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O6ocHoBaHue. CuHapom CBUTa — pefKoe BocnaauTesibHoe 3abo/ieBaH1e U3 rpyrnbl HEUTPOPUIIbHbIX JePMaTO30B, XapaK-
TepuU3YyIoLLEeECs rMNeprnpoayKUnes npoBOCainTe/bHbIX LUMTOKMHOB. OnucaHue KIMHUYeCKOro ciay4das. Y pebeHka, BO3-
pact 1 rog 3 mec, ¢ HanpaBuUTe/IbHbIM AMarHo3oM «[aHrpeHo3Has nNMoAepMusl» YCTaHOBJIEH KIIMHUYECKWI anarHo3: «OCcTpbii
PebpuIbHbIN HENTPOPUIbHbIN AepMaTo3 CBuTa». C Le/blo YTOYHEHUS] AMarHo3a npoBEAEHO MOJIEKYSIPHO-reHETUYECKOEe
ucenegoBaHMe — MoJIHO9K30MHOE CEKBEHMPOBaHME BEHO3HOW KPOBW NauyueHTa u ero matepu, B pesysbrare KOToporo
Yy 060mx B 3K30He 26 reHa UBAL 6b11 BbISIBIEH HYKNEOTUAHbLIN BapuaHT ¢.3061C>T. B CBA3M C TAKECTbIO MaToO/I0rM4ECKOro
KOXHOro rpouecca, BbICOKON KOHLIEHTpaUunen UHTepIeNnKUMHOB 1 1 6, a TakKe B COOTBETCTBUM C OINbITOM BEAEHUS TaKuX
nayMeHToB, OMMCaHHbIM B MEAMLIMHCKOM uTepaTtype, noaTarHo npoBeAeHa Teparnus rnpenapatamu MeTUINPenHN30/I0H,
AarcoH, ToaunuTMH1MG, aHakMHpa, PYKCOMTMHUG. Ha oHe nederHms oTMevasiach CTOMKas PEMUCCHUST KOXXHOMO NaTosoru-
yecKoro rpouecca. 3aknr4deHune. [lpeactaBieH KIMHUYECKNI Cy4an OCTPOro ¢pebpuabHOro HeNTPOPUIbLHOIro gepmMmaTto3a
Csura. [poaeMOHCTpUpPOBaHb! pe3ybTaThbl yCeLHON MEAUKaAMEHTO3HON Teparmu.

Knro4yeBble cnoBa: cuHapom CBuTa, HENTPOGUIIbHbIN AepMaTos, ayToBoCcnaanTe/lbHble 3a601eBaHUs, METUIINPEAHNI0/IOH,
aHakuHpa, TopaynTMHUG, JeTn
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NeoHoBa M.A,, MNaBnoBa E.C., ABegoBa A.{. Je6toT ocTporo ¢pebpunbHOro HeMTpodunbHOro gepmartosa Ceuta y pebeHka
nocne nepeHeceHHoro COVID-19: KAWHWYECKMW crydan. Bornpockl coBpemeHHou neanatpumn. 2025;24(4):.246-254.
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OBOCHOBAHME

OcTpbin  GebpuUNbHbIN  HEUTPOPUIbHBLIM  AepmaTo3
Csuta (nanee — cuHapom CBuTa) — peakoe MHorodakTop-
Hoe BocnanutenbHoe 3abosieBaHuWe. BnepBble onucaHo
B 1964 r. rpynnov Bpayewn nog pykoBoactBoM Pobepta
Oyrnaca Csuta [1]. CornacHo AaHHbIM nUTEpaTypbl, CUH-
apom CBuTa AMArHOCTUPYIOT NPENUMYLLECTBEHHO Y XEHLWMUH
B Bo3pacte 30-60 net [2]. YacToTa cny4yaeB CUHApPOMa
cpeau aeTer 4OCTOBEPHO HEM3BECTHA.

PazButne cuHapoma CBMTa accouLMMpPOBAHO C runep-
NpoayKLUMen npoBocCnanuUTebHbIX LIMTOKMHOB (MHTEpPNen-
knHoB (IL) 1, 6, 8, daKTopa HeKpo3a onyxonu anbda
(TNF-a), uHTepdepoHa ramma (IFN-vy)), nHayuupyiowen
XEMOTaKCUC 3pesblXx HEWTPODMIOB B AepMy U GOpPMUPO-
BaHWe MHbUNLTpMpPOBaHHbIX nanyn [3, 4]. CuHapom CeuTa
XapaKTepmnayeTcss MHOroo6pas3Hov KIAMHWUYECKOW CUMMTO-
MaTUKOW, 4TO onpeaensieT CAOXKHOCTb AnddepeHumnanb-

HOWM AMArHOCTUKM C APYrMMKM 3a60fieBaHUSAMU U3 TPynnbl
HeWTPOPUNbHBIX AepMaTo30B. [N cMHAPOMa xapaKTepHbI
HenTpodUbHbIM Aepmato3 ¢ deHoMeHoM naTeprum [5],
NPOSIBNEHUSA NaHHWKyAUTa [6], MPU3HAKU CUCTEMHOIO BOC-
nanuTenbHOro OTBETa — peunauMBupylolwas Mxopagka,
NOBbILEHNE KOHLEHTPALUMN B KPOBM MapKepPoB BOCMNaieHns
(CO9, C-peakTtnBHOro 6enka, ¢pepputuHa) [4], npoBocna-
NUTENbHbIX LMTOKMHOB [3], a TaKkKe pas3BUTUE MUENoaMC-
niaactMyeckoro cuHgpoma [7] v maHudecTaumsa OCTporo
nenko3sa [8]. KoHceHCyC B OTHOLEHUW AUArHOCTUKHK U nede-
HUS NauneHTOB ¢ cuHapomom CeuTa He cbopmupoBaH. Bee
NpeacTaB/ieHNUs O BEAEHWWU TakKnx GOJIbHbIX OCHOBaHbl Ha
KNUHUYECKMX HabNoaEeHUSIX.

Manudectaumns cuHgpoma CeuTa MOXKET UMETb MAMO-
naTM4ecKUM XxapakTep, OAHaKo 4aule Ae6loT 3aboseBa-
HUS accoLMMpoBaH C NepeHeceHHbIMU UHPEKLIMOHHBbIMU
3aboneBaHUAMM 1 NapaHeoniacTU4eCKUM npoueccom [9].



K paHHUM NposiBNEeHUAM CUHAPOMa OTHOCAT OCTPOE Hayaso
C noAbeMOM TemnepaTtypbl 40 Ge6pPUNbHbIX LUDP, 60NE3HEH-
Hbl€ BbICbINaHUSA B BUAE MHOUALTPUPOBAHHLIX Nanyn, y3en-
KOB, ON5lIEK, NOKaNM30BaHHbIX B OO/bLWNHCTBE ClyYaeB
B 06/1aCTU NLA, TYI0BULLA U BEPXHUX KOHEYHOCTEWN, peXKe —
aptpanruu [10]. Mo gaHHbIM NabopaToOpPHbIX UCCNEeA0BaHUN
OTMeYaloTCs HEMTPODUIbHbIM NENKOLMTOS, NOBbIWEHNE KOH-
LLeHTpauuMm MapKepoB BocnaneHus [4].

KaKk npaBuno, npMMeHeHWe CUCTEMHbIX [NTIOKOKOPTH-
KOngoB npu cuHapome CBuTa 6€3 OTArOLWEHHOM KOMOP-
6MaHOM naTonornmM no3BOASET A0O6UTbCA KIMHWMYECKOro
ynyqyweHus. lNaToreHeTuyecKas Tepanus HENTPOPUIbHbIX
[epmMaTo30B BK/OYaeT NMpPUMEHEeHUe TeHHO-UHKEHEPHON
6uonornyeckon Tepanuun uHruéutopamm IL-1 (aHakuHpa,
KaHaKuHymab) u IL-6 (Tounnndymab), B HEKOTOPbIX Chy-
Yasx BO3MOXHO MNPUMEHEHUE WHITMOUTOPOB KaNbLMHEB-
pyHa (LUMKIOCMOPKUH, TAKPOIMMYC), a TaKXe npoBeleHue
aNNoreHHoON TpaHCMNaHTaUnun reMono3aTUYECKUX CTBOJIO-
BbIX KneToK [11, 12]. OnucaHo npuMeHeHne azauuTuamHa
y B3POC/bIX NaLWEHTOB C COYETAHHbIM MWeNogucniacTu-
YyeckuM cuHapomom [13, 14]. Tem He MeHee, B CBS3M
C TSIKECTblO HEWTPOPUIbHBLIX AEPMATO30B KIMHUYECKUN
OTBET B HEKOTOpbIX ciy4yasax GbiBaeT HeAoCTaTO4YHbIM, YTO
obycnosnuBaeT HEO6XOAUMOCTb NPOBEAEHUA KIMHUYECKUX
nccneaoBaHUM Ans NOWCKa HOBbIX MULIEHEW TapreTHowM
Tepanun 60MbHbIX.

HecmoTps Ha pa3Hoo6pasune TepaneBTUYECKUX MOAXO-
[10B, /le4eHne nauMeHToB C peuuanBupyowmMmn dopmamm
cuHapomMa CBuTa, a TaKKe NPU HaNNYMM reMatoNorm4yecKux
HapyweHun 3a4acTyto npobaemaTuyHo. B JaHHOM KOHTEKCTe
npeacTtaBnseT MHTEPeC NPUMEHEHNE CUCTEMHBIX MHIMOUTO-
poB fHyc-KnHa3 (JAK), BO3AeNCTBYIOWMX Ha naTtoreHeTnde-
CKM 3Ha4YMMble NPOBOCMaNUTENbHbIE CUTHA/bHbIE NYTHU.

B paHHOM cTaTbe BNepBble B UTepaType OnucaH cnyvyamn
YyCNEWHOro NPUMEHEHUS PYKCOIMTUHUOA — CENEKTUBHOIO
nHrnéutopa JAK-1 n JAK-2 — y nauueHTa ¢ CUHAPOMOM
CeuTta. lNpenapaT NpPOAEMOHCTPUPOBAN BbICOKMM KIWHU-
YeCKMN 3PbEKT € KynMpoBaHUEM JIMXOPAAKU U KOXKHbIX

NPOSIBIEHNN, @ TaKKe CTOMKOW peMUCCUEN MPU OTCYTCTBUM
BblpaXeHHbIX NOBGOYHbIX SBAEHUN.

Taknum 06pa3om, NpeAcTaBAEHHbIA KIMHWUYECKUA MNpU-
Mep NoAYepKUBaET NoTeHunanbHyto ponb JAK-UHrMbuTopos
B Tepanuu cuHapoma CBuTa, 0COGEHHO B pedpaKTepHbIX
K CTaHAapTHOM Tepanuu cryyasX, U OTKPbIBAET NEPCNEKTUBSI
ONa JanbHEeWWnX MUCccneaoBaHWm No M3ydYeHuto addeKTmB-
HOCTM M 6€30MacHOCTM AaHHOro Knacca npenapaToB B paMm-
Kax KOHTPONIMPYEMbIX KIIMHUYECKUX UCCNeOBaHWUNM.

KNUHUYECKUHA NPUMEP

O nauueHTe

[eBoyka, Bo3pacTt 1 roa 3 mec, BnepBble MOCTyMNu-
na B otgeneHne gepmatonormn HMWLU, 3gopoBbs peten
(r. MockBa) ¢ »xanobamu Ha pacnpoCcTpaHEeHHbIE BbICbINaHWA
B BWAE 0O4YaroB 3pPO3UBHO-A3BEHHOr0 XapaKkrepa, NOBbl-
lieHWe Temnepatypbl Tena, 6ecrnoKOMNCTBO, pas3apaxKuTeb-
HOCTb, HapyLLUEHWE CHa.

AHamMHe3 6os1e3HMU. Co cnoB MaTepu, pebeHoK 60oseH
¢ Bo3pacTa 1 roga 2 mec, Korga nocne paHee nepeHeceHHo-
ro COVID-19 (B Bo3pacTe 1 roga 1 mec) BNepBble OTMETUN
nosiBNeHne y3eflka Ha 3ajlHen NOBEePXHOCTM npaBoro 6eapa.
XWpyprom no MeCTy MUTeNbCTBa YCTAHOBJ/IEH AMArHO3:
«PypyHKyn», NPOBEAEHO BCKPbITUE U APEHMPOBAHME y3enKa.
OaHaKo paHa B TeYeHue nocneayolmx 2 Mec He 3a)XuBana.
Pe6eHOK Obl rocnuTann3uMpoBaH B XMPypruyeckoe oTae-
NleHne ¢ auarHosom: «BanorpaHynupyiollas paHa 3agHen
NOBEPXHOCTM MpaBoro 6eapa, COCTOSIHWE MOC/e BCKPbITUS
FHOMHWKa». BbINONHEHO AOMOMHUTENBHOE WCCEYEHWE rpa-
HY/IMPYIOLLEN paHbl, Ha3Ha4yeHa aHTMOMOTMKOTepanusa. 3a
BpemMsl rocnuTannadalmm CO CTOPOHbI KOXHOMo npolecca
oTMeYanacb oTpuuateNnbHas AMHaMUKa B BUAE YBENUYEHMS
B pa3mMepe MMEIOLMXCS 04aroB, MOSIB/EHUS HOBbIX BbICbl-
naHWn, B TOM 4YUCe B MeCTax NPOBEAEHUS MHBEKLMM aHTK-
OVMOTUKOB M B3ATWS KPOBM (beHOoMeH nateprum). MayneHTka
KOHCYNbTUPOBaHa [epmaTofioroM, NpeanofioXeH AuarHo3:
«[aHrpeHo3Hasa nuoaepmus». HasHavyeHa Tepanusa npeaHu-
30/10HOM B A031poBKe 10 Mr BHYTPUBEHHO 1 pa3 B CyTKM
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Acute Febrile Neutrophilic Dermatosis (Sweet Syndrome) Onset
in a Child After COVID-19: Case Study

Background. Sweet syndrome is a rare inflammatory disease from the group of neutrophilic dermatoses, characterized by
proinflammatory cytokines hyperproduction. Case description. A child, 1 year 3 months old, with referral diagnosis of “Pyoderma
gangrenosum” was diagnosed: «Acute febrile neutrophilic dermatosis. Sweet syndrome». Molecular genetic testing was carried out
to clarify the diagnosis: whole-exome sequencing of venous blood from the patient and his mother. As a result both of them had
nucleotide variant c.3061C>T in exon 26 of the UBA1 gene. Step-up therapy with methylprednisolone, dapsone, tofacitinib, anakinra,
and ruxolitinib was administered due to pathological skin process severity, high interleukins 1 and 6 levels, and according to the
experience in management of such patients described in medical literature. Sustained remission of the skin pathological process
was noted on treatment. Conclusion. Case study of acute febrile neutrophilic dermatosis (Sweet syndrome) is presented. Results of
successful drug therapy are shown.
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Clinical Observation

KnuHuyeckoe HaGnopeHue

B TeyeHue 10 cyT, TOMMYECKMMM KOpTUKOcTepouaamu. Ha
poHe neyeHUs oTMevanacb BPEMEHHas MONOXKUTeNbHas
OvHaMuKa. o OKOHYaHWKM Kypca CUMCTEMHbIX MIIOKOKOPTUKO-
MaoB 6bI10 OTMEYEHO 060CTPEHME KOXKHOMO NaToorMyecKo-
ro npouecca. [lanee 6bina npoBedeHa TenemMeauLMHCcKas
KOHCY/bTaLMsa C COTPYAHWMKaMW OTAENEeHWs AepMaTonoruu
HMMWL, 3n0poBbs aeTen, yCTaHOBNIEH KIMHUYECKUI AnarHos:
«HenTpodunbHbIM fepmaTtos (L98.2)». MNauneHTKa 3KCTPEHHO
rocnuTanManMpoBaHa B oTaeneHue gepmatonormn HMWL,
3[0pOBbS AETEN.

AHamMHe3 XM3HMU. PebeHOK OT BTOpOW 6epeMeHHOCTU
(6€e3 0CNoXKHEeHUI), NepBbIX eCTeCTBEHHbIX POAO0B. Poc 1 pas-
BMBa/ICA B COOTBETCTBMM C BO3pacToMm. HacnenctBeHHbIn
aHaMmHe3: y maTepu pebeHKka — cebGoperHbIn AepMaTuT.
ANnepronorMyecknii aHaMHe3: He OTArOoLLEH.

dusukanbHaa AMarHocTUKa

Mpu ocMmoTpe obliee COCTOsIHUE TAXenoe, TemnepaTypa
Tena — 37,3 °C, macca tena — 10 kr, poct — 80 cm. Status
localis: KOXHbIM NaToONOrMYEeCKUn MpoLLecc pacnpocTpa-
HEHHbIW, OCTPOBOCMA/IMTENBHOIO XapaKkTepa, npeacraBneH
nanynamu, apo3usamMu, 93BaMu, JTIOKaIM30BaH Ha KOXe nuua,
TYIOBMLWA, BEPXHUX U HUXKHUX KOHEYHOCTeN. Ha Koxe nuua
B o6nacTtv nba v Haj BepXHen rybon MHOUIBTPUPOBaHHbIE
apuTemaTtosHble nanynbl 4o 0,5 cM B gMameTpe ¢ MeIKMMHU
3PO3USIMU Ha MOBEPXHOCTU C CEPO3HO-reMopparnyecKkum
oTAeNsieMbIM, Ha NOBEPXHOCTU CKYAHOE KOJIMYECTBO HEKPO-
TU3UPOBAHHbIX KOpo4yeK. Ha Koxe TynoBulla B o61actu
rpyav cnpaBa v XMBOTa CHWU3Y cieBa MHOUIBTPUPOBaHHbIE
3puTEMATO3HbIe nanyfbl 40 1 CM B AMAMETPE C MENKUMU
3PO3USIMW Ha MOBEPXHOCTU C CEPO3HO-rEMOppParnyecKkum
oTAeNseMbIM, Ha NOBEPXHOCTU CKYAHOE KOIMYECTBO HEKpPO-
TM3MPOBAHHbIX KOPOYEeK. Ha Koxe BepxHUX KOHe4yHocTewn

B 06/1acTM KybuTaibHbIX IMOK, 061acTh KUCTEW, B MecTax
npoBeAeHNs BHYTPUBEHHbIX UHBEKLUIM (beHOMEH naTeprum)
OTMeYaloTCH A3BEHHbIE NOparkeHns Ao 3—4 cM B guameTpe,
BO3BbILWIAOWMECH Ha[ YPOBHEM KOXM, C NOAPbLITbIMKU Basu-
KOOGpPa3HbIMKM KpasiMK SIPKO-KpacHOro LBeTa, B LEHTpe
o4yaroB Cepo3Ho-remMopparmyeckoe otgensemoe (puc. 1). Ha
KOXe npaBoW AroAuubl OTMEYaeTCcsi TMraHTCKas OKpyrnas
f3Ba pa3Mepom A0 7 CM B AnaMeTpe, BO3BbIWaloLLasacs Haa
YPOBHEM KOXW, C MOAPLITbIMU BaIMKOOOPa3HbIMKU KpasgMu
SIDKO-KPACcHOro LBeTa, B LIEHTPe 04aroB CEepo3HO-reMop-
parvyeckoe otgensemMoe. Ha Koxke npaBoro 6eapa c3aau
MMEETCS aHanornyHas a3Ba oBaNibHOW GOPMbl pa3Mepom
1o 10 X 15 cm (puc. 2).

MpeaBapuTeNbHbI JUArHo3
OcTpbin GebpunbHbIn HENTPODUbHLIM AepMaTo3 CeuTa.

JlaGopaTopHble uccaefoBaHUSA NPU NOCTYMJIEHUKN

KnuHMYeckun aHanua KpoBwu: remornobuH — 90 r/n
(Hopma 110-135 r/n), neikouutsl — 38,1 X 10°/n (Hop-
Ma 6-15 X 109/n), HenTpobunbl — 32,9 X 109/n (Hopma
1,1-5,8 X 10%/n), HelTpodunbl — 86,5% (Hopma 30—-33%),
TpoM6oLUUTEl 724 X 109/n (Hopma 150-580 X 109/n),
CO3 — 48 mM/4 (Hopma 2-20 MM/4), reMaTOKpUT —
27,7% (Hopma 33-39%), nuMmdouutsl 3,24 X 109/ (Hopma
4-10 X 109/n), numooumntsl — 8,5% (Hopma 45-70%),
303nHoPUNbl — 0,3% (Hopma 1-5%), He3penblie rpaHyno-
uMTbl — 0,93 X 109/n (Hopma < 0,05 X 109/n), Heapenble
rpaHynountel — 2,4% (Hopma < 1%).

Bbuoxummnyecknin aHanma KpoBu: C-peaKTUBHbIN BENOK —
63,4 mr/n (Hopma < 5 mr/n), IL-6 — 20,6 nr/mn (Hopma
0-7 nr/mn), deppnutuH — 110,5 Hr/mn (Hopma 12—67 Hr/mn),
weneso — 1,51 MKmonb/n (Hopma 7,2—-17,9 MKmonb/n).

Puc. 1. Pe6GeHoK, Bo3pacT 1 rog 3 Mec. f3BeHHble NopaxKeHus B 06nactut KUCTU (A) n nokTeBbIx crn6oB (b, B, ) (beHomeH nateprum)
Fig. 1. Child, 1 year 3 months old. Ulcerative lesions on the hand (A) and elbows bends (B, B, I') (pathergy phenomenon)

McTouHmK: MypalwkuH H.H. 1 coaBT., 2023.
Source: Murashkin N.N. et al., 2023.

Puc. 2. Pe6eHoK, Bo3pacT 1 roa 3 Mec. [MraHTCKue OKpyrible 93Bbl Ha KOXe npaBoro 6eapa (A, b) v npaBow sroauubl (B)
Fig. 2. Child, 1 year 3 months old. Giant round ulcers on the right thigh (A, B) and right buttock (B) skin

McTouHmK: MypallukvH H.H. 1 coaBT., 2023.
Source: Murashkin N.N. et al., 2023.




Koarynorpamma: ¢ubpuHoreH — 6,97 r/n (Hopma 1,62—
4,01 r/n), D-aumep — 0,7 mKr/mn (Hopma 0,09-0,53 MKr/mn).

AHTMTena knacca IgG K S-6enky SARS-CoV-2 —
3371 BAU/mn (Hopma < 0,8 BAU/mn).

lpoBefeHO reHeTUYecKoe WuccnefoBaHWe BEHO3HOM
KPOBM MaLMEHTKM METOAOM MOMHO3K3OMHOIO CEKBEHMPO-
BaHWS C Mocneaylowen nHtepnpetaumen noayvyeHHblX AaH-
HbIX Bpayom-reHeTMKom. B ak3oHe 26 reHa UBAZ1 (y6uk-
BUTUH-akTMBUPYOWMA 6enok; OMIM *314370) BbigBneH
HYKNEOTUAHbIM BapuaHT ¢.3061C>T (chrX:47214813C>T,
NM_003334.4; rs1423910714) B reTepo31MroTHOM COCTOSI-
HUW C HEM3BECTHLIM KIIMHUYECKMM 3HAYEHUEM, NPUBOASLLMA
K @aMWHOKMCNOTHOMY BapuaHTy p.R1021C.

CornacHo 6a3e gaHHbix OMIM, n3ameHeHnus B reHe UBA1
onucaHbl Yy NnaumeHToB ¢ cuHapomom VEXAS (OMIM #301054),
BO3HMKAOWMUM B pe3ynbTaTe COMaTUYEeCKUX MyTaLui,
a TaKXKe y nauneHToB ¢ X-CLENIeHHON CNUHaNbHOW Mbllley-
HoW aTtpodwmen, Tvn 2 (OMIM #301830), Hacnegyemon no
X-cLenneHHoMy peLeccuBHOMY TUMy. MNaToreHHblX, BeposT-
HO-MaTOreHHbIX U HYKNEOTUAHBIX BApUaHTOB C HEU3BECTHLIM
K/IMHUYECKNUM 3HayeHuem B reHe MEFV (kogupyeT 6enok
MapeHOCTPUH (MUPUH)) HE BbIABNEHO.

UHCcTpyMeHTanbHbie uccnefoBaHUs

[na noateBepxaeHua guarHo3da cuHgpoma CBuTa Gbina
npoBeAeHa guarHocTuyeckas 6GMONcus Koxu. Mo AaHHbIM
MOPGdONOrnMYecKoro uccnefoBaHus 6Guontata KOXu OTMe-
YEeHO HapylleHWe LEenoCTHOCTM anuaepmuca ¢ GopmMupo-
BaHMEM y6OKMX A3BEHHbIX aedeKToB. B gepme Ha doHe
BblpaXK€HHOro OTEKA U 3KCTpaBa3alMn 3PUTPOLIMTOB Habto-
fJanacb gnddysHasa nonMmMopdHoKneToYHass MHOUNLTPaLUS,
B COCTaBe KOTOpOW npeobnajann HEeMTpodUbHblE rpaHy-
NIOLMTBI, MECTaMu BbIIBASAACh NPUMECH MMIAHTCKUX MHOrO-
A0epHbIX KNeTOK. Ha oTaenbHbIX yHacTKax 06Hapy*KeHbl Nons
numbounTapHon MHdGUAbLTpauun (puc. 3).

Mpn MMMYHOrMCTOXMMUYECKOM WCCNEAOBaHWM B BOC-
nanuTeNbHoM MHPUNbLTPaTe MHOroYymMcneHHble CD3- n CD6G8-

NO3UTUBHbIE KNIETKK, B MeHblLern cteneHn — CD20 n CD79a.
Otmeyvanucb CD38- u MHoroyucneHHble CD10-no3uTUBHbIE
KNeTKkW. BocnanutenbHble KNETKU MPOHWUKAW B Aepmy
W runogepmMy u cHpOpMUPOBaIN CKOMEHUS BOKPYr aau-
nouMToB. OTMEYannucb MHOIOYUCIEHHbIE bCI2-NO3UTUBHbIE
KNneTkn. NHaekce nponvdepaumnmn Ki67 BbICOKMM B y4acTKax
Bblpa)EHHOM MPOAYKTMBHOW MHOMAbTpauuu. Tdt-peakuus
oTpuuaTtenbHas, nNpu oTpuuaTenbHOM KOHTpone (puc. 4).
3aK/o4YeHne: BbIB/IEHHbIE U3MEHEHUS He npoTuBopedaT
KJIMHUYECKOMY AMarHosdy cuHapoma Ceuta.

C Lenbto NUCKIOYEHNS MUENOANCINACTUYECKMX U MUENO-
nponudepaTMBHbIX 3aboneBaHU GblM NPOBEAEHbI cneay-
lolMe nccnefoBaHus: MarHMTHO-pe3oHaHcHas ToMmorpadus
BCero Tena, KOMMbloTepHas ToMorpadua opraHoB rpyaHoOM
KNeTKK, aHrmorpadus cocyaoB LIEeW, FPyaAHOM U GproLHON
nosiocTen, KONOHOCKOMMUSA, 330daroractpoayoaeHOCKonus,
YNbTPa3BYKOBOE MUcCCnefoBaHWe OpraHoB Majaoro Ttasa,
OPIOWHON MOMOCTU, COCYAOB HUMHUX KOHEYHOCTEW, No4YeK
M MOYEBOro nysblps, axoKapauorpadwus, TpenaHobuoncus
KOCTHOro Mo3sra. o pesynsratam nccnegoBaHuin MMenoanc-
nnactMyeckMe u muenonponudepatuBHble 3abofieBaHUA
Obl/TM UCKITIOYEHBI.

KnuHuyeckum gnarHos

OcHoBHOM anarHo3s: «CuHapom VEXAS ¢ ne6ioToM ocTpo-
ro ¢ebpunbHOro HenTpodunbHOro gepmatosa Ceutanr.

ConyTcTBYytOWMIM anarHos: <KenezogeduumtHasg aHemMUS
CpenHeN CTENEHU TAKECTH».

AuHamuKa 1 ucxogbl

B cBA3K c Tem, 4To cuHapom CBWTa SABASETCS PEAKMM
3aboneBaHMeM C TOPMUAHLIM TEYEHUEM, a TaKKe B CBA3MU
C HeaPDEKTUBHOCTLIO NMPUMEHEHHbIX B OTAENEHUN Lepma-
Tonornm HMUWL, 300poBbsa AeTel npenapatosB NepBON JIMHUK
Tepanun (CUCTEMHbIE [IIOKOKOPTUKOUAbLI) OblN0 MPUHATO
pelieHne o HasHayeHun Nno nokaszaHuto off-label (B atom
cnyyae 1 B Nocneaylowem pelweHne 0 Ha3HavyeHUn No aTomy

Puc. 3. Pe6eHoK, Bo3pacT 1 rog 3 mec, ¢ cuHapomMoM CeuTa. lMctonornyeckoe uccnegoBaHne 6MONCUMHOrO matepuana Koxm
Fig. 3. Child, 1 year 3 months old, with Sweet syndrome. Histological examination of skin biopsy material

A

b

MpumevaHue. B nepme Ha GoHe BbIpaXeHHOro OTeKa M IKCTpaBasaLmMmn 3pUTpoLMTOB oTMevaeTcs AuddysHas nonnmopdHOKIETOYHaS
MHPUNBLTPaLMA ¢ NpeobnagaHneM HeNTPODUNbHBIX FPaHYNOLMTOB (A; OTMEYEHO CTPENKOM), MECTaMU BbIABNAETCA NPUMECH MMIaHTCKUX
MHOrosAepHbIX KNeTOK (b; 0TMeYeHo CTpenkon). Ha oTaenbHbIX y4acTKax 06HapyxmBatoTcs nong TuMdoLmMTapHon nHGUAsTpaLmn.

OKpacKa remaToKCUIMHOM M 303MHOM. YB. X10
McTouHuK: MypawkuH H.H. n coaBrT., 2023.

Note. Diffuse polymorphocellular infiltration with predominance of neutrophilic granulocytes (A; marked with arrow), with single giant
multinucleated cells (b; marked with arrow) can be revealed in dermis against profound edema. Lymphocytic infiltration can be revealed

in some areas. Hematoxylin and eosin staining, phf X10
Source: Murashkin N.N. et al., 2023.
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Clinical Observation

KnuHuyeckoe HaGnopeHue

Puc. 4. Pe6eHok, Bo3pacT 1 roa 3 mec, ¢ cMHApoMom CeuTa. IMMYHOMMCTOXMMUYECKOE UccnefoBaHue
Fig. 4. Child, 1 year 3 months old, with Sweet syndrome. Immunohistochemical study

--
--
--

lNpumeyvarme. A — CD3-kneTku; b — CD68-knetku; B — CD20-kneTku; I — CD79a-kneTku; [ — CD38-knetku; E — CD10-KneTku;
K — bcl2-no3uTuBHbIE KNETKKU; 3 — nHAEKC nponudepaunn Kie7; U — Tdt-peakumsa otpuuatenbHas. YB. X10

McTouHuK: MypauwkuH H.H. n coaBt., 2023.

Note. A — CD3 cells; b — CD68 cells; B — CD20 cells; ' — CD79a cells; [ — CD38 cells; E — CD10 cells; XX — bcl2-positive cells;

3 — Ki67 proliferation index; U — Tdt reaction is negative. phf X10
Source: Murashkin N.N. et al., 2023.

noKasaHWio NpuHUMana BpavyebHass KOMUCCUS) MHTMGBUTOPA
AAIHYC-KMHa3bl TodauuTMHMGa B [03UPOBKE 5 Mr no 2,5 mr
2 pasa B CyTKM. B TeyeHue Hepenu Ha doHe 3ToM Tepa-
MUK OTMEYEHO KPaTKOBPEMEHHOE KIMHUYECKOE yNy4lleHue,
O[JHAKO COXpaHsAAca noabem TemnepaTypbl A0 debpusib-
HbIX 3HA4YE€HWI, OTMEYEHO MOSABIEHNE HOBbIX U3bA3BNEHHbIX
nanyn. B cBA3uM ¢ 3TMM Jo3upoBKa TodauutuHuba Obina
yBenuyeHa o 7,5 mr/cyr. [loMMMO CUCTEMHOM Tepanuu,
NPOBOANAN HaPYXKHYIO Tepanuio TOMMYECKUMU KOPTUKOCTe-
pouaamu ¢ aTpaBMaTUYHbIMU NePEBA3KaMU Noa cefalment.

Ha doHe noBbIWEeHHOW JO3MPOBKM TodaLUTUHKOa CyLle-
CTBEHHOW MOJIOKUTENbHON AMHAMWKK AOOUTLCA HE yaanochb.
[PUHATO pelleHne CHU3WUTL J03Y TodauuTuHKGa Ao 5 Mr/cyt
W HavyaTb NPUEM MPOTMBOMMKPOBHOIO Npenaparta ¢ UMMYHO-
cynpeccuBHbIM apbEKTOM AancoHa (Takke No MoKasaHwuio
off-label) B fo3nposke 25 mr/cyT. C yyueTom HeapdeKTUBHO-
CTW Tepanuu CUCTEMHbLIMU [NIIOKOKOPTUKOMAAMU B TeveHue
2 Hef NPeAHU30/10H Obl1 OTMEHEH.

B TeyeHune Hegenn KOMBGUHUPOBAHHOW Tepanuu (Todpaum-
TUHWG + JAMNCOH) MONOMXKUTENbHOW AUHAMUKKU HE OTMEYEHO,
4TO 6bINO pacLEHEHO KaK HeapbEeKTUBHOCTL BTOPOM IMHUU
Tepanuu. bbio peleHo No }XU3HEHHbIM MOKa3aHUIM OTMe-

HWTb JANCOH WM Ha4yaTb COYETAHHYIO TEpanuio reHHO-UHKe-
HEpPHbIM GMONIOrMYECKUM MpenapaToM U3 rpynnbl UHIMGU-
TopoB IL-1 aHakuHpa (off-label) BHYyTpMBEHHO B [03MPOBKE
100 mr/mn (M3 pacyeta 10 Mr Ha Kr Macchbl Tena nauueHTa) +
TohaLUTUHUOOM B JOSUPOBKE 5 M.

B pesynbrate 4yepes Hefento OT Hayana COYETaHHOM
Tepanuu yaanocb cTabunnManpoBaTtb KOXHbIN npoLecc: oTMe-
YyeHbl HOpManus3auus TemnepaTtypbl Tena, anuTenn3auus
BCEX 04aroB 6e3 MosBNEHUSA HOBbIX BbICbiMaHUM (puc. 5).
Pe6eHoK BbinucaH Ha 39-e cyT rocnuTann3auuun B yaoBneT-
BOPMUTEIbHOM COCTOSIHUM C PEKOMEHAALMAMM MO NOKUIHEH-
HOMY NMPUMEHEHUIO HACTOSILLLEN CXEMbI JIEHEHUS.

B 2-netHem Bo3pacTe y pebGeHKa OTMe4YeHO pa3BuTue
peumavBa KOXHOMO CUHAPOMA C MOSIBNEHUEM MHOWNLT-
PaTUBHO-13BEHHbIX 3/1IEMEHTOB MO BCEMY Teay Mo Tuny
raHrpeHo3HoW nuoaepmMuMm C NpU3Hakamu BTOPUYHOTO
MHOULMPOBAHUA U CUCTEMHOW BOCMaIUTENIbHOW peak-
UMK (MxopajKa, BbICOKas KOHLIEHTpauus MapKepoB BOC-
naneHus B KpoBw). MauneHTKa npoxoawna o6cnegoBaHue
n nevyeHve Ha 6aze HMUL, ArOV um. . PorayeBa (Mockga).
B na6GopaTopHblx TecTax: Hentpoduabl — 29 X 109/n
(Hopma 1,1-5,8 X 109/n), TpoM6OLMUTEl — 555 X 109/n



Puc. 5. Pesynbrathl codeTaHHOM Tepanuu (aHakuHpa + TodauuTrHKG) y pebeHka ¢ cMHAPOMOM CBUTa B A€Hb BbIMUCKKU U3 OTAENEHUS

nepmatonorun HMUL, 3nopoBbs aetew

Fig. 5. Results of combined therapy (anakinra + tofacitinib) in a child with Sweet syndrome at discharge from the dermatology department

of the National Medical Research Center for Children’s Health

B

MpumedaHne. HabnofaeTcs anuTennM3aunsa BCex 04aroB, KOXHbINA NaToN0rM4eCcKunin MpoLLece € NoSIOXUTENbHON AMHAMUKOW B BUAe
OTCYTCTBUSI OTAENSEMOro B paHee UMEIOLMUXCS o4arax U Hannuns akTMBHOM rpaHyNsLIMOHHON TKaHW Ha AHE A3B U 3PO3UBHbLIX AePEKTOB.

OTtmeyaeTcs pybuoBas atpodus.
McTouHuK: MypawkuH H.H. n coaBrT., 2023.

Note. There is epithelization of all foci, skin pathological process has positive dynamics: no exudate in previously existing foci, robust
granulation tissue at ulcers and erosive defects. Scarring atrophy is noted.

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

(Hopma 150-580 X 109/n); C-peaKTUBHbIH 6€n0K —
34,9 mr/n (Hopma 1-6 wmr/n); 186G — 11,7 r/n (Ha ¢oHe
3aMeCTUTENIbHOM Tepanuu BHYTPUBEHHbIM MMMYHOMNO6YNN-
HoM, Hopma 4-12 r/n), IgM — 1,9 r/n (Hopma 0,4-1,8 r/n),
IgA — 0,59 r/n (Hopma 0,2-1 r/n); CD3* — 880 Kn/MKn
(Hopma 1460-5440 kn/mkn), CD3*CD4* — 560 Ki/MKn
(Hopma 1020-3600 kn/mkn), CD3*CD8* — 300 Ki/MKn
(Hopma 570-2230 kn/mKn), CD19+* — 490 Kn/MKn (Hop-
Ma 500-1500 kn/mkn). Mo AaHHbIM MOBTOPHOrO TMUCTO-
NIOFMYECKOro UccnefoBaHUs GuontaTa KOXWU — MPU3HaKK
CMOHIMO3HOro aepmatuta. Mo pesynbratam MHCTPYMEHTasNb-
HOro o6cnefoBaHUA (MyNbTUCNIMPATbHON KOMIMbIOTEPHOM
TOMOrpadun opraHoB rpyaHON KNETKM U GPIOLHOM NONOCTH,
MarHWTHO-PEe30HaHCHOM ToMorpadun ronoBbl) UCKIOYEHbI
apyrme o4varn MHOEKUMn u cneunduyeckne U3MeHeHMUs.
MpoBoannacb KOMOGUHUPOBaHHaA NPOTMBOMUKPOOHas Tepa-
nusa. B pamMKax naToreHeTM4ecKon Tepanumn cuHapoma Ceuta
6blla MHWLMMPOBaHa creaylolas MMMYHOCYNpeccuBHas
Tepanus: MIOKOKOPTUKOMAbl 13 pacyeta 0,4—1 Mr/Kr/cyr,
aHaKkuHpa 13 pacyeta 10—20 mr/Kr/cyT BHYyTPUBEHHO, UHTU-
6utop JAK-KMHA3 pyKCONUTMHMOG M3 pacyeTa 1 Mr/Kr/cyr.
[NIOKOKOPTUKOUABLI M aHaKMHpPa OblM OTMEHEHbI. Ha 17-e cyT
NPOBOAMMON MOHOTEPANWUU PYKCOUTUHMOOM — TMOSIOXKM-
TeNbHas AMHaAMMKa C MOMHOM 3nuTeNnM3aumen S3BEHHbIX
nedpeKToB, HopManun3auus KOHLIEHTpPaLWM MapKepoB BOC-
naneHns B KpoBwW. [MauMeHTKa BbiNUCaHa B yAOBNETBOPHU-
TeIbHOM COCTOSIHUM, laHbl PEKOMEHALMMN MO MPOAOCTIKEHUIO
MOHOTEPaNUU NpenapaTtoM PYKCONUTUHUO 1 Mr/Kr/cyT, Ha
doHe KOoTopoW oTMedvaeTcs AnuTesnbHas CTOMKas pemuc-

CuS B TeYeHue ABYX NET CO CTOPOHbI KOXHOMO CUMHApPOMa
N CUCTEMHOW BOCMaNUTENbHON aKTUBHOCTH.

Yepes 3 mec nocne BbINMUCKKU NauneHTkn n3 HMWL, 4roun
um. [. PoradyeBa 6bi10 NpoBeLeHO NPSMOe CEKBEHMPOBaA-
Hue no CeHrepy ¢ MccnegoBaHMeM KNETOK BEHO3HOW KPOBM
MaTtepu naumeHTKU. B ak3oHe 26 reHa UBAL o6HapyxeHa
3amMeHa Hykneotuaa ¢.3061C>T B reTepO3nMroTHOM COCTOS-
HUK, NpMBOAALLAS K 3aMeHe aMMHOKMCAOTbl p.Arg1021Cys
(R1021C), NM_153280.3.

Ha ocHOBaHMM MONyYeHHbIX NabopaToOpHbIX AaHHbIX,
C y4eTOM OTCYTCTBMS Y MaTepu MNaLMEHTKU KIMHUYECKUX
NposiBIEHWI ayTOBOCNaNUTENbHbIX 3ab0neBaHui pesynbraTt
reHEeTUYECKOro uccnefoBaHns BEHO3HOM KPOBM MaLMEHTKM
M ee MaTepu pacLeHeH BPayoM-TEHETMKOM KaK MnaTonoru-
YeCKUI annenb, He UMELWNIA KIMHUYECKOrO 3HAYEHUSA U He
Tpebylowmni NpoBeAeHUs NMONHOreHOMHOro CeKBEHWpPOoBa-
Hus. ComaTMyecKass MyTauusi B reMOMNO3TUYECKUX KNIETKax-
npeawecTBEHHMKaX NauMeHTKM 6blla UCK/IoYEeHa, B Kade-
CTBE OKOHYaTENbHOI0 KIMHUYECKOro AMarHo3a yCcTaHOB/EH
«OcTpbIt PebpunbHbIN HENTPODWNbHLIA AepmaTo3 CBuTa.

MporHos

Mpn OTCYTCTBMM COMYTCTBYIOLIMX MUenonponndepaTmns-
HbIX U MUENOAUCMIaCTUYECKMUX 3ab0neBaHUn, cobntoaeHnn
NPUBEPXKEHHOCTU NPeAnUcaHHOMY PEXUMY MMMYHOCYMpec-
CMBHOW Tepanuu NporHo3 octporo GeGpunbHOro aepmarosa
CBuTa ABngercsa 6naronpuatHbiM [12]. CneayeT nposiBAATb
HaCTOPOXEHHOCTb B OTHOLWIEHWW MapaHeonIacTM4ecKoro
npowuecca U NPUHUMaTbL BO BHUMaHWE Cly4an COMyTCTBYIO-
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

LEero MUENoAMUCMNAacTMYECKOro CUHAPOMA, OCTPOrO IENKO3a,
3HAYUTENbHO OCMOXKHAKLLME TeYeHWe OCHOBHOro 3a60eBa-
HUA U TPEBYIOLLME CNeLndUYECKNX, 3a4acTyi0 IKCNEPUMEH-
TallbHbIX METOZIOB JIEYEHUS.

BpemeHHasn wKana

XpOHONOrnsa pa3BuUTUA U KIOYEBbIE COOLITUS GONE3HM
NS NAUMEHTKM ¢ AMarHo3oM: «OcTpblt GebGpubHbIA HENTPO-
GUNbHbIN fepmaTo3 CBUTa» NpeacTaBieHbl Ha puc. 6.

OBCYXAEHMUE

B crtatbe onucaH cny4an oCTporo GebpuibHOro Hen-
TpodunbHoro pepmatoda CsuTa, pas3BuUBLUIErocs nocne
COVID-19 y peb6eHKa. HoBasi KopoHaBupycHast MHbeEKLMA
MOXET ObITb 3TUONIOrMYECKUM DAKTOPOM Pa3NYHbIX KOXKHbIX
3abonieBaHui: nanyne3HblX, BE3UKYNE3HbIX, YPTUKapPHbIX
3/1EMEHTOB; MY/NLTUCUCTEMHbIX BOCMANUTENbHbIX PeaKUMn —
B TOM yucne ny geten [13]. MNpeanonaraetcs, 4To MaHube-
cTaumnsa octporo GpebpunbHOro HeMTPOPUILHOIro AepmaTo3a
CBuTa B NpeacTaBieHHOM Ciay4yae accouumpoBaHa UMEHHO
C NepeHeceHHOoM KOPOHaBUPYCHON MHDEKLMEN.

3aTpyaHeHUs B onpeaeneHun avarHosa cuHgpoma Ceuta
OOBACHATCA €ro CX0AHOM KIMHUYECKOM KapTUHOM C Apyru-
MU HENTPODUNbHBIMKW AepMaTo3aMu, ayToBOCNaNUTENbHbI-
MU 3a60/1EBaHUSMM.

O6HapyXeHHbIN y pebeHKa HYKNeoTUAHbIN BapuaHT reHa
UBA1 6bin onucaH BPayYoOM-TEHETUKOM KaK KIMHWYECKM
He3HauYumbIn. OgHaKo naToreHeTu4yeckas posib U3MEHEHUM
reHa UBA1 ocTtaeTcs npeAMeTOM AWCKyccuM. Tak, No AaHHbIM
C. Gurnari u coaBT. [15], BapuaHT reHa UBA1 6bin o6Hapy-
WeH y 3 n3 19 nauuneHTtoB ¢ cuHapomom CBuTa (y o0gHOro
nauueHTa — BapuaHTt ¢.167C>T (p.S56F), y ABYX ApPYyrux —
€.122T>C (p.M41)).

MaToreHHble BapunaHTbl reHa UBA1, cornacHo 6a3e aaH-
Hbix OMIM, NpMBOAAT K HapyLEHUIO NPOLECCOB YOUKBUTU-
HMPOBaHUS, Hanbosee 4acTo BO3HMKalOWEMY MPU HOBOM
MOHOFEHHOM ayTOBOCMaNMTENIbHOM 3a60/feBaHUN — CWH-
npome VEXAS, onmvcaHHOM Y My*K4uH cTaplue 50 neT [16, 17].

MpnumHon cuHgpoma VEXAS gBnseTca comaTnyecKas Myta-
ums B reHe UBA1, nOKannM3oBaHHOM Ha X-XpoMocoMme, Mnpu-
BOASLLAs K CHWXXEHMWIO aerpajaunn 6enKoB U HEKOHTPOSIU-
pyemMor aKTuBaLWW CUCTEMbI BPOXKAEHHOrO0 MMMYyHHUTETA
C rMnepnpoayKLmnen NpoBoCcnanmnTeNbHbIX LMTOKMHOB U pas-
BUTMEM HeWTpodunbHOro aepmartosa [17]. MNocneaHun npwm
cuHapoMe VEXAS MMeeT CXOXKYI KIUMHWUYECKYID KapTUHY
¢ cuHgpomom CBuTa: Haubonee 4acTo XapaKTepu3yeTcs
NloKanuzaumen B 061aCTU HUMKHUX KOHEYHOCTEW, perxe —
BEPXHMX KOHEYHOCTEW W TynoBuuwa. [NepBUYHO BO3HMU-
KalolWMN anemMeHT — nanyna NM60o y3enoK, B AUHAMWKe
ObICTPO UIBA3BASIOWMKCA U YBENNYMBAIOWMKCA B pa3me-
pax. B 0cO6eHHOCTN XapaKTepHO GbICTponporpeccupytoLlee
06pas3oBaHue A3BEHHbLIX 3N1EMEHTOB Ha POHE WMHBEKLIMOH-
HbIX BMelaTenbcTB (heHoOMeH naTepruu), conyTcTBylollee
BO3HWKHOBEHWE CUHAPOMA CUCTEMHOIO BOCMAIUTENbHOIO
otBeTa. B aton cBs3u cuHapom VEXAS pgomkeH 6biTb pac-
CMOTPEH B psAay APYrux ayToBoCnanuTeNbHbIX 3a60oneBaHui
oana auddepeHumanbHOM AMarHOCTUKM AaXKe nNpu OTCYTCTBUM
COMaTU4YeCKOM MyTalLMK B reMONO3TUHECKUX KIEeTKax-npea-
LIEeCTBEHHMKAX, KaK OTMEYEeHO B ONMMCAHHOM HaMW KIUHUYe-
CKOM cnyyae [18].

OCHOBHbIMU LieNsiMK Tepanuu cuHapoma CeButa aBnS-
lOTCA KynuMpoBaHWE CMHAPOMA CUCTEMHOIO BOCManWUTENb-
HOro oTBeTa, 60MIE3HEHHOCTU BbICbINAHWIA, 3NUTENU3aLMUS
04aroB MnopaxeHus, npefoTBpalleHne MNoSBAEHUS HOBbIX
o4aroB, y/nyylleHWe KavyecTBa XWM3HM nauueHToB. lepBoM
JIMHWEN Tepanuu, BO3AENCTBYIOWEN Ha MNepeyvucleHHble
KIMHUYECKME MPOSIBIEHUS, ABNSIOTCA CUCTEMHbIE [JIHOKO-
KopTukomabl [19]. OaHaKo B NpeacTaBAEHHOM HaMW Kiu-
HUWYECKOM cnydae 3PPEeKTUBHOCTb CUCTEMHbIX KOPTUKOCTE-
ponaoB B KayecTBe MOHOTepanuu Oblia HefocTaTo4vHOWM
nmbo cnoco6CTBOBana KpPaTKOBPEMEHHOM MONOXMUTENbHOM
OvHaMuKe. BTopow nvHren Tepannn ABASIOTCH FEHHO-UHKe-
HepHble 6uonoruyeckme npenapatbl [20, 21], npenapatbl
MasblX MONEKYN (MHIMOUTOPbLI SIHYC-KMHa3) [22], gancoH [20].
Tepanusa cUCTEMHbIMKM KOPTMKOCTEPOMAAMWU W [LaNCOHOM
NPMBOANAA K CTOMKOM NOSNOXMUTENBHON AUHAMUKE NPU CUH-

Puc. 6. Pe6eHoK ¢ cuHapomom CBWTa: XPOHONOMMS Pa3BUTUSA 60NE3HU U ee KiloYeBble COObITUS
Fig. 6. A child with Sweet’s syndrome: chronology of the disease development and its key events
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NOJIOXUTENIbHON MHAMUKOWM

PeunanB KOXKHOro cuHapoma, nosisnexHue
MHOUNBTPATUBHO-A3BEHHbIX 31EMEHTOB
no scemy Teny. JleyeHune B otaeneHum
nMmmyHonorun HMUL, Aron
uMm. [1. Porayesa. lpoBeaeHa
CUCTEMHas Tepanus: aHakuHpa,
FNIOKOKOPTUKOMUA, PYKCONUTUHNG —
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deBpanb MapTt KoHel, Mawn OKTA6pb Hos16pb
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CTaunoHapHoe eYeHune ¢ AMarHo30oM:
«[aHrpeHo3Hasa Nuoaepmums».
PeunamB, HEKPO3 B 061acTK NpaBom
Aroauubl, paHa Ha npasoMm Geape.
CocTosiH1e ¢ oTpuLaTenbHON
[MHaMWKOW B BUAE YBENNYEHUS BCEX
04aroB, NOSIBNIEHUS HOBbIX BbICbINaHWM

BbinucaHa n3 otaeneHuns
nepmaronoruu
HMMWL, 3gopoBbs getemn
C YNyHLWEHNEM KIIMHUYECKOW
KapTWHbl, CTOMKOW pemuccuen
KOXHOr0 NaToNorMyeckoro
npouecca

BbinucaHa U3 oTaeneHns UMMYHOIOMMK
HMWL, ArOU um. 4. Poravyesa.
MpoponkeHa MOHOTepanus npenapaTtom
PYKCOMUTUHUG 1 Mr/Kr/cyT,
OTMeYeHa CTOMKas PEMUCCHUSA CO CTOPOHbI
KOXHOIo CMHAPOMa U CUCTEMHOW
BOCManuUTENbHOM aKTUBHOCTH




apome CsuTta 6e€3 coyeTaHHoM nartonormu [23], B OoTAn4mMe
oT cuHapoma VEXAS, ona KOTOporo npu nevyeHnn AaHHbIMU
npenapataMy xapaKTepHO YXyAWEeHWEe KOXKHOro naTonoru-
YyecKoro npouecca [24].

MpenapaT ToPaUUTUHMG MOKa3an AJIUTENbHbIA KIUHK-
YyeCKnn 3abdeKT y onMcaHHOM Hamu NauueHTKU. OgHako
B nocneayouem 6bl1 OTMEYEH peunanB KOXHOro naTtosnoru-
YeCKOoro npouecca, 06yCnoB/IEHHbIW YCKO/Ib3aHUEM Tepanes-
Tnyeckoro adodekra. B aton cBA3M CUCTEMHAs MMMYHOCY-
npeccvBHas Tepanus TodaunuTMHM60oMm Bblna nepecMoTpeHa
W 3aMeHeHa Ha MOHOTepanuto npenapaTtom PyKCOAUTUHMO
B [03UpoBKe 1 Mr/Kr/cyT. PYKCONMUTUHUOG — CENeKTUBHbIN
WHIMOUTOP TMPO3MHKMHA3 JAK-1 1 JAK-2, n36bITOYHAsa aKTu-
BaLMa KOTOPbIX NMPUBOAMUT K HEKOHTposiMpyeMon nponude-
pauun MUeNnouaHbIX KNeTok [25]. MpumeHseTcs Npu NeYeHun
mMuenonponnubepaTuBHbIX 3aboneBaHun. U xoTa KIMHWUYe-
CKME [aHHble O pe3yfnbTaTax MNPUMEHEHUS PYKCONMUTUHU-
6a npu octpom GebPUNBHOM HEWTPOPUIBLHOM AepmaTo3e
(cuHapome CBUTa) OTCYTCTBYIOT, MCNOb30BaHWe npenapara
B JaHHOM KOHTEKCTE MOXET OblTb NaTOreHeTU4eCKM 060CHO-
BaHHbIMM M Ha3HavaTbcs No nokalaHuam off-label npu cuk-
Apome CBuTa, acCcoLMMPOBAHHOM C MapaHeonIacTU4ecKUMu
npoueccamu. TodpauUTUHUG, B CBOIO o4epedb, UHIMbupyet
npenmyllectseHHo JAK-1 n JAK-3, npoaBnsa MeHee Bbipa-
YeHHoe Bo3aenctBune Ha JAK-2 [26]. Takasd ceneKTMBHOCTb
onpegenset ero aGPeKTMBHOCTL MPU ayTOMMMYHHbIX 3a60-
neBaHnaX — pPeBMATOMAHOM M MCOPUATUYECKOM apTpuTax,
aHKMI03MPYIOLEM CNOHAMANTE, @ TaKXe A3BEHHOM KouTe.
PasnvyHble MUWEHN AN PYKCONUTUHUGA M TodauuTuHMba
UMEIOT KPUTMYECKOE 3HayeHwe npu Bblbope Tepanuu and
peaKkux BocnanuTenbHbIX 3a60/1€BaHUM, TaKUX KaK OCTPbIN
GebpunbHbIn HENTPODUNbHLIM AepmaTo3 (cuHapom CBuTa).
Ha cerogHaWHWIA AeHb NPUMEHEHUE PYKCONUTUHWGA npwu
cuHapome CBUTa MOXET 6bITb NMPU3HAHO NATOreHETUYECKM
6onee 060OCHOBaAHHbLIM, OCOGEHHO B Cnyyasix, CBA3aHHbIX
¢ muenonponudepatMBHbIMK 3a60NEBAHUIMU UK NapaHeo-
naacTMYeCcKMMKU npoleccamu. 3to 06yCNoOBAEHO €ro Bbipa-
EeHHbIM MHrMbnpoBaHnem JAK-2, yqacTBylOLLErO B Nepeaa-
ye cMrHanoB OT GaKTOpPOB pocTa, Takux Kak G-CSF n GM-CSF,
UrpaoWwmnx KIOYEBYIO POb B aKTMBALMKM U MUTpaLun Hen-
TPOOUIOB — KNETOK, Nexalnx B OCHOBE natomopdonorum
nepmatosa Ceuta [27].

B KOHTeKcTe Tepanuu cuHapoma CBuTa MHTepec npea-
CTaBNfAeT TaKKe n 6apuuUUTUHMG — APYron npencraBuTeNb
rpynnbl MHrM6uTOpoB JAK, abdEKTUBHOCTL KOTOPOro Gbina
onucaHa B KIMHUYECKOM HabnoaeHuu [22].

3AK/TIOMEHUE

CuHgpom CBuTa — TaxKenoe MynbTMcUcTEMHOE 3aboeBa-
HWE C MaTONOrMYECKMM KOXHbIM NMPOLECcCOM, MHOrodakxTop-
HbIM MMMYyHOMATOreHe30M, MHOroo6pasHbIM KIMHUYECKUM
Te4yeHneMm, NPeacTaBAsIoLLEEe BbICOKYIO COXHOCTb Andde-
peHLMaNbLHON AMArHOCTMKX B AepMaTtoniorMn u Tpebytollee
oco60ro noaxoaa B BbiI6ope CUCTEMHOM Tepanuu. MNoBbllLieHne
0CBEOMJIEHHOCTM O NaToreHe3e W BapuaHTax Te4YeHUs CUH-
[IpOMa HeOBXOAMMO AN YNYHLIEHNS KAa4YeCcTBa XU3HU NaLMeH-
TOB, B TOM YMC/e 3a CYET CBOEBPEMEHHOIO Havyana tepanum
C NPUMEHEHNEM CENEKTUBHbIX UMMYHOCYNPECCAHTOB.

WHOOPMUPOBAHHOE COIJIACUE

Pogutenamu nauueHta 6bln10 noanncaHo WMHGOPMUPO-
BaHHOe [06pOBOSIbHOE corfiacue Ha ny6GanKauuio onuca-
HUS pebeHKa M ero U3obparKeHu B MeAULMHCKOM MypHa-
e, BK/OYasa ero 3MeKTPOHHYIO BEPCUIO (AaTa NoanucaHus:
16.06.2023).
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