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AHHOTALMA

laHrpeHo3Has nuofepMUs — ayTOBOCMANMUTENbHBIA MOMMIEHHbIN HEUTPOPUNBHBINA LepMaTo3, XapaKTepusylwwmiics obpa-
30BaHMEM D0Me3HEHHbIX S3BEHHBIX LE(EKTOB KOXM C BaNMKO0OPa3HbIMU MPUNOLHATLIMU MOAPBITBIMU KpasiMu barpoBo-cu-
HIOLLHOM OKPacKu M 30HOM 3pUTEMbI BOKPYT 0Yara.

laHrpeHo3Has NUoLEepPMUS MOXKET MPOSBAATHCA M30/IMPOBAHHLIM AEpMaTo30M, a TaKKe ObiTb aCCOLMMPOBAHHOW C pa3nuy-
HbIMM ayToBOCNaNUTENbHBIMU cuHApoMamu: PASH (raHrpeHo3Has nuofepMus, KOHrNoBaTHOe aKHe, THOMHbINA TMApajeHuT),
PAPA (raHrpeHo3Hasi NMOAepMUs, MUOTEHHbIN apTpuT, KoHrnobatHoe akHe), PAPASH (raHrpeHo3Has nuogepMus, MUoreHHbIA
apTpMT, KOHrNobaTHoe akHe, THOMHbIN rapanenuT), PAPASC (raHrpeHo3Has nuogepMusi, MMOreHHbIN apTpuT, KOHrnobaTHoe
aKHe, THOMHbLIN TMAPaJEHUT, I3BEHHbIA KOIUT) 1 [p.

06Hapy»eH Lenblii pag reHeTUYECKMX MyTaLmi NpyU CMHAPOManbHbIX GopMax raHrpeHo3Hoi nuoaepmumn (MEFV, NOD2, LPINZ,
NLRP3, NLRP12, PSMB8, MVK, IL1RN, PSTPIPT), 3aTparusatoLLmx GenKu-perynatopbl BOCNaeHus, YTo CnocobCcTByeT passu-
TUIO ayToarpeccuBHOro npowecca. HedtpoduibHble ayToBOCNanuUTeNbHbIE CUHAPOMbI UMEKT 0OLLMA MexaHu3M naToreHe-
3a, NpeACTaBnALWMIA coboii Ype3MepHyLo, MPUBOJALLYI0 K acenTUYeCKOMY HeMTPOdUIbHOMY BOCMANEHNI0 KOXM aKTMBALMIO
BPOXXAEHHOr0 3BeHa MMMYHHOM CUCTEMbI C TUMEePNpoLyKLMEN NPOBOCNANMTESNbHBIX MHTepeikuHoB (IL) 1, 17 1 XeMOKMHOB.
Ha cerogHsLIHMIA AeHb NeyeHne CUHAPOMANbHBIX COCTOSIHMIA OCTAETCA TPYAHOM 3ajaden. B KoMnnekcHoW Tepanun ucnonb-
3YI0T CUCTEMHBIE TNIOKOKOPTUKOMAbI, UMMYHOLENPECCAHTbI, aHTUMETaboMTLI, Npenapathl CyNbGOHOBOMO pAAa, OAHAKO BCE
yalle pe3ynbTaThl Hay4YHbIX PaboT yKa3biBalOT HAa BO3MOXHOCTb TEpaniW reHHO-UHKEHEPHBIMU BoNorMyeckMMU Npenapara-
MW — WHrMbuTopamMm akTopa Hekpo3a onyxonm anbda (TNF-a), IL-1 1 IL-17.

MpenctaBnseM ABa KIMHUYECKUX HabnopeHus pefkux $hopM ayToBOCMAAMTENbHBIX HEWTPOPUIBHBIX CMHAPOMANbHBIX CO-
ctoanuii PASH n PAPASC y naumenToB B Bo3pacte 20 net u 21 roga.

KntoueBble cnoBa: raHrpeHo3Has nuogepmus; PASH-cunapom; PAPASH-cunnpom; PAPASC-cnHpoM; ayToBoCmanuTeSbHbIE
HENTPOPUIbHBIE CUHAPOMI.
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Case report

On the issue of the syndromic forms of pyoderma
gangrenosum

Olga Yu. Olisova, Olga V. Grabovskaya, Natalia P. Teplyuk, Anna E. Bobkova, Alana R. Tavitova,
Diana T. Kusraeva, Diana A. Myshlyanova

|.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

ABSTRACT

Gangrenous pyoderma is an autoinflammatory polygenic neutrophilic dermatosis characterized by the formation of painful
ulcerative skin defects with boldly raised undercut edges of purplish-cyanotic coloration and an erythema zone around the
focus.

Gangrenous pyoderma can manifest as an isolated dermatosis, and be associated with various autoinflammatory syndromes:
PASH (gangrenous pyoderma, conglobate acne and purulent hydradenitis), PAPA (gangrenous pyoderma, pyogenic arthritis
and conglobate acne), PAPASH (gangrenous pyoderma, pyogenic arthritis, conglobate acne and purulent hydradenitis), PAPASC
(gangrenous pyoderma, pyogenic arthritis, conglobate acne, purulent hydradenitis and ulcerative colitis), etc.

A number of genetic mutations have been found in the syndromic forms of gangrenous pyoderma (MEFV, NOD2, LPIN2, NLRP3,
NLRP12, PSMB8, MVK, IL1RN, PSTPIPT) affecting inflammatory regulatory proteins, which contributes to the development
of an autoaggressive process. Neutrophilic autoinflammatory syndromes have a common pathogenesis mechanism, which
is an excessive activation of the innate link of the immune system, with hyperproduction of proinflammatory IL-1, IL-17 and
chemokines, leading to aseptic neutrophilic inflammation of the skin.

At the moment, the treatment of syndromic conditions remains a difficult task. Systemic glucocorticosteroids,
immunosuppressants, antimetabolites, and sulfone preparations are used in complex therapy, however, more and more
studies indicate the possibility of therapy with genetically engineered biological drugs with TNF inhibitors, IL-1 and IL-17.

We present two clinical observations of rare forms of autoinflammatory neutrophilic syndromic conditions PASH and PAPASC
in patients aged 20 and 21 years.

Keywords: gangrenous pyoderma; PASH syndrome; PAPASH syndrome; PAPAS syndrome; autoinflammatory neutrophilic
syndromes.
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JEPMATONOMMA

AKTYAJIbHOCTb

aHrpeHo3Has MMoLepMUA — PeaKUi HEeMTPOUNbHBIN
AEepMaTo3, XapaKTepu3yLLMIACA NOABNEHUEM H0MIe3HEHHBIX
BbicTpopacTyLmx 3B ¢ 6arpoBO-CUHIOWHBIM BauKoobpas-
HbIM KpaeM [1].

MaToreHe3 ManoM3yyeH: raHrpeHosHas nuomepMus —
ayToBOCManuTeNbHOe 3aboneBaHue, XapaKTepusyeMoe Ha-
PYLIEHWNEM PEeryffilMvM BPOXAEHHOW MMMYHHOW CUCTEMBI
C runepakcnpeccuen uHtepnenkuHos (interleukin, IL) 1b, 8,
6,16, 17, 23 n 36, bakTopa Hekposa onyxonv anbda (tumour
necrosis factor alpha, TNF-a), xemokuHoB 1, 2, 3 1 16 [2].

B Hauane 3aboneBaHus Ha Koxe opmupyeTcs nanyna,
nycTyna WM nysbipb, BCKPbITUE KOTOPOro NpUBOAMT K 06-
pa3oBaHuio 60ne3HeHHOI BbICTpopacTyLLen A3Bbl C NPUNOA-
HATbIMK Kpasmu [1, 3].

laHrpeHo3Has nrofepMuUs MoXeT bbiTb M30IMPOBAHHON,
WM acCOLMMPOBAHHOM C CUCTEMHBIMU COCTOSHUAMM (3abo-
NIeBaHUAIMM CYCTaBOB, BOCManuTeNbHbIMKU 3abonieBaHUAMH
KULLEYHMKa W nuMdonponudepaTBHbIMM 3ab0NeBaHNAMY
KpOBM), UM BO3HUKATb B KOHTEKCTE ayTOBOCMA/IUTENbHBIX
CMHAPOMOB, Takux Kak PAPA (pyogenic arthritis, pyoderma
gangrenosum, acne conglobata: raHrpeHosHas nuopep-
MUS, NUOTEHHBIA apTpuT, yrpeBas bonesHb — akHe), PASH
(pyoderma gangrenosum, acne, and hidradenitis suppurativa
syndrome: raHrpeHosHas NMOAepMus, yrpeBas bose3Hb,
THOWHbIN ruapagennt), PAPASH (pyoderma gangrenosum,
pyogenic arthritis, acne, and suppurative hidradenitis: raH-
rPeHo3Has MMUOJEpMUS, MUOTEHHbIW apTpuT, yrpeBas bo-
ne3Hb, THOWHbIA rapanenut), PSAPASH (psoriatic arthritis,
pyoderma gangrenosum, pyogenic arthritis, acne, and
suppurative hidradenitis: raHrpeHo3Has n1ofepMmsl, NUOreH-
HbIi apTpwT, yrpeBas 601e3Hb, THOWHbIA MMAPAJEHNT, NCOpU-
atnyeckuin aptput), PAC (pyoderma gangrenosum, acne, and
ulcerative colitis syndrome: raHrpeHo3Has NoepMus, akHe,
CMHIPOM si3BeHHoro KonnTa), PASS (pyoderma gangrenosum,
acne, and ankylosing spondylitis: raHrpeHo3Has nvoaepmus,
yrpeBas 00/1e3Hb, aHKUO3UPYIOLLMIA CMOHAWANUT) 1 Ap. [4].

C naTodm3nonormieckoii TOUKU 3peHus], HeMTPOGUIbHbIE
LepMaTo3bl XapaKTepu3yloTcs BbICOKMM YpOBHEM MpoBocna-
JMTENBHBIX LIUTOKMHOB, XEMOKWUHOB W APYrUX NOBPEXAAHLLMX
3 eKTOpHbIX MOMEKYN, Kak M Npu ayToBOCManuTeNbHbIX
cuHapomax [5, 6]. 3T acneKTbl NO3BOAIT NPEANOAOKUTD,
YT ayTOBOCMANWUTENbHbIE CUHAPOMBI U HEUTPOUIBHBIE fep-
MaTo3bl MMeKT 0bLuMe MaTonornyeckue MexaHu3Mbl CBEpX
AKTMBMPOBAHHOW BPOXAEHHOM MMMYHHON CUCTEMBI, NPU KO-
TOpbIX 0TMEYAeTCA HapyLUEHWe KITETOYHBIX CUrHANIbHBIX MyTei,
perysmpyembix MexaHu3MaMu, CBS3aHHbIMU C MHbNaMMaco-
MaMn — cBoeobpasHon habpukoii no BeipaboTke NpoBocna-
nvTenbHbiX IL-1, IL-17 v gpyrux addexTopHbIx Monekyn [7].

Mpu cuHapoManbHbIX opMax BbisiBieHbl oblume reHe-
TU4Yeckue Mapkepbl. MokasaHo, 4to MyTaumm B reHax NLRP3,
PSTPIP1 (CD2BP1), NOD2, MEFV w/vnn NCSTN cBs3aHbl
¢ cuHapoMoM PASH. metoTcsa reHeTUYecKue MapKepbl THOM-
HOro ruapageHuTa npu cuiapome PASH, Takue Kak MyTaumum

Tom 27 N2 &4, 2024

DOl https://doi.org/10.17816/dv629665

Poccuickmit KypHan
KOMHBIX 1 BEHEPMYECKMX DONe3Hen

B reHax MEFV, NOD2, LPIN2, NLRP3, NLRP12, PSMB8, MVK,
ILTRN, PSTPIP1, a Takxe NOCTOSIHHbIN BOCManUTESbHbIN
npodunb ¢ 13bbIToYHON 3Kcnpeccueit IL-1b, IL-17, TNF-q,
IL-8, CXCL1/2/3, CXCL16; npu cuHppome SAPHO (synovitis,
acne, pustulosis, hyperostosis, and osteitis: cHOBUT, akHe,
MyCTyNE3, rmnepocTo3, 0CTeUT) — coyeTaHne MyTauuin NOD2
u LPIN2, a Takxe PSTPIP1 [8, 9.

laHrpeHo3Has NWUOAEpPMUS, THOMHbIA TMAPALEHUT, KOH-
rnobatHble akHe, Nafl0HHO-NOLOLLIBEHHBINA MYCTYNES, BOCNa-
nuTenbHble 3ab0N1eBaHUA KULLEYHMKA (B TOM uKcne BonesHb
KpoHa 1 f3BeHHBIN KOAMT), HapyLLEHWs OMOpHO-ABUraTeb-
HOro annapara (apTpuT, CMHOBWT, OCTWT, TMNepPOCTO3, aKCH-
anbHas CMoHAMNI0apTponaTus) ABNATCA Hanbonee pacnpo-
CTPaHEHHBIMK 3a00/1EBaHNAMM/KITMHUYECKUMI NPU3HAKaMK,
BO3HVKAOLMMW B CUHLPOMASIbHBIX CNy4asiX raHrpeHo3HoM
nuogepmum (Tabn. 1) [10]. B nocnegHue roabl 4acTo yno-
MWHAIOT O TaK Ha3blBaEMOM ayTOBOCMAJIMTENILHOM MaplLe,
MpY KOTOPOM Yallle BCEro BHayane MposBAKTCA aKHe, 3a-
TEM CynmnypaTMBHBINA FMAPALEHNT, NOTOM raHrPeHo3Has nuo-
Aepmus [11]. B 3aBUCMMOCTM OT aKTUBHOCTY MPOSIBEHWIA 3a-
BoneBaHuin, CKNafbIBaOLWMXCSA B CUHAPOM, BOMbHON MOXKET
0bpaLLaTbCa K pasnuuHbIM CrieumancTaM — peBMarosory,
racTpo3HTeponory, flepMaTosiory, Xupypry.

[ins Toro yTobbl He MPONYCTUTbL U MPaBWILHO BbISBUTH
CUHZPOMaNbHYK HOPMY raHrpeHo3HOM MUOJEPMUM, MPeLo-
KEH KOPOTKUM YeTbIPEX3TanHbIA anroput™ (puc. 1).

laHrpeHo3Has NMoaepMuUs NpU CUHAPOMaNbHBIX hopMax
NPOSBNSAETCA B BUAE OLMHOYHBIX MM MHOXKECTBEHHbIX 60-
Ne3HEHHbIX 3B C BaIMK00BPa3HbIMU NPUMOAHSATHIMA NOAPbI-
TbIMU KpasMu (1oneToBo-H6arpoBoii OKpacky C runepeMueit
no nepudepuu.

[HOMHbIA TMAPAAEHUT — XPOHUYECKUIA peLmnanBupyto-
LM [AepMaTo3 C 3N1eMEeHTaMW ayToOBOCMANeHUs, ANIALLWA-
CA He MeHee MOJNYroAa, XapaKTepuUsyoLWUIACA NOSBNEHNEM
BOCMANIUTENbHBIX Y3/10B C FHOWHBIM OTAENAEMbIM, CKITOHHBIX
K 00pa30BaHmI0 CBULLEBLIX X0[0B U «LLIHYPOBUAHbIX» pyOLIOB,
yawwe runepTpoduyeckux [12, 13]. B knaccuduraumm Xepnm
(Hurley) BblaensitoTca Tpu cTagmm 3aboneBaHus:

| — Hannume OJHOTO MM HECKONBKUX U30/MPOBAHHBIX
abcueccos be3 pybLoB UMK Nasyx;

Il — Hanuuve peumamsMpytoLmMx abcueccos, NOKanKU3y-
towmxcst bonee YeM B 0HOW aHAaTOMUYECKOM obnactu; dop-
MWUpOBaHWE CUHYCOBbIX X0/0B;

Il — Hanuume obLMpHBIX abcLeccoB ¢ MHOXECTBOM
B3aMMOCBSA3aHHbIX MasyX, NPUBOAALMX K (HOpMUPOBaHMIO
pybLoB.

CornacHo knaccudumraumn Van Der Zee u Jemec (2015)
BbIAENAKT LUeCTb GEeHOTUNOB FHOWHOTO ruapafeHuTa: npu-
BbIYHbIV TWM, BapUaHT Mo TUMY QPUKLIMOHHOTO YpYHKYNa,
BapuWaHT no Tuny pybuytollerocs hoNNMKyNuUTa, KoHrnobar-
HbIA TUM, 3KTOMUYECKMIA TUN U CUHAPOMAnbHbINA TvN [14, 15].
[insa BbISBNEHWS CUHAPOMANBHBIX (POPM FaHrPEHO3HOW MKo-
JEepMUM MaLMeHTaM LOMKHbI BbITb BbINOMHEHBI CieayioLLme
obcnefoBaHusA: nabopatopHble (06LWMii M BUOXMMUYECKMI
aHanu3bl KpOBY, TMIMKMPOBaHHbIN reMorniobuH, anekTpodopes

421



DERMATOLOGY

Vol. 27 (4) 2024

Russian journal
of skin and venereal diseases

Ta6nuua 1. CuHapoManbHble hopMbl THOWHOTO TMAPaJEHNUTa U FaHrPEHO3HOI NUOAepMUM
Table 1. Syndromal forms of suppurative hidradenitis and gangrenous pyoderma

CuHppoManbHble ¢opMbl FaHrpeHo3HOW NUOJEPMUM U THOMHOrO rUApafeHuTa |
Syndromal forms of gangrenous pyoderma and suppurative hidradenitis

KnuHudeckue cuMnToMbi | Abbreviations adopted

MpuHaTbie cokpaweHus |

Mpepnaraembie cokpauieHus |
Suggested abbreviations

Clinical symptoms

PASH | PAPASH | PsAPASH

PAASCH/

PASS PSC

PAPASC | VPASH | PASCD | PASC PsAPSC

Mcopuatnueckuit apTpur | v
Psoriatic arthritis (PsA)

MnoreHHbIA apTpuT |
Pyogenic arthritis (PA)

laHrpeHo3Has nuoaepmus |
Pyoderma gangrenosum (P)

KoHrnobartHble akHe |
Conglobate acne (A)

THOMHBIN TAPaSEHHT | v v v
Suppurative hidradenitis (SH or S)

f13BEHHBIN KONUT |
Ulcerative colitis (C)

CroHgunoapTpur |
Spondyloarthritis (S)

JleMKOUMTOKNACTUYECKMIA BAaCKYNUT |
Leukocytoclastic vasculitis (V)

BonesHb KpoHa |
Crohn’s disease (CD)

AyTOMMMYHHBIN renaTiT / NepBUYHbIiA
CKIEPO3UPYHOLLMIA XONaHTUT |
Autoimmune hepatitis / primary
sclerosing cholangitis (H/PSC)

DenKoB M peBMaToforuyeckue npobbl), TMCTONOMMYECKOE
(boncus M3 KpaeBoil 30HbI FAHTPEHO3HOW NMOJAEPMUM), WH-
CTPYMeHTabHbIe C Liefiblo MOMUCKa accoLMMUPOBaHHbIX U BOC-
nanuTesbHbIX 3aboneBaHuii (peHTreHorpadms NErkux, Komo-
HOCKOMMS, UCCNel0BaHWe KanbMpoTeKTUHA AN AMarHOCTUKM
boneshn KpoHa n A3BeHHOr0 KO/MWTa, YNbTpa3ByKOBOE WUC-
cnefoBaHue OpHLLIHOM NOMOCTW U Manoro Tasa, KOMIbKTEP-
Has ToMorpacgus opraHoB rpyLHOM KIeTku, T-cnoT Ans aua-
THOCTUKM TyOEepKynésa), U B 3aBUCMMOCTW OT pe3yNbTaToB
obcnefoBaHA — Ha3HauyeHa KOHCyNbTaums peBMatosiora,
racTpo3HTEpOAOra, IHAOKPUHONOTa.

AnroputM no onpefeneHuio CMHApPOManbHOW (GOpPMbI
FaHrpeHo3HOW MUOLEPMUM OCHOBAH Ha YeTbIpEX3TamnHoM
OMPOCHMKEe 0 Haubosiee YacTbiX CUMMTOMax BO3MOMHbIX
CMHIPOManbHbIX GOpM raHrpeHo3HoW NUoLEepPMUM, HauYMHAS
C FaHrpeHo3HoON NMOLEPMUM, KOHI00aTHOro akHe (A), rHom-
Horo ruapagaenuta (SH) no BbisBneHus (Ha YeTBEPTOI CTa-
AUN) aKCHanbHOro cnoHAMnoapTpuTa (S), ncopuaTuyeckoro
aptputa (PsA), nuoreHHoro apTputa (PA), A3BeHHOro Konuta
(C), bonesHm KpoHa (CD) unu neitKoLMTOKNaCcTUYECKOro Ba-
ckynuta (V).

CvHapoManbHble GOpMbl FaHTPEHO3HON MUOAEPMUM SIB-
NATCA PEAKUMU COCTOSHUAMU U, MO MOCNEAHUM [aHHbIM,
yallle HauMHaITCA B LLETCTBE C PELMAVBUPYHOLLUX apTpUTOB

DOl https://doi.org/10.17816/dv629665

WM 04YEHb PaHHWUM NPOSIBNEHWUEM KIMHWUYECKUX MPU3HAKOB
yrpeBoii 6one3nu. Mocne 30 neT cycTaBHble CUMNTOMbI CTa-
HOBATCA MeHee BbipaxeHHbIMM [16]. B nouckoBon cucteme
no 6uoMeaMUMHCKMM nccnefoBaHuam PubMed nybnvkaumi
Ha aHBapb 2024 ropa no 3anpocy «CMHAPOMAJIbHbIE GOpPMbI
TaHrPeHO3HOM NUOLEPMUM» Maro, YTO MO3BOJISIET CYMTaTb
MpeLCTaBNIEHHbIE Cy4au YHUKaNbHBIMU.

B nuTepaType npencTaBneHo BCEr0 HECKOMbKO Clyva-
eB onucanus PAPASC-cuHapoMa, KOTOPbIN BKJOYAET raH-
TPEHO3HYI0 NMUOLEPMMIO, THOMHLIA TWUAPALEHUT, YIPeByIo
BonesHb, NMOreHHbI apTPUT U A3BEHHbIN KonuT. [peano-
naraetcs CyllecTBoBaHWe 06LLero 3TMOMaToreHeTMYecKoro
MexaHu3Ma W bonee KOHKPeTHO — Tpurrepa BocnanuTeNb-
HbIX 3abonieBaHMiA KULLEYHWKA, KOTOPbIN 3amycKaeT NpoBoc-
ManuUTeNbHbIA Kackaf W UMMyHOOMOCPeLOBaHHYK AuCpery-
nAaumio, GopMUPYHLLYIO OCHOBY Pa3fIMYHbIX BOCMANUTENbHbIX
cocTosiHuii [17, 18]. B aHanuse, npoBeaéHHoM R.L. Gadelha
n coaBt. [19], y 7 u3 8 naumentoB ¢ PAPASH, PsAPASH
unn PASS BbisiBieHbl MONOXUTENbHBIA CEPONOrUYecKuit
TECT Ha aHTUTeNa K MeKapcKuM JpoxokaM Saccharomyces
cerevisige (ASCA), a TaKKe Npu3HaKW CyOKIMHUYECKOrO BOC-
naneHus NULLEBapUTENbHOTO TPaKTa U pedpaKTepHoro Te-
YeHus NpW UMMyHoCynpeccuBHoi Tepanuu. KpoMe Toro, Bcé
bonee HOBble AaHHbIE MOLYEPKMBAKT CBA3b XPOHUYECKUX
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HeT naHHbIX 3a cuHapoMarbHble dopMmbl [T,
Ho penKo PAASCH/PSC unn BO3MOXHbI
HenosHble paHHWe cMHApoManbHble GopMbl [T

JEPMATONOMA Tom 27 N2 &4, 2024
DOuarHos 'M? HET >
- CKpVIHMHF Ha CMHAPOMaJibHbIe
PA dopmbi [T
\
Hanuume koHrnobartHoro akHe? HET >

B 6onbLUnHCTBE Cy4aeB HET AaHHbIX
33 cuHApoManbHble Gopmel [T

v

A _ YKa3biBaeT
A "1 Ha cuHapoManbHbie dopmsl [l Hanuuue [T, ncopuatuyeckoro aptputa u 6onesun Kpoxa?
[T, He accoummpoBaHHas ¢ Apyrumu
HET »| ayTOBOCNANUTENbHBIMU CUHAPOMaMM, HET laHHbIX
33 yCTaHOBJIeHHbIe CMHAPOManbHble hopMbl [T
— [A > CoortercTeyeT cuHppomy PsAPSC
v
Hanuuwme IT? HET —> Bo3MoxHbI cMHApOManbHble GopMbi [T
_ YKasblBaet
JA > Hanuune nuoreHHoro apTpuTa 1/mnm s3BeHHOro Konuta?
Ha cuHApoManbHble dopMbl Tl
[T n KoHrnobaTHble aKHe, He accoLMMpoBaHHbIe
HET | € Apyrumun ayToBocnanuTenbHbIMU CUHAPOMaMK,
HeT [laHHbIX 33 YCTaHOB/EHHbIE CUHAPOMabHbIE
dopmbl [T1
Hanuuue n1oreHHoro apTpuTa: COOTBETCTBYET
/ cuugpomy PAPA
— JA
Hannuve A38eHHOro KonuTa: COOTBETCTBYET
cuuapomy PAC
v
Hanuuue cnonaunoaptpua (S), HET [ CooTeerctayer cutipoMy PASH
ncopuatuyeckui aptput (PsA), nuoreHHbIN
apTput (PA), asBeHHbilii kKonuT (C),
6onesHb Kpona (CD),
neiikouuToknacTuyeckuit Backynut (V)? > JIA

v

v

v

\4

v v

Hannune
cnoHaunoapTputa (S):
COOTBETCTBYET
cuHaopomy PASS

Hannume
NCopMUaTUYeCcKoro
aptputa (PsA):
COOTBETCTBYET
cuHapomy PsAPAS

Hannumne
NUOTEHHOr0 apTpuTa
(PA): cootBeTCTBYET
cuHapomy PAPASH

Hanuume si3BeHHoro
Konmra (C):
COOTBETCTBYET
cuHaopomy PASC

Hanuuue nemkoumto-
Hannune 6onestu

KNacTuyecKoro
Kpowa (CD): Backynuta (V):
COOTBETCTBYET PSS

curpomy PASCD cuHaopomy VPASH

Y

Y

Hanuume nuorenHoro aptputa (PA) u sisBeHHoro KonmTa (C): cootBeTcTBYeT cuHapoMy PAPASC

Puc. 1. KpaTkoe pykoBoACTBO (4eTbIpéXaTanHblil anroput™) A1s NPOCTOTO BISIBNIEHWUSA W OMpejeNieHns ayToBOCNaiuTeNbHbIX CUHAPOMOB,
accoLMMPOBaHHbIX C FaHrPEHO3HOW NMOAEPMIUEN, B KIIMHUYECKOW NpakTUKe. [T — rHonHbIA ruapagenuT; M — raHrpeHo3Has nuogepmus.
Fig. 1. A quick guide (four-step algorithm) for the simple identification and definition of autoinflammatory syndromes associated with
pyoderma gangrenosum in clinical practice. [T — suppurative hidradenitis; [Tl — gangrenous pyoderma.
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BOCMaNMTENbHbIX 3ab0neBaHWUA KOXM CO cneunduyeckm-
MW U3MEHEHUSMU B MUKPOBMOME KenyLo4HO-KMLLEYHOro
TpaKTa, NOATBEPIKAASA MEPEKPECTHYI0 CBA3b MEXAY KOXKHOM
M KuLeYHo bakTepuanbHon dnopon [18, 20]. B nutepatype
ONMCaH CNyyai YNyyLeHUs COCTOSHUS KOXW Noc/e NpoKTo-
KomakToMum [21].

BTopoi KMHMYeCKW cnyyan JeMOHCTPUPYET MauueHTa
¢ PASH-cuHapoMoM (coueTaHWe raHrpeHo3HOM NUoaepMuUM,
THOMHOrO rMAPaAeHUTA 1 YrpeBom cbinu). HeaaBHo bbino Bbi-
CKa3aHo MpefnosoXeHue, 4To KamHuyeckas Tpuaga PASH
npeacTaBnseT coboit ayToBOCManMTENbHLIA cuHapoM [18],
KOTOPbIN MOXHO 0T/MunTb 0T PAPA no oTcyTcTBMiO NnoreH-
Horo ctepunbHoro apTpura [19, 201.

JleyeHne nauMeHTOB C CUHAPOManbHbIMU opMamm
cnoxHoe. Knaccuyeckue cxeMbl MMMYHOCYNpPECCHM, TaKue
KaK CMCTEMHbIE TIOKOKOPTUKOWbI, a3aTMONPUH (KaK rio-
KOKOpPTUKoMACOeperaioLwmit areHT), LancoH U U30TPETUHOMH,
He Bceraa obecneyMBaloT yA0BNETBOPUTESbHBIN KOHTPOSb
3abonesanus [21]. Tepanus rHoWHOrO rMApafeHUTa 3aBu-
CUT OT CTaguu matosiormyeckoro npouecca. lpu | ctagum
no Knaccudukauum XEpam BO3MOXKHO MPOBOAUTL JieueHue
TONM4ecKuMn cpeacteamu, npu Xeépnu Il Heobxoaumbl anm-
TesbHbIe KYpChbl aHTUOMOTUKOB (LOKCULIMKIUH, KIMHLAMMULIH,
pubaMnULMH), CUCTEMHBIX PETUHOMAOB, aHTUAHLPOrEHHbIX
npenapatoB. [lnuTeNnbHoe NPUMEHEHUE CUHTETUHECKUX pe-
TMHOMZAOB (aUUTPETUH) cuMTaeTcs Haubosee 3HEKTUBHBIM
MeTofOM fledeHusi. VMeloTca faHHble nuTepaTypbl Mo npu-
MEHEHMI0 JancoHa, YenoBeyeckoro MMMyHornobynmxa. Cra-
ovsa 3abonesaHus Xépam |l paccmatpuBaeTcs KaK Nokasa-
Hue K Buonormyeckon Tepanuu [22, 23], 4Tobbl NOAroTOBUTL
BONBHOIO K 3aKNTI0UMTENBHOM XMpYPruyeckon 0bpaboTke ova-
OB FHOMHOMO MMAPAJEHNUTA, BO3MOXHO, AaXe C MIaCTUKOMN.

B cooTBeTCTBAM C NaTONOrMYECKMMU MeEXaHU3MaMu
obHapyxeHo, 4To aHTaroHucTel TNF-a — wuHdnkcumab
¥ apanuMymMab — oKa3sbiBatoT 6onee 3HaUUTENbHBIA IQPEKT
NPV raHrpeHO3HON MUOAEPMUM U THOMHOM ruapajeruTe [24,
25]. B nocnefHve rofbl 0TMEYaeTCA pasBUTME HOBbIX METO-
L0B Tepanuu: TaK, UIMeeTCsl YCMELLHbIA ONbIT eYEHUs aHTU-
IL-1, IL-17 [26, 27], ofHaKo Mpy HanuuMW BOCNANIUTENbHbIX
3aboneBaHni KuLeyHnKa aHTU-1L-17 npoTmBonoKasaHb [28].

MpencTaBnseM KIMHUYecKWe HabnoaeHns U3 cobcTBeH-
HOM MPaKTMKM NaLUMEHTOB C CUHAPOMabHbIMM (hopMamu
THOMHOTO rMApajeHuTa.

OMUCAHWUE C/TYHAEB

KnuHuuyeckuin cnyyan 1

0 nayuexme. NaumenT K., 20 net. B Mae 2023 roza obpa-
TUNCSA € Xanobamu Ha A3BeHHble fedeKTbl Ha KOXKE roJieHei
C BblpaKeHHbIMU 601€3HEHHBIMM OLLYLLIEHUAMM.

M3 aHaMHe3a U3BECTHO, YTO 3aboneBaHue feblTUpoBa-
no B anpene 2017 roaa, Korga BnepBble OTMETUA NosBAE-
HWe BbICbINAHMIA Ha KOXe Juua, CnuHbl, rpyan. 0bpatuncs
K 4epMaToniory Nno MecTy MKMTEeNbCTBA, BbICTaBNEH AMarHo3
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«KoHrnobatHoe akHe», peKOMeH[0BaHa Tepanusa U30TpeTu-
HouHoM (CoTpeT no cxeMe 10 Mr/cyT) 6e3 ocoboro 3ddek-
Ta, B CBA3M C YeM npenapar bbii CaMOCTOATENbHO OTMEHEH.
Bckope nocne KOXHbIX NMPOSIBIEHWIA CTan 0TMeyaTb 3MK30-
Obl boneit B 0bacTu rpyauHb, KIKOYWL, TPYLHOM KIETKY,
TOJIEHOCTOMHBIX M KOJEHHBIX CYCTaBOB, COMPOBOXAAIOLLNX-
ca cybdebpunutetom. Obpatnncs K peBMatonory, BbiCTaB-
neH anarHo3 «H0BeHUNbHbIA aHKWIO3MPYHOLLMIA CIOHANIHNT.
SAPHO-cuHapoM», Ha3HAYeHo NeyeHne MeTUNpeLHU30s0-
HOM B [103e 24 Mr/CyT C NONOXUTENbHOW AUHAMUKOI B BULE
3HAUYUTENIbHOT0 YMEHbLUEHUS BbIPAXKEHHOCTU CYCTaBHOMO
CMHIPOMa W perpecca KOXHoro npouecca. B panbHeliwem
Obina peKoMeH[OBaHa MOCTENEHHas OTMEHa CUCTEMHbIX
TMIOKOKOPTUKOMAOB. Ha dhoHe npuéMa aByx Tabnetok MeTun-
npeLHU30/10Ha OTMETUN peLmans bonel B cycTaBax, a TakKe
B0300OHOB/EHKe yrpeit. B cBa3m ¢ atum B asrycte 2017 ropa
ObIN rocnUTanM3MpoBaH B PEBMATONOTMYECKOE OTAENEHME,
roe no peLleHnio KOMUCCUM PEKOMEHAO0BaHa Tepanus reH-
HO-MHXeHepHbIM B1ONOrMYecKMM NpenapaTtoM 3TaHepLent
B Ao3e 45 Mr 1 pa3 B Hepento. Ha ¢oHe Tepanuu ataHep-
LenToM OTMETUN YMEHbLUEHME BbIPAXKEHHOCTH CYCTaBHOMO
CMHIPOMA, 0JJHAKO KOXHbIW MPOLECC NEpPUOSMYECKM peLy-
LVBWPOBA, B CBSA3W C YeM Obl BHOBb HauaT Kypc Tepanuu
U30TpeTMHOMHOM (PoakkyTaH B Ao3e 30 Mr/cyT B TeueHue
3 MecsLEeB) C NONOXUTENbHBIM OTBETOM B BUAE KynMpoBa-
HWS BOCMANUTENbHBIX SBJIEHUIA C UCXOL,0M B aTpoduyeckue
pybLbl MoCTaKHe.

B 2019 rogy B cBA3V C YBEIMYEHMEM YPOBHS KaNbMpoTeK-
TWHA B Kane A0 977 MKr/T 1 HanuuMeM nopaxKeHus ToCToro
KMLLEYHWKA N0 AaHHBIM KOJIOHOCKOMWM bbin AMarHocTUpoBaH
«f13BEHHbINM KONUT», U NPUHATO PELLIEHUE O 3aMeHe Npenapa-
Ta 3TaHepLenT Ha aganuMymab B go3e 40 Mr 1 pa3 B 2 He-
nenv. Ha atoM doHe Habnofanca perpecc bonesoi cMnTo-
MaThKM B 06nacTu cycTaBos.

B aBrycte 2021 roga Ha ¢oHe npuéMa aganmmymaba ot-
MEeTWUST 0fHOMOMEHTHOE MOSBJIEHUE MATU A3BEHHBIX BbIChINa-
HWW Ha Koxe GEfep v rosieHen ¢ rHOMHO-reMopparuyeckum
OTAENSeMbIM, BbICTaBMEH AMarHo3 «3kTuMa (?)», npoBefeHa
LnuTenbHas (B TeyeHue 6 MecsLeB) aHTUOMOTUKOTepanus
be3 apdekTa. B nekabpe 2021 roga noeefeHo ructonoru-
YecKoe UccnefoBaHWe bUONCUIAHOTO MaTepuana: anuaepMmuc
HepaBHOMEPHOW TOMLLUMHBI, MECTaMu 3p03MPOBaH, B COXpa-
HUBLUMXCA Y4acTKax YTONLLEH C BbIPAXEHHbIM aKaHTO30M,
runep- 1 napaKepaTto3oM, B POroBOM C0e CKOMMeHne Neii-
KOUMTOB C OpPMUPOBAHNEM MHOXECTBEHHbIX MYCTYJT; AepMa
Pe3Ko O0TEYHa, Ha OJJHOM M3 Y4acTKOB oTMeyaeTcs auddys-
Hbl BbIPAXXEHHbIN BOCMANUTENbHbIA MHDULTPAT, COCTOALLMIA
MPENUMYLLECTBEHHO U3 HEMTPODUIIOB, PacrpOCTPAHAILLMIACA
Ha BCH0 TOJILLY JEpMbl; B 30HE MHUNIbTPaTa BUAHbI dpar-
MEHTbI Pa3pyLUeHHOro BOJIOCSHOr0 QONNMKYNA, OTAENbHbIE
MHOr0SILEPHbIE KIETKM.

B mae 2022 ropa B CBA3M C BO3HMKLIMM [epMaTo-
30M KOHCM/IMYMOM MPUHSATO peLUeHMe OTMEHWUTb Tepa-
MUK TeHHO-MHXEHepHbIM BMONTorMYecknM npenaparoM;
LS KynpoBaHus 60NM B cycTaBax Ha3HaueHbl HeCTEPOUAHbIE
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MPOTMBOBOCMANMTENbHbIE CPeacTBa. llocne oTMeHbl agamu-
MyMaba, a TakKe Ha POHe UCMONb30BaHUA aHTUBaKTepUanb-
HbIX Npenaparto., CTaUIOKOKKOBOr0 bakTepuodara, MecTHo
TOMUYECKUX KOMBMHMPOBaHHBIX CTEPOMAHbIX Npenaparos,
pereHepupyrLLMX Ma3ell Ha A3BeHHble AedeKTbl Habnoaa-
nacb NONOXUTENbHAA AMHAMMKA B BULE YaCTUYHOTO Mapru-
HasbHOro pybLieBaHuMs A3BEHHbIX Ae(EKTOB.

B Hosibpe 2022 ropa obpatuncs B KNMHUKY KOXHBIX 1 Be-
Hepuyeckux bonesHen uMenn B.A. PaxmaHoBa CeueHoBcKoro
YHuBepcuteTa (MockBa): pekoMeHA0BaHO npoBecTu audde-
peHumanbHbli anarHo3 ¢ SAPHO-cMHapoMOM c mapafok-
CaNlbHOW raHrpeHo3Hoi nuopepmuei, PAPA-cuHapomoM (npu
MOATBEPXKAEHUM NUOTEHHOro apTputa), PASS-cuHapoMoM
(Mpn  NOLTBEPMAEHUM aHKWUNO3UPYIOLLETO CMOHAMANUTA)
nnu PsAPASH-cuHapoMoM ¢ munm 6e3 nafoHHO-MOAOLIBEH-
HOro nycTynésa (Npu NOATBEPKAEHUM MNCOPUATUYECKOTO
apTpuTa), a TaKXkKe UCCefoBaHNe Ha Haluyme reHa ructo-
coBMectuMoct HLA-B27. Mo pesynbtataMm nabopaTopHoro
uccnefoBaHus, Tect Ha HLA-B27 otpuuaTenbHbIN.

K nekabpio 2022 roga otMevanocb nosHoe pybuesa-
HWe A3BeHHbIX AedeKToB Ha oHe NpoBeLEHHOM Tepanuu
pancoHoM B fo3se 50 Mr 2 pasa B AeHb No cxeMe 9 pa3s
B HeJeNl0 C [ABYX[ZHEBHbIM MepepbiBOM U MOCneaytoLLei
KOppeKLMeli [O3MPOBKM Mpenapata, a TakKe aHTMbuoTu-
KOTepanuu ¢ MECTHbIM NPUMEHEHWUEM TOMUYECKUX KOMOW-
HUPOBAHHbLIX CTEPOMAOB W CPEACTB, CTUMYNUPYIOLLMX pe-
reHepauuio TKaHew.

B anBape 2023 roza nocne nepeHecEHHO 0CTPOM pecnu-
PaTOPHOI BUPYCHOM MHEKLMW NaLMEHT OTMETUN 0boCTpeHme
KOXXHOro npoliecca B Buie 06pa3oBaHus A3BEHHbIX LedeK-
TOB KOXM BOKpYT pybLioB, bbin rocnutanuavpoBaH B KnuHuKy
KOXHbIX W BeHepudyeckux bonesHeii uMenn B.A. PaxmaHoBa,
roe BHOBb MOMYYWN KYpC JIEYEHUS aHTMDaKTepUanbHbIMMU
npenapartamu, cTaduUNOKOKKOBbLIM baKTeprodaroM ¢ yacTmy-
HbIM pybLeBaH1eM I3B.

HacToswee oboctpenne Bo3Hukio B anpene 2023 rofa
nocnie NepeHecEHHOW KOPOHABMPYCHOW WHGEKLMM, nocne
KOTOpOW NaLMeHT OTMETUN NOSBNEHUE ABYX A3BEHHbIX [e-
(EeKTOB Ha roneHsx, a Takxe ycuneHne 6o1e3HeHHOCT B 06-
NacTy CyCcTaBoB.

JlokansHeil cmamyc npu nocmynnexuu (Status localis).
BbicbinaHmsa noKanu3ylTcs Ha Koxe o0benx roneHen, npen-
CTaBJieHbl BYMs 13BEHHbIMM AeeKTaMW pasfinyHbIX pasMe-
poB (10-25 cM B anameTpe), C YETKMMM rpaHULLaMH, NPUNOL-
HATbIMU KpasMu (GMONeToBOr0 OTTeHKa o nepudepun. [IHo
3B AAPKO-KPACHOro LiBeTa C FHOWHO-TeMOopparnyeckuM 3Kc-
CYAaToOM M yyacTKaMu Hekpo3a. CybbeKTMBHO: BbipaeHHas
bonesHeHHOCTb (puc. 2, a, b). Ha Koxe 6éaep 1 npaBoii ro-
NEHW UMEKTCA HopMOTpoduYeckue pybLbl, pacrosioXeHHbIe
Ha OHOM YPOBHE C HEM3MEHEHHOW KOKel, Ao 15 cM B ama-
MeTpe, C YETKMMMW TpaHuMLaMK, NOTHbIE NPW Nanbnauum,
PO30BO-KPACcHOro LiBeTa, Ha MOBEPXHOCTU KOTOPbIX 0TMeYa-
etca atpopusa Koxu. CybbeKTMBHO: 6e3 0cobeHHoCTen (CM.
puc. 2, ¢, d). Ha Koxe nuua, CuHbl U rpyay UMeKTCs MHO-
JKECTBEHHbIE [ENUrMeHTUPOBaHHbIE HOPMO- U aTpoduyeckue
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pybLbl, accoLuMpoBaHHbIe C KOHIMOBaTHbIM akHe. Ha Koxe
B MOSACHWYHOI 06/1aCTW 0TMEYAKITCH MHOXECTBEHHbIE CTPUM,
pacnonoXeHHble napanienbHo Apyr ApYry B MOMNepeyHoM
HanpaBfieHUW CMMHBI, NPeACTaBneHHble aTpodnyeCKUMK no-
flocaMm ¢ HepOBHBIMK KpasiMu, pasmepoM Ao 10 cM B annHy
1 1 CM B LIMPWHY, MMELOLLIME PO30BATO-IMIOBbIA OTTEHOK (CM.
puc. 2, e, f).

JlabopamopHeie uccnedogaHus. OOLWMIA aHaNN3 KPOBU:
aputpoumThl 4,8x10'%/n; remornobun 140 r/n; remaToKput
40%; TpomBoumTbl 329%10°/1; nelkoumTel 13,74x10%/n; nnm-
dountbl 59%; HenTpodunbl 50,5%; MoHoumTI 7,1%; 303MHO-
¢unbl 1,5%; 6asodunel 0,4%; cKopocTb ocepaHns 3puTpo-
umtoB 8 MM/y; LBeToBOM nokasatenb 0,85. Broxummueckui
aHanu3 KpoBu: roKo3a 5,16 MMonb/n; 0bwmii 6enok 62 r/n;
ansbymuH 38,1 r/n; MoyeBmHa 7,0 MMoJIb/N; MOYEBas KUCHO-
1a 215,50 MKMonb/N; KpeaTUHUH 69 MKMonNb/N; BuApyouH
0bwwmit 10 MKkmonb/n; ounupybud npsmont 1,5 MKMonb/n;
xonectepud 3,2 Mmonb/n; Tpuravuepuabl 0,41 MMonb/n;
JMNONPOTENHBI BLICOKOW NnoTHOCT 1,12 MMONb/N; anaHuH-
aMuHoTpaHcdepasa 26 ea/n; acnapTaTaMuHoTpaHcdepasa
24 ep/n; naktratgeruaporeHasa 132 en/n; wenoyHas goc-
(artasa 66 en/n; ramma-rnyTamuntpaHcdepasa 17 en/n;
C-peakTuBHbIi benok 13,8 Mr/n. 0OLIMIA aHanM3 Mouu: LBET
WEnToiih; yaenbHbid Bec 1,010; npo3payHoCTb HenosHas;
pH 6; 6enok — HeT; rNoK03a — HET; KETOHbl — HET; HU-
TPUTbI — HET; YypobunmuHoreH — HopMa; NerKouuTbl — 3—6
B M0Je 3PEeHUs;; 3PUTPOLMUTBI — HET; CAM3b — HEMHOrO;
bakTepun — HemHoro. Koarynorpamma: aKTMBMpOBaHHOE
yacTuyHoe TpoMbonnactuHoBoe Bpems 0,85; npoTpoMbuH
no Keuky 96%; MexayHapoLHOe HOpManu3oBaHHOE OTHO-
weHwe 1,10; npotpoMbuHoBoe BpeMa 12,1 cek; pubpuHoreH
3,62 r/n.

Bce nokasaTenu nabopaTopHbIX MCCNefoBaHWiA pac-
MONOXeHbI B Npefenax pedepeHCHbIX 3HAYEHUsX, 0HAKO
B 06LUeM aHanu3e KpoBu HabmogaeTcs yBenMyeHne YpoBHS
NenKouMTOB M IMMQOLMTOB, B BUOXMMMYECKOM aHanu3e Kpo-
BM — CHIXEHWe MoKa3saTeneli obuiero 6enka u yBenuueHue
C-peaktuBHoro benka.

JuazHo3. YuuTbiBas KIMHUYECKYK KapTUHY M aHaM-
HECTMYECKME [LaHHble MaLMeHTa, a TaKXKe Ha OCHOBaHWUM
yctaHoBneHHbIX B 2017 ropy amarHo3oB «HOBEHWbHBIN
aKHUNO3MPYIOLLMA COHAUINTY (B PEBMATONIOMMYECKOM OT-
neneHun) n «KoHrnobatHoe akHe» (mepmatonor no Mecrty
xuTenbcTBa), B 2019 rogy — anarHosa «H3BeHHbIA KOUT,
B 2021 rony — AmarHosa «laHrpeHo3Hasi MMOAepMUS», Bbl-
cTaBneH anarHo3 «PAPASC-cuHapom» (puc. 3).

JleqeHue. B cTaumoHape AepMaToBEHEPONOrMYECKOro
OTZ,ENEHUS MPOBELEHO JIEYEHNE CUCTEMHBIMM CTEPOMAAMM
(npepHu30moH B fo3e 40 Mr 1 pa3 B ieHb C NOCTENEHHBIM
CHUXXEHWEM [03MPOBKM Npenaparta) C COOTBETCTBYHOLLEV
KOppUrvpytoLLen Tepanueid, aHTMbaKTepuanbHbIMKU Cpej-
CTBaMM W HapyXHO TOMWUYECKUMK BaKTepuUMAHbIMU Npe-
napatamu. B HacTosiLlee BpeMs MauMeHT NPOXOAMT Nieye-
Hue B KNMHMKe KOXHbIX U BeHepuyeckux bonesHen MeHn
B.A. PaxmaHosa.
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Puc. 2. Maunent K., 20 ner,
PAPASC-cuHapoM: @ — s3BeH-
HbIl fedeKT pasmepom Ao 20 cM
B [MaMeTpe Ha KOXe npaBoil
roneHu; b — A3BeHHbI fedexT
pa3MepoM 1o 10 cM B auametpe
Ha KOo3Ke NeBoii rofIeHu; ¢ — Hop-
MOTpOGUUYecKuii pybew, Ha Koxe
npaBoii rofielu; d — HopMoTpo-
(uueckue pybubl Ha Koxe bEaep;
e — HOpMO- M aTtpoduueckne
py6Libl, acCOLMMUPOBAHHbIE C KOH-
rno6aTHbIM aKHe Ha KoKe CrHI,
CTPUM Ha KOXe B MOACHUYHOI 06-
nactu; f — HopMo- 1 aTpoduye-
CKve pybubl, accouMMpoBaHHbIe
C KOHr06aTHBIM aKHE Ha Koxe
nmua.

Fig. 2. Patient K., 20 years
old, PAPASC syndrome: a —
ulcerative defect up to 20 cm in
diameter on the skin of the right
shin; b — ulcerative defect up to
10 cm in diameter on the skin of
the left shin; ¢ — normotrophic
scar on the skin of the right shin;
d — normotrophic scars on the
skin of the thighs; e — normo-
and atrophic scars associated
with conglobate acne on the skin
of the back, skin striae in the
lumbar region; f — normo- and
atrophic scars associated with
conglobate acne on the skin of
the face.
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AxHe

= H3BEHHbIV KONUT

Puc. 3. TeyeHue 3aboneBaHus y naupeHTa ¢ PAPASC-cuHapoMoM.
Fig. 3. Course of the disease in a patient with PAPASC syndrome.

KnuHuuyeckuin cnyyan 2

0 nayuenme. Mauuent W., 21 rog. B mione 2023 ropa
MOCTYNWA C XanobaMn Ha pacnpoCTPaHEHHbIE BbICbINAHMS
Ha KOXe JINLa, TyNOBULLA U KOHEYHOCTEH.

U3 aHamHe3a. TMaumeHT cuntaet cebs BonbHbIM € feTa
2021 ropa, Korpa BnepBble nocne KynaHus B BOLOEME Mo-
SBUINUCb ManynésHble BbiCbiNaHus B 061acTu nieBoro rone-
HocTomHoro cyctasa. CnycTa 2 Heaenn OTMETUN OTEK J1eBOA
ctonbl. 0bpatuncs K aepMatonory no MecTy UTeNbCTBa, bbin
Ha3HayeH Kypc aHTUbaKTepuanbHbIX NpenapatoB (Ha3BaHue
KOTOPbIX YTOUHUTb HE MOXET) C BPEMEHHBIM MONIOXMUTENb-
HbIM 3ddekToM. C centabps 2021 roga oTMeTMN NosBAEHME
OTKPBITBIX M 3aKPBITbIX KOMEJOHOB M aKHE Ha KOXe JINLa,
TYNOBMLLA, BEPXHUX KOHEYHOCTEN, @ TaKKe pacnpocTpaHeHue
nanynésHblX BbICbINAHUA C HEKPOTUHECKWUM LIEHTPOM Ha KOXe
HWXKHUX KOHeyHocTel. o pekoMeHZaumn gepmartonora Ha-
npaBneH K peBMatosory, rae 3anofo3puiv bonesHb bexyera
1 MPOBEN UccriesoBaHne KpoBu Ha Hanuume HLA-BS1 (no-
NOXUTENBHO), KOMMOHeHTLI KomnneMeHTa C4 (0,39 r/n), C3
(1,66 r/n) n aHTUTENa K aaepHbIM aHTUreHaM AHA (oTpuua-
TeNbHO).

B axBape-teBpane 2022 roga B CBA3M C BO3HUKLIMMM
A3BEHHbIMM AedeKTaMW Ha KOXKe roseHen Obin rocnuta-
JIU3MpOBaH B PEBMATONIOTMYECKUIA CTauMoHap, NpoBeje-
HO NleyeHue MeTMNpefoM B fo3e 16 Mr/cyT, MnakBeHUNoM
no 200 Mr/cyT 1 cocyaucTbIMK Npenapatamu. B ato e BpeMs
BbINOIHEHA B1ONCKA KOXHOr0 NOCKYTa C NOCAeLyoLLMM M-
CTONOTUYECKUM UCCNELOBaHNEM: B EPME BbIPaXEHHbI He-
PaBHOMEPHbII CKNepo3; MOKPOBHbLIA MHOTOC/OMHbINA NA0CKUIA
3NUTENNIA C ABNEHMAMU AUCTPOGUM U 0YAroBOr0 aKaHTo3a
B 30He BOCMasieHus, B Cyb3nuTeNnanbHbIX 0TAENaX U B AepMe
ovaroBsas, rycras nedKoumTapHas MHQUILTPaLMS Co crylue-
HWeM M MUKpoabcLeanpoBaHWeM C BOB/IEYEHMEM TNYHOKMX
OTAENOB AepMbl, M0 XOAY BbIBOAHBIX MPOTOKOB MPUAATKOB
M MOJKOXHO-KWUPOBON KIETYaTKM B MEHbLUEW CTEMeHu;
B YaCTW COCYZ0B MEJIKOro U CpefHero Kaaubpa oTMevaeTcs
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——— [0BEHUMbHBIN aHKWO3WPYIOLLMIA apTPUT

raHFp6H03HaH nuoaepmma

BbIpaXKeHHas nMMdonnasmMoumTapHas MHOUALTPaLMS C Bo-
BIeYEHWEM BCEX CTNOEB, a TaKKe BaKyonu3aums u nponude-
pauMs YyacTu 3HLOTENIMOLMTOB, YacTb COCYA0B 6e3 BUAMMBIX
U3MeHeHuit. 3akdeHue: Mophonormyeckas KapTuHa u M-
MYHO(hEHOTUN BaCKy/IUTa C NOPAXEHMEM COCYL0B CPeLHEro
1 MenIKoro Kanmbpa, ¢ o4aramu cyb3anuTenuanbHoro MUKpo-
abcLenMpoBaHus 1 BOBNEYEHUS BbIBOLHLIX NPOTOKOB Npu-
LATKOB KOXM. [McToNornyeckas KaptuHa He NpOTMBOPEYUT
K/MHMYeckoMy puarHo3dy «bonesHb bexueta». Ha doue
MPOBEAEHHOW CMCTEMHOW Tepanuu B PeBMaTofor1yeckoM
OTAENEHUM 0TMeyvanach MomoXuTeNbHas AMHAaMUKa B BULE
YacTUyHoro pybLeBaHus A3B.

B okTabpe 2022 roaa nocne nepeoxniaxaeHns BHOBb ro-
CMUTaNM3MPOBaH B CBAA3U C MOABNEHWUEM I3BEHHBIX 1eEKTOB
Ha paHee MHTAKTHOW KOXE M Ha MPEeXHWUX MecTax, BblCTaB-
neH pparHo3 «HekpoTuueckuin y3enKoBblid BacKynut Bep-
Tepa», NpPOBeJeHa Tepanusa NpeaHW30ioHoM B fo3se 30 Mr
nepopasbHO C MOCTeNeHHbIM CHUXEHWEM A03bl Mpenaparta,
MECTHO TOMUYECKUMM CTEPOMAAMU C MONOKMTENbHBIM 30-
(eKTOM B BUAE MOJHOMO pybLeBaHUS A3BEHHBIX AeheKTOB.
[laHbl peKoMeH[aUMM MPOJOMKUTL MPUEM MpeLHU30NI0HA
Ha HeomnpeaenéHHo [IMTENIbHOE BPEMS M0 LOCTUXEHUU [10-
3MPOBKM 5 Mr/cyT.

[lanee KOXHbIN NPOLLECC HOCW BONHOOOPa3HbIA XapaK-
Tep c nepuoaamu 0boCTpeHMs nocne nepeoxnaxaeHus. Tak
KaK 3aboneBaHue MMeN0 HETUMUYHBIA XapaKTep TeyeHus,
B Mae 2023 rofa maumeHT BHOBb FOCMMTAM3MPOBaH B CTa-
LiMOHap peBMaToN0rMYECKOr0 OTAENEHNS C LIEMbH YTOUYHEHUS
[MarHo3a v Koppekuuu Tepanuu. Ha ocHoBaHWUM 0TCyTCTBUS
B aHaMHe3e MOpa)eHus CIU3UCTBIX 060/104eK NOOBbIX Op-
raHoB ¥ POTOBOM NOJIOCTH, OTPULLATENILHOTO TECTA MaTepruu,
OTCYTCTBUSA AaHHbIX 3a 3a00N1eBaHNA KOCTHO-CYCTaBHON CHU-
CTEMbI, @ TaKXKe MpU3HaKoB (nebuta No [aHHLIM ybTpa-
3BYKOBOI0 UCCNEeA0BaHNSA BEH HUKHUX KOHEYHOCTEN AnarHo3
«bonesHb bexyetax bbiN UCKIIOYEH. B ycnoBumsx cTaumoHapa
nosyyan MeTUNNpeLHWU30/I0H B 103€ 6 Mr B TeyeHue 7 OHew
C COOTBETCTBYHLLEN KOpPUTMpYIOLLEN Tepanuelt, NnaKBeHUN
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no 200 Mr B AeHb, KonxuuuH no 0,5 Mr/cyT ¢ nonoxutenb-  MJaKBEHUNOM U NepopasibHbIMU aHTUKOArynsiHTaMm, a TaKk-
HOW AMHaMUMKOW B BMAE CTabMnM3aumu KOXHOro mpouecca. e K rocnutanusaumy B KnuHUKY KOXKHbIX U BEHEPUYECKUX
Bo Bpemst rocnuTanusaumm B CBA3M C yBENMYEHMEM MOKa-  bonesHeli umeHn B.A. PaxMaHoBa [nsi yTOYHEHWA AuarHosa
3atens D-guMepa, CHMXKEHMEM YPOBHS aKTMBMPOBAHHO- W KOPPEKLMW Tepanum B YCOBUSX CTaLMOHapa.

0 YacTUYHOro TPOMDOMMACTMHOBOrO M MPOTPOMOMHOBOMO JlokaneHeil cmamyc npu nocmynnexuu (Status loca-
BPEMEHM, a TaKKe He3HAYUTEeNIbHOro yBeNMYeHUs ypoBHA  [is). Mpouecc MMeeT pacnpoCTPaHEHHbIA XapaKTep: Ha KOXe
(mbpuHOreHa AMarHoCTUpOBaHa MMNepKoarynauMa no BHY-  JMLA, CMIWHBI W TPyau 00UNbHbIE KOMEAOHbI, Nanysbl, MycTy-
TPEHHEMY NyTU NPOTPOMOMHOOOpa30BaHMs. [laHbl PEKOMEH- bl B Pa3fIMYHOM CTafuM Pa3BUTUS, MHOTOYUCIIEHHBIE KPYMHbIE
AaLM1 NPOAOIKUTE KYpC TEPanuM CUCTEMHBIMU CTEPOMAAMM,  Y3nibl, aTpodmyeckue pybubl nocTakHe (puc. 5 a, b). Ha Koxe

Puc. 4. Mauwent L., 21 ron, PASH-cMHLpOM: @ — MHOroUMCIEHHBIE BbIChINAHUS Ha KOXE NMLA, TYN0BULLA; b — MHOTQUYMCIEHHbIE Bbl-
CbiMaHWs Ha Koxe rpyau, pybubl NOCTaKHe; ¢ — BbIChINaHWA Ha KOXXe CMIUHBI, eAVHWYHbIE CTPUM B MOSICHUYHON 06nacT; d — KenoupaHble
pYOLbl Ha KoXe JIOKTel; e, f — eauHWYHbIe H0Ne3HEHHbIe Y3/bl CUHIOLLHOMO LiBETa B MOAMbILIEYHON 06facT; g — rUnepnmurMeHTMpo-
BaHHble HOPMOTPOGUYHbIE PyBLbI Ha KoXe roneHei (0BLWMiA BUA); h — MHOMXECTBEHHbIE TMNEPMUIMEHTUPOBaHHbIE HOPMOTPOdUYHBIE
pybLIbl HA KOXKE roNeHeit.

Fig. 4. Patient Sh., 21 years old, PASH syndrome: a — multiple rashes on the face, trunk; b — multiple rashes on the chest skin, post-
acne scars; ¢ — rashes on the back skin, single striae in the lumbar region; d — keloid scars on the skin of the elbows; e, f — single
painful bruise-coloured nodules in the axillary region; g — hyperpigmented normotrophic scars on the skin of the lower legs (general
view); h — multiple hyperpigmented normotrophic scars on the skin of the lower legs.

DOl https://doi.org/10.17816/dv629665



HEPMATOIONMA

Tom 27, N2 4, 2024

Poccuickmit KypHan
KOMHBIX 1 BEHEPMYECKMX DONe3Hen

Puc. 4. OKoHuaHue.
Fig. 4. The End.

MOSICHUYHOI 06/1aCTU 0TMEYAKTCS eAMHUYHbIE CTPUM, pacrono-
JKEHHble MapansenbHo Apyr Apyry B NOMepeyHoM HanpaBieHun
CMUHbI, MPeCTaB/ieHHble aTpOMUYECKMM MOJI0CaMM C HEPOB-
HbIMM KpasiMi pa3MepoM A0 5 cM B nHy 1 0,5 cM B LUMPUHY,
MMetoLLMe PO30BaTO-NWMOBLIM OTTEHOK. Ha Koxe B obnactv
TIOKTEN 0TMEYalTCs KenoupHble pybubl pasMepoM o 2 cM
B [MaMeTpe, KPacHOro LBETa, MAOTHOM KOHCUCTEHLMM (CM.
puc. 4, ¢, d). B nogMbILeYHbIX BNafMHax 1 naxoBoi obiacT
Ha (oHe UHGMIBLTPALMM 0TMEYAKOTCS eAMHUYHBIE BONIE3HEHHbIE
y3/1bl KPaCHOr0 LIBETA C CUHIOLLHBIM OTTEHKOM (CM. puc. 4, e, f).
Ha Koxe HUKHMX KOHEYHOCTEW, NPeUMyLLECTBEHHO FoneHeN
W TONIEHOCTOMHBIX CYCTaBOB, OTMEYAOTCS MHOXECTBEHHbIE M-
NeprUrMEHTUPOBaHHbIE HOPMOTPOGUYECKME PYBLbI OKPYIIbIX
04ePTaHuIA C YETKUMM rpaHuLaMK (CM. puc. 4, g, h).
JlabopamopHsie uccnedogarus. 0BLIMIA aHanU3 KPOBM:
3puTpounThl 4,89x10'2/n; reMornobuH 156 r/n; remMaToKpuT
45%; TpombouumTbl 309x10°/n; neitkoumtsl 9,14x10°/; um-
tounTbl 42%; Hertpodmnbl 50,1%; MoHouUTbI 4,8%; 303uHO-
ounbl 1,3%; 6asodunbl 1,8%; ckopocTb ocepaHns 3puTpo-
uMToB 5 MM/Y; LBETOBON MoKasatesb 0,96. bruoxumuueckuii
aHanu3 KpoBW: [0K03a 4,77 MMonb/n; o0Lwmi benok 79 r/n;
anbbymut 50,3 r/n; MoyesuHa 3,01 MMonb/N; MoYeBas Kuc-
nota 347,2 MkMonb/n; KpeatuHuH 80 MKkMonb/n; 6unnpybun
06wwmii 8,1 MkMonb/n; 6unupybuH npsmoii 1,4 MKMonb/n;
XONnecTepuH 4,6 Mmonb/n; Tpurnuuepuabl 1,8 MMonb/n; n-
MOMpOTEMHbI BbICOKOW MyoTHocTU 1,38 MMonb/n; anaHuH-
amuHoTpaHcoepasa 16 en/n; acnaptatamuHoTpaHcdepasa
16 en/n; naktataermaporeHasa 174 en/n; wenoyHas ¢oc-
tatasa 105 en/n; ramma-rnyTamuntpaHcdepasa 19 en/n;

DOl https://doi.org/10.17816/dv629665

C-peakTuBHbIi 6enoK 4,2 Mr/n. 06wumin aHanu3 Moum: LBeT
XenTbin; yaenbHbln Bec 1,010; npo3payHoCTb HemosHas;
pH 6; Benok — HeT; rMIOK03a — HET; KETOHbl — HET; HU-
TPUTbI — HET; YPOOUNMHOreH — HOPMa; NIEKOLMTbI — 3—6
B MOJIe 3pEHUS; IPUTPOLMTBI — HET; CIM3b —HET; baKTe-
pum — HeT. Koarynorpamma: aKTMBMpOBaHHOE YacTUYHOE
TpoMbonnacTuHosoe BpeMs 1,1; npoTpoMouH no Keuky 96%;
MeXayHapoAHoe HopManu3oBaHHoe oTHoweHue 1,23; npo-
TpoMbuHoBOe BpeMs 13,5 cek; gpubpuHoreH 3,26 r/n.

Bce nokasarenu pacnosnoxeHsbl B npefenax pedepeHcHbIX
3HaYeHui, 0HaKo B KoarynorpamMMe Habmogaetcs yenmye-
Hue nokasarteneit MHO (MexxayHapofHoe HOpMannU30BaHHOe
OTHOLLIEHME) M NPOTPOMOMHOBOTO BPEMEHM, YTO 0O BACHSETCS
MPUEMOM aHTUKOAryNsHTOB.

JuazrHo3. Wicxos 13 KIMHUYECKOW KapTUHbI, OaHHbIX
aHaMHe3a U pe3ynbTaToB MMCTONOMMYECKOro UCCef0BaHus,
ycTaHoBneH anarHo3 «PASH-cMHApOM» Ha OCHOBaHWM Bbi-
ABNEHHBIX Y nauueHTa B centabpe 2021 ropa AmarHosos
«DynbMUHAHTHOE aKkHe» M «[aHrpeHo3Has nuoaepMus» (A3-
BeHHble JedeKTbl Ha KOXE HOr), @ TakKe AuarHo3a «[Hoi-
Hbli TMOPAfEHUT» (eAMHUYHbIE PELMAMBUPYIOLLME Y37kl
B MOAMbILIEYHbIX M NaxoBoi 0bnacTax) (puc. 5).

JleqeHue. B nepMaTonormyeckoM OTAENEHWUW MaLMEHTy
PEKOMEH,0BAHO NPOLOSIKMTL KYpC SIeHeHUs NepopasibHbIMM
KOPTUKOCTEPOMLAMU C COOTBETCTBYHOLLEN KOPPUrMpYLOLLEH
Tepanuen, rMApPOKCUXIIOPOXMHOM U MepopanbHbIMU aHTu-
KoarynsiHTamm, HasHayeHHbiMu B OIBHY «HayuHo-uccne-
[0BaTeNIbCKUIA UHCTUTYT peBMatonori uMenu B.A. HacoHo-
BOM». B KNIMHMKe KOMXHBIX 1 BEHEpUYeCKnX bonesHen MMeHu
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Puc. 5. TeyeHune 3aboneBanus y naumeHTa ¢ PASH-cuHapomom.
Fig. 5. Course of the disease in a patient with PASH syndrome.

B.A. PaxmaHoBa K Tepanuu fobaBneH LedTpUakcoH B [o3e
11 1 pa3 B AeHb BHyTpuUMbIweyHo, N2 10, a B cBA3uM ¢ Top-
MUOHBIM TEYEHMEM KOXHOMO MpoLecca HasHayeH npenapart
W3 Fpynnbl PeTMHOMA0B — AKHEKyTaH — B A03e 32 Mr/cyT.
OpHaKo Ha TpeTuii ieHb NpUEMa M30TPETUHOMHA 0bHapye-
Hbl HOBbIE BbICbINaHWA Ha 6ELpax U roneHsx, NpeacTaBeH-
Hble Nanynamu c TEHAEHUMEN K HeKpo3y B LeHTpe. Beuay
3TUX 0OCTOATENLCTB MPUHATO PELLEHWNE OTMEHUTb AKHeKy-
TaH, OLHOKPaTHO BHYTPUMBILLEYHO BBECTM 2 MN [lunpomera,
YBENMUYMTb A03MPOBKY CUCTEMHbIX CTEPOMIOB [0 4 TabneTok
B [€Hb, @ TAKKe OTPaHNYNTb TEpamnuio aKHe TOMUYECKUMH
npenapatamu (Ouddepun rens — ytpom, KneHsut C — Be-
yepoM). KoHcunumyMom Bpauyeit peKOMEHA0BaH [UTUTENbHbIN
KypCc npuéMa aHTWOaKTepuanbHbIX NpenapatoB Mo Cxe-
me: pudamnuumH no 300 Mr 2 pasa B AeHb, KIMHAAMULMH
no 300 Mr 2 pa3a B fieHb 12 Hepenb.

Ha doHe npoBenEHHoM Tepanuu oTMeYanach MOSOXU-
TeNbHas AMHaMKKa, @ UMEHHO: OCTaHOB/IEHO NPOrpPeccnpoBa-
HWe FaHrpeHO3HOM MUOZEPMUM, KYNUPOBaHbI BOCMANMTENb-
Hble SIBNIEHUS HA KOXE NULA, TPYAMN U CIUHBI.

ObCYXOEHWUE

NHTepec AaHHbIX KJMHUYECKUX HabnlopeHuid cocTouT
B TOM, YTO pasHble KJIMHUYECKUE COCTOSHWS MPU CUHAPO-
MarnbHbIX (OpMax raHrpeHo3HOW MMOLEPMUM HauMHAKTCS
B pa3Hble NepyOAbl JKU3HM, U TaKue NaLmMeHTbl He cpasy MoryT
nonacTb Ha MpWEM K Bpayy-[epMaToBEHEpPOIIONY, a CHavana
obpalLialoTca K TepaneBTaM, XUpypraM, peBMaTosioram u fp.
B cBA31 C 3TUM TaKue NauMeHTbl LOMKHbI ObiTb 06C/eL0BaHbI
[U1A UCKITIOYEHMS CONYTCTBYHOLMX 3aboneBaHui.
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AKHe [HOWHbIV rMapageHuT

Mo Mepe HabnoaeHMA 3a NauMeHTaMu U B TEYEHWe anb-
HeMLwero obcnefoBaHMsa CUHAPOManbHas GopMa MOXeT Me-
HATBCS, NPWU 3TOM Y MAUMEHTOB C OAMHAKOBbIM AMarHO30M
MOryT HabnoaaTbCa COBEPLUEHHO pa3Hble NPOSBNEHUS CUM-
MTOMOB 1 OTBETHOW PeaKLMM Ha JieYeHMe.

Knaccuyeckoe nieyeHue NaLMeHTOB C raHrpeHo3Hol nuo-
LEepMueit CUCTEMHBIMU FTIIOKOKOPTUKOUAMU, a3aTUOMPUHOM,
a TaKxKe JLancoHoOM M M30TPETMHOMHOM He BCeraa AaloT ya0B-
NETBOPUTENbHBIA Pe3ynbTaT, N03TOMY B MOCNeLHUE oAbl
CTanu Mcnonb3oBatb aHTaroHUcTbl TNF-a — uHGAMKCMMab
¥ ajanumyMmab, a B NpaKTUYecKol MeaMuMHe npencTaBieH
YCMeLUHbIN OMbIT IeYeHMs TakuxX naumeHToB aHTn-IL-1, IL-17.
OpHako npu BocnanuTeslbHbIX 3aboneBaHUAX KULLEYHMKa
npenapatbl aHTU-IL-17 npoTMBONOKa3aHsbI.

Y naumeHToB C CMHApPOMAaNbHBIMU (hOPMaMu FaHrpeHo3-
HOW NMMOJEPMUM 3HAUUTENBHO YXYALLIAETCSH KAuecTBO U3HM,
BKJIH0YasA COLMAIbHYHO U30NALMIO U3-3a 0BLLIMPHBIX MOpaXKeHuiA
KOXXM, OTMEYAIOTCA CIIOKHOCTU W OrPaHUYEHHOCTb JOCTYMHbIX
BapMaHTOB JieYeHWs,, MO3TOMY CBOEBPEMEHHAs AMArHOCTUKa
¥ npaBuNbHO NofobpaHHoe naToreHeTUYECKoe JieyeHune byayt
CMocobCcTBOBATh He TONBKO YMYYLLEHWI0 HE TOMbKO KITMHUYe-
CKOW KapTWHBI, HO M KA4ecTBa XU3HM B LIENIOM.

3AKJTO4YEHUE

Halum KnMHWYecKue cryyan CBUAETENBCTBYHOT O MHOFO-
00pasumu CMHAPOMaTbHBIX (HOPM raHrPeHO3HOW NUoLepMUM,
CNOXKHOCTAX AUddepeHumanbHoi AUarHoCTUKN U NOCTaHOB-
KU NpaBunibHOro auarHo3a. 0cBeA0OMNEHHOCTb Bpayel o no-
[06HbIX CIly4asx MOMOXET B NPaBUIbHOM BEAEHUN TAMENbIX
MaLyWeHToB.
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NO0NOSHUTENIbHAA UHOOPMALIUA

WUcTounuk dmHaHcupoBaHmsa. ABTOpbI 3aB/AIOT 06 OTCyT-
CTBUM BHELLHEro (yHaHCVMPOBaHWS NPy NOArOTOBKE CTaTby.
KoHndnukt uHTepecoB. ABTOpbI [eKIapupytoT OTCyTCTBME
SBHBIX M NOTEHLMANBHBIX KOHDIMKTOB MHTEPECOB, CBA3AHHbIX
C NybAMKaLWEN HACToALLEN CTaTbi.

Bknap aBTopoB. ABTOpHI MOATBEPXKIAOT COOTBETCTBUE
CBOEro aBTOPCTBa MeXAyHapoaHbM Kputepusam ICMJIE (Bce
aBTOPbl BHECNW CYLLECTBEHHBIA BKNaj B pa3paboTKy KOH-
Lenuyu, NpoBeAeHe UCCneoBaHUs U NOArOTOBKY CTaThy,
npoyn v opobpunn GuHanbHylo Bepcuio neped nybnm-
Kaupen). Hanbonblinin BKNag pacnpefenéd crnemyoLumm
obpasom: 0.10. Onncosa, 0.B. Mpabosckas, H.M. Tennok —
KOHLLeNUMA v AM3alH UCCIef0BaHWsA, BHECEHWE B PYKO-
MCb CYLLLECTBEHHON (BaXHOW) MpaBKM C LIENbI0 MOBbILLE-
HWA HayYHOWM LIEHHOCTW CTaTbu, 0A06peHWe QUHanNbHOM
Bepcuu pykonuck; A.E. bobkoga, [1.T. Kycpaesa, [1.A. Mbiw-
NSHOBa — MOJyYeHUe, aHanmM3 AaHHbIX WU MHTeprpeTa-
UMs pesynbTatos, NOATOTOBKA MaTepuana Ans HanvcaHus
TeKcTa; A.P. TaButoBa — cbop 1 06paboTKa MOAYYEHHBIX
MaTepuanos.

WUHdopMupoBaHHoe cornacue Ha nybnukaumio. avyeH-
Tl A0BPOBO/IBHO MOAMMCANM MHOOPMMPOBAHHOE COrfiacue
Ha nybnvKaLmio NepcoHanbHoOM MeaMLUMHCKOM MHGOopMaLmK

CMUCOK JIUTEPATYPbI

1. Onmcosa 0.10., Tenntok H.M. MnniocTpmpoBaHHOe pyKOBOACTBO MO
nepMatonormn. Mockea: [3I0TAP-Meana, 2022. C. 254-257.

2. Tenntok H.I., T'pabosckas 0.B., Kycpaesa [1.T., Bapwabckuii B.A.
["aHrpeHo3Has NuMoLepMms: onbIT 06CNefoBaHs 1 neyenns // Poc-
CUICKUI XKYpHaN KOXHbIX 1 BeHepuyeckux bonesnen. 2022. T. 25,
N 1. C. 61-72. EDN: DKLOSE doi: 10.17816/dv105685

3. Tenntok H.I., Mpabosckas 0.B., Kycpaesa [.T., v op. YcnewHoe
NleYeHme raHrpeHo3HoM NMOLEPMIM, aCCOLMMPOBAHHON C S3BEHHBIM
KONMTOM, Ha (oHe HOBOW KOpOHaBMpycHow uHdekummn COVID-19:
KIMHWYECKWIA cnydait // POCCUIACKWIA XypHan KOXHbIX W BeHe-
puyecknx bonesHeit. 2022. T. 25, N° 5. C. 373-380. EDN: UZQVSP
doi: 10.17816/dv111864

4. Cugno M, Borghi A, Marzano AV. PAPA, PASH and PAPASH
syndromes: Pathophysiology, presentation and treatment // Am
J Clin Dermatol. 2017. Vol. 18, N 4. P. 555-562. EDN: KJLEYJ
doi: 10.1007/s40257-017-0265-1

5. Navarini AA, Satoh TK., French LE. Neutrophilic dermatoses
and autoinflammatory diseases with skin involvement, innate
immune disorders // Semin Immunopathol. 2016. Vol. 38, N 1.
P. 45-56. EDN: ZFEKVM doi: 10.1007/s00281-015-0549-6

6. Prat L, Bouaziz J.D., Wallach D., et al. Neutrophilic dermatoses
as systemic diseases // Clin Dermatol. 2014. Vol. 32, N 3. P. 376-88.
doi: 10.1016/j.clindermatol.2013.11.004

7. Tpabosckas 0.B., Tennwok H.M., Kycpaesa [.T., Bapwas-
ckuii B.A. Cnyyait KnMHMYECKOro HabmloaeHUs raHrpeHo3How
nuomepMun // POCCUICKMIA KypHaN KOXHbIX M BeHepuye-
ckux bonesnen. 2019. T. 22, N° 5-6. C. 161-166. EDN: ZXXFVF
doi: 10.17816/dv42953

Tom 27 N2 &4, 2024

DOl https://doi.org/10.17816/dv629665

Poccuickmit KypHan
KOMHBIX 1 BEHEPMYECKMX DONe3Hen

B 06e3/MyeHHoN dopMe B XKypHane «POCCUICKWI xypHan
KOXHbIX M BEHEPUYECKMX bONe3Hewn».
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