad Dermatol
Venereol. 2018;32(10):1645-1651. doi: 10.1111/jdv.14949

2. Marrakchi S, Guigue P, Renshaw BR, et al. Interleukin-36-
receptor antagonist deficiency and generalized pustular psoriasis. N
Engl J Med. 2011;365(7):620-628.

3. Johnston A, Xing X, Wolterink L, et al. IL-1 and IL-36 are
dominant cytokines in generalized pustular psoriasis. J Allergy Clin
Immunol. 2017;140(1):109-120. doi: 10.1016/j.jaci.2016.08.056
4. Hussain S, Berki DM, Choon SE, et al. IL36RN mutations
define a severe autoinflammatory phenotype of generalized pustular
psoriasis. J Allergy Clin Immunol. 2015;135(4):1067-1070 e9.

5. Berki DM, Liu L, Choon SE, et al. Activating CARD14 Mutations
Are Associated with Generalized Pustular Psoriasis but Rarely
Account for Familial Recurrence in Psoriasis Vulgaris. J Invest
Dermatol. 2015;135(12):2964-2970.

6. Onoufriadis A, Simpson MA, Pink AE, et al. Mutations in IL36RN/
ILLF5 are associated with the severe episodic inflammatory skin
disease known as generalized pustular psoriasis. Am J Hum Genet.
2011;89(3):432-437.

7. Namba C, Murakami M, Hanakawa Y, et al. Infantile generalized
pustular psoriasis: successful disease control with intermittent
etretinate. J Dermatol. 2014;41(5):403-406.

8. Horreau C, Pouplard C, Brenaut E, et al. Cardiovascular morbidity
and mortality in psoriasis and psoriatic arthritis: a systematic litera-
ture review. J Eur Acad Dermatol Venereol. 2013:27(Suppl 3):12-29.
9. Mehta NN, Azfar RS, Shin DB, et al. Patients with severe
psoriasis are at increased risk of cardiovascular mortality: Cohort
study using the General Practice Research Database. Eur Heart J.
2010;31(8):1000-1006.

10. Jin H, Cho HH, Kim WJ, et al. Clinical features and course of gen-
eralized pustular psoriasis in Korea. J Dermatol. 2015;42:674-678.

FINANCING SOURCE
Not specified.

PACKPbITUE UHTEPECOB

A.Jl. BakyneB — npoBeAeHME KIIMHUYECKUX UCCNEeao-
BaHMW COBMECTHO ¢ KommnaHuamu MSD, Janssen, AbbVie,
LEO Pharma, UCB, BIOCAD, Dr. Reddy's Laboratories Ltd.,
Novartis, AMGen, Galderma, BEPO®APM, Pfizer, UCB.
JKcnepTHas oueHKa AaHHbIx ans komnaHui Eli Lilly, Janssen,
AbbVie, LEO Pharma, UCB, BIOCAD, Novartis, AMGen,
Galderma, Zeldis Pharma. YteHre foKnagoB AN KOMMNaHUM
Eli Lilly, Bayer, MSD, Janssen, AbbVie, LEO Pharma, UCB,
BIOCAD, Dr. Reddy's Laboratories Ltd., Novartis, Galderma,
BEPO®APM, Pfizer, AAPAH (JGL), Zeldis Pharma.

OcTanbHble aBTOPbI CTaTbM MOATBEPANSIM OTCYTCTBME KOH-
GNNKTa MHTEPECOB, O KOTOPOM HEOBXOAMMO COOBLLNTD.

DISCLOSURE OF INTEREST

Andrey L. Bakulev — conducting clinical studies with
such companies as MSD, Janssen, AbbVie, LEO Pharma,
UCB, BIOCAD, Dr. Reddy’s Laboratories Ltd., Novartis, AMGen,
Galderma, Veropharm, Pfizer, UCB. Scientific assessment of
data for Eli Lilly, Janssen, AbbVie, LEO Pharma, UCB, BIOCAD,
Novartis, AMGen, Galderma, Zeldis Pharma. Lecturing for
Eli Lilly, Bayer, MSD, Janssen, AbbVie, LEO Pharma, UCB,
BIOCAD, Dr. Reddy’s Laboratories Ltd., Novartis, Galderma,
Veropharm, Pfizer, Jadran (JGL), Zeldis Pharma.

The other contributors confirmed the absence of a report-
able conflict of interests.

ORCID

A.Jl. BaKkyneB
https://orcid.org/0000-0002-1450-4942
C.C. KpaBueHs
https://orcid.org/0000-0002-0400-7846
U.A. UroHUHa
https://orcid.org/0000-0003-0510-9534

11. Choon SE, Lai NM, Mohammad NA, et al. Clinical profile,
morbidity, and outcome of adult-onset generalized pustular
psoriasis: Analysis of 102 cases seen in a tertiary hospital in Johor,
Malaysia. Int J Dermatol. 2014;53(6):676-684.

12. Tay YK, Tham SN. The profile and outcome of pustular psoriasis
in Singapore: A report of 28 cases. IntJ Dermatol. 1997;36(4):266—
271.

13. Zelickson BD, Muller SA. Generalized pustular psoriasis: A
review of 63 cases. Arch Dermatol. 1991;127(9):1339-1345.

14. Robinson A, Van Voorhees AS, Hsu S, et al. Treatment of
pustular psoriasis: from the Medical Board of the National Psoriasis
Foundation. J Am Acad Dermatol. 2012;67(2):279-288.

15. Yi-Wei Huang, Tsen-Fang Tsai. Pharmacological Management of
Pediatric Pustular Psoriasis. Paediatr Drugs. 2020;22(3):265-277.
doi: 10.1007 /s40272-020-00383-6

16. Gooderham MJ, Van Voorhees AS, Lebwohl MG. An update
on generalized pustular psoriasis. Expert Rev Clin Immunol.
2019;15(9):907-919. doi: 10.1080/1744666X.2019.1648209
17. Levin EC, Debbaneh M, Koo J, et al. Biologic therapy in erythro-
dermic and pustular psoriasis. J Drugs Dermatol. 2014;13(3):342—-
354.

18. Imafuku S, Honma M, Okubo Y, et al. Efficacy and safety of
secukinumab in patients with generalized pustular psoriasis: A 52-week
analysis from phase Il open-label multicenter Japanese study. J
Dermatol. 2016;43(9):1011-1017. doi: 10.1111/1346-8138.13306
19. Sakai H, Nomura W, Fukushima H, et al. Terbinafine-
induced generalized pustular psoriasis in a patient carrying
CARD14 mutation. J Dermatol. 2019;46(3):110-112. doi:
10.1111/1346-8138.14608

20. Kim BS, Jang HS, Jwa SW, et al. Generalized pustular psoriasis
and hepatic dysfunction associated with oral terbinafine therapy. J
Korean Med Sci. 2007;22(1):167-169.

CURRENT PEDIATRICS /2021 /V.20 /N° 5

7

BOMPOCbI COBPEMEHHOM MEAUATPUU / 2021 / TOM 20 / N2 5



