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AHHOMayun

Tenepasn3oBaHHbIH mycTyse3HbIl icopua3 (I'TIIT), 6yayur XpOHUYECKUM BOCIIATUTETbHBIM CHCTEMHBIM 3a060IeBaHIUEM, 3HAUUTEIFHO CHIKAET
KauecTBO KM3HU ITAIIMEeHTOB, IPUBOANUT K MHBAIM/IU3AIMY U IIOBBIIIAET PUCK JIETATBHOCTH. By/lyun OHUM 13 CaMBbIX TAXKeJIbIX BADHAHTOB 3a-
6oseBanust, I'TIT] uMeeT 0COOEHHOCTH TATOTEHE3a, YTO OTIMYAET €ro OT OJIsAIIeUHOH U mpounx Gopm gepmaTosa. KiroueBsiM (HakTopoM pa3Bu-
THA cucTeMHOro mporecca npu I'TITT cuntaeTcs CHIKeHNEe SKCIIPEeCCHH WJIN aKTUBHOCTH aHTAarOHUCTOB perentopa IL-36ra BesiecTBre MyTallliu
rena IL-36RN u kak pe3ysbpTar — H30BITOUHAS AaKTUBHOCT arOHUCTOB 11.-36 1 HaKOIUIeHHe HEHTPODIIBHBIX TPAHYJIOIUTOB B amuiepmuce. Vc-
X075l U3 0COOEHHOCTEH KIMHUYECKUX IPOSIBJIEHUH B BU/Ie MHOKECTBEHHBIX 00JIE3HEHHBIX ITYCTYJI, COIPOBOXKAEMbIX JINXOPAIKOH /10 40°C, xa-
pakTepHOTro n3MeHeHust 1abOpaTOPHBIX [TOKa3aTeJIel B BI/IE MIOBBIIIEHUSI MAPKEPOB BOCHaeHus (YPOBHS JIEHKOIINTOB ¢ HEUTPOGDUIIBHBIM C/IBH-
rom B nepudepudeckoii kposu, C-peakruBHoro 6eska), I'IIIT Tpebyercsa nuddepeHIpoBarts ¢ pAgoM 3a607eBaHUHA CO CXOHOM CUMIITOMATH-
KOH: cyOKOpHeabHbIM IycTysie30M CHeZioHa—YUIKUHCOHA, cuHipoMoM CBHTA, reprernueckoil nHdekuuein. OcobenHocty matoreHesa I'TITT
OIIPEIEIAIOT CJIOKHOCTH B JIEYEHHUHU IIperapaTaMy, KOTOPBIE ¢ YCIIEXOM IPUMEHSIOT B TePAIMK OJIAIIEUHOTO IICOPUa3a, BKIII0Uas METOTPEKCAT,
IUKJIOCIIOPUH, peTuHOuAbI, uHruourop ®HO-a, nuruburtops! IL-17A u 23, a Takke ux kombuHanuu. [Ipe/icTaBieH KINHUYECKUN CIIyIal TsKe-
JIOTO HEINIPEPHIBHO PEIUINBUPYIOIIETO PE3UCTEHTHOTO K TePAllMU ITUTOCTaTUKAMU U FeHHO-UH)KeHepHbIMHU npenapatamu I'TIIT, guarsocruka
KOTOpOTO ObLIa 3aTPy/IHEHA TPOTUBOPEUNBOI TaTOMOPGhOIOTUYECKON KAPTUHOH.

Karoueswnte crosa: reHepaIn30BaHHbBIN MIyCTYJIE3HBIN 1copuas, 1L-36, naruburops! IL-17 u 23, cunapom CButa, cyOKOpPHEAIbHBIHN IIYCTYJIE3
CHenytoHa—YWIKHHCOHA, METOTPEKCAT, JallCOH, a3aTHOIIPUH, AllUTPETHH.
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Issues of the diagnostic and treatment of generalized pustular psoriasis
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Abstract

Generalized pustular psoriasis (GPP), being a chronic inflammatory systemic disease, significantly reduces the quality of life of patients, leads to
disability and increases the risk of mortality. Representing one of the most severe variants of the disease, GPP has its own features of pathogen-
esis, which distinguish it from plaque and other forms of dermatosis. Presently, the key factor in the development of the systemic process in GPP
is considered to be a decrease in the expression or activity of IL-36ra receptor antagonists due to mutation of the IL-36RN gene, and as a result
of this, excessive activity of IL-36 agonists and accumulation of neutrophil granulocytes in the epidermis. Based on the features of clinical mani-
festations in the form of multiple painful pustules accompanied by fever up to 40° C, characteristic changes in laboratory parameters in the form
of increased markers of inflammation (leukocyte levels with neutrophil shift in peripheral blood, C-reactive protein), GPP needs to be differenti-
ated from a number of diseases accompanied by similar symptoms: subcorneal pustular dermatosis Sneddon—Wilkinson, Sweet's syndrome, a
herpes infection. The features of the pathogenesis of GPP determine the difficulties in the treatment of medicines that are successfully used in the
treatment of plaque psoriasis, including methotrexate, cyclosporine, retinoids, TNF-a inhibitor, interleukin-17 and -23 inhibitors, as well as their
combinations. A clinical case of a severe continuously recurrent resistant to therapy with cytostatics and genetically engineered preparations is
presented, the diagnosis of which was complicated by a contradictory pathomorphological picture.
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BsepgeHune PBIX OOLIUM ABJISAETCA HUIMYUE ACENITUIECKUX IIyCTYJI, 3a-
[Tcopuas — 9TO XpPOHUYECKOE BOCHIAINTEIbHOE 3a00IeBa-  ITOJIHEHHBIX HEUTPOMUIBHBIMY IrPaHyIonuTamMu [1—-3].
HYe, BKJIIOYAIOIlee Pa3/JINYHble KIMHUYecKrue (eHOTHUIIHI, Byznyun ofHON M3 CaMBIX PEAKUX U TSAMKEJIO IPOTEKaIo-

U3 KOTOPBIX B 80% cilyyaeB BeTpeyaercs OJIAIIEYHBIN Ico-  IMuX GOpM IIcopuasa, TeHepaM30BaHHBIN IIyCTYJIE3HBIH
puas. IlycrynesHblil ncopuas npezcrasisaer cobor rerepo-  ncopuas (I'IIIT) MoxkeT UMeTh pPelUAUBUPYIOLIEe WU IIep-
TeHHYIO TPYIILYy BOCIIAJINTEIBHBIX 3a001€BaHUH, /I KOTO-  CHUCTHpYIOlllee TedeHUe. ['eHeTHYecKH OTIMYasch OT OJsd-
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mevyHoro rncopuasa, I'TIII cBA3aH ¢ MyTanuaAMH B reHax
KOKHOH HMMYHHOH CHCTEMBI, KOTOpble Ha3bIBAIOTCS
IL36RN, CARD14, AP1S3, MPO [2, 3]. T'TIII BuepBsie ObLI
omMcaH aBcTpHiickuM BpadoM Jleomosbaom ¢on LlymOy-
meM B 1910 T. IlosiBJIeHHe paclpocTpaHEHHBIX (oJIe3HEeH-
HBIX aCENITUYECKUX ITyCTysI Ha (JOHE SpUTEMBI PA3HOM cTe-
TIeHW NHTEHCUBHOCTU MOJKET COIIPOBOK/IAThCS CUCTEMHBIM
BOCIIaJIeHUEM, ero IIpU3HaKU — JIMXopajika Bolie 38,0° C,
yBenmyenrie CO9 u ypoBHA C-peakTUBHOTO (eJiKa, JIEHKO-
nuTo3 6ostee 12x109/J1 B neprudepruIecKoil KpPOBH C HEUTPO-
¢drwibHBIM ciBuroM. Bosmorkuo coueranue I'TIIT ¢ Giismey-
HBIM U apTponaTtnyeckuM GeHoTunamu [2—5].

KimroueBpIM (hakTOpOM pasBUTHs CHCTEMHOTIO IIpoliecca
npu I'TIIT cuuTaercsa CHUXKeHUe SKCIPECCUU UIA AKTUBHO-
CTU aHTAroHUCTOB pernenrtopa IL-36ra u, Kak cjaefCcTBUE,
130BITOYHAST AKTUBHOCTh aroHUCTOB IL-36 C IOBBIIIEHHEM
cunre3a IL-1a, IL-6, IL-8 u TNFa u HakomieHne HEHTPO-
(uIPHBIX TPAaHYJIONUTOB B 3IHiepMuce. Pazinyuem B ma-
TOreHe3€e FeHEPAIM30BAHHOTO IIyCTYJIE3HOTO U OJIAIIEYHO-
ro Imcopuasa fBJfAETCA BbIpakeHHad skcnpeccusa IL-1 u
IL-36, auskas — IL-17A u IFNy [6].

B coBpemeHnHOU MupoBOX npakrtuke Tepamnuio I'TIIT ocy-
IIECTBJIAIOT Pa3HOOOPa3HBIMU I'PYIIIAMHY IIPENapaToB U HUX
KOMOWHAIMAME: PETHHOW/IAMH, IIUTOCTATUKAMU, OJI0KaTO-
pamu IL-17A u IL-23, 610karopamu TNFa, marconom [7—
10]. Mexny tem addexTHBHOCTh TaKoH Tepanuu npu I'TITT
3HAUUTEJIFHO HIDKE, YeM IpH OJiAleyHol popMe JiepMaTo-
3a. [lepcnexkruBHO neuenue ['TIIT 6okatopom IL-36 crieso-
simmabom [11, 12]. O/{HAKO JIJIs1 OKOHYATEJILHOTO CYK/IEHUS O
BBIPQYKEHHOCTH U IIPOZIOJDKUTEIPHOCTH €r0 TepaleBTHYe-
ckoro 3¢ exTa Hy>KHBI I0JITOBPEMEHHBIE UCCIIE/I0BAHUS.

KnuHnueckuin cnyyanm

IManuentka C., 1970 T. p., 3aMy»KeM, He paboTaeT, HHBa-
siap 111 rpynner. BoapHa icopuasom ¢ 2015 r. 3aboeBaHue
MaHHQECTUPOBAJIO MOSABIEHHEM €J1a00 WHQIIBTPUPOBAH-
HBIX OJIAIIEK HA KOXKE BOJIOCHCTOH YacTH royioBbl. Yepes
10 MecsIEeB MOABIJINCH €IUHUYHBIE OJIAIIKY Ha KOXKe TyJI0-
puiia. B TBY3 AO OKB/I 66Ut BbICTABJIEH IMATHO3: TICOPUA3.

UYepes roj orT Havasna 3a00JieBaHUA IIPOU3OILIA TPAHC-
dopmanusa sepmarosa: Ha ¢pOHE NOBEPXHOCTHBIX IJIOCKHUX
c1a60 NHGUIBTPUPOBAHHBIX OJIAIIEK OT PO30BOTO JI0 HHO-

Puc. 1. BbicbinaHUA Ha KOXe CMUHbI.
Fig. 1. Skin rash on the back.

JIETOBOTO I[BETA, MEeCTaMHU KOJIbI[€BU/IHBIX, TOSBUJINCH PaC-
IIPOCTPAHEHHBbIE IIyCTyJIe3Hble 3JIEMEHTHI, CKJIOHHBIE K
IPYIIIUPOBKE U COIIPOBOXK/AaeMble 3yZloM. JleToM 2016 T. ¢
[I0/I03PEHNEeM Ha TepIeTHYecKyl0 WHQEKIUI0 HalneHTKa
ObLIa FOCHHUTAIN3UPOBAHA B 00JIACTHYI0 HMH(EKINOHHYIO
KJIMHUYECKYIO O0JIBHUILY, B KOTOPOU 110 pe3ysbTaram J1abo-
paTopHoro o6cieioBaHUA ObLIN HCKIIIOUEHbI IIUTOMETaIo-
BUPYCHas U reprieTnyeckas HHPEKIUN.

C urosis 2016 T. HAMETHIACh TEH/IEHITUA K (GOPMHUPOBAHUIO
SPUTPOZIEPMUH, IOSBUJINCH HOBbIE MHOKECTBEHHBIE ITyCTY-
JIbI, COMIPOBOK/IaeMble O0JIE3BHEHHOCThIO KOXKHU (puc. 1). ITo
WTOraM I'HCTOJIOTHYECKOTO HCCJIeZI0BAHUA OHONTATa KOXKU
IPYA¥ BBIABJIEHBI CyOKOpHeaJbHBbIE IIYCTYJIBI M CMeLIaH-
HbIH nHGUIBTPAT B iepMe (puc. 2). Bbut BoicTaBieH 1uar-
HO3: cyOKOpHeaJbHBIM IycTysie3. HasHaueHme pactBopa
IIpeHU30JI0Ha 60 MI' BHYTPHUBEHHO U 30 MI' BHYTPHUMBI-
IIIEYHO C TAIPHEHINNM CHIKEHHUEM /10 10—15 MT U /IalicOHa
100 MT' B CyTKH IIPHBEJIO K KPaTKOBPEMEHHOMY YJIydlle-
Huo. C ceHTAOPs 2016 I. HAPAJY C NOSABJIEHUEM HOBBIX 00-
JIE3HEHHBIX IIyCTYJI OTMEUYEHO HAapyIlIeHHe OOLIEr0 camo-
YyBCTBUS, yBeJINUEHNeE IIeHHBIX U ITO/IMBIIIEIHBIX JINMba-
THUYECKUX Y3JIOB, IOBBIIIEHHE TeMIIepaTypsl Teja /10
38,5° C. IloBTOpHOE HasHaueHue B cranuoHape I'bBY3 AO
OKB/I crucTeMHOr0 IpeHU30JI0HA B J]03€ Q0 MT B CYTKH U
JIalICOHA B /103€ 100 MT' B CYTKHU He IIPUBEJIO K YJIy4IIEeHUI0.
B cBaA3M ¢ yXy/IIeHHEM COCTOSIHUA, COIIPOBOK/1a€MOT0 UH-
TOKCHUKAIMeH, T0sABJIeHNeM Ha KOXKe MHOKECTBEHHBIX 04a-
TOB SIPKO-KPACHOTO IIBeTA C CHHIONIHBIM OTTEHKOM M MHO-
JKECTBEHHBIMHU IIyCTyJIaMU 110 nepucdepuu (puc. 3), usme-
HEHMEM I0Ka3aTesiei B 00IeM aHaIn3e KPOBU (JIEHKOIU-
TO3 J10 40,2X109/J1, TOKCUYeCKasi 3ePHUCTOCTb), ObLIA TIepe-
BeJIeHa B OT/IeJIeHHe TOKCUKOJIOTUH C IMAaTHO30M: CHH/IPOM
CruBenca—/xxoHcoHa. [Tocsie BBIMUCKH JaIbHEHIIIEE JIeue-
HHe noJjydasa B cranuonape I'bY3 AO OKB/I.

B HOsI6pe 2016 T. 717151 ONIpesiesIeH s JaabHEN e TaKTh-
KU JIeYeHHs MalueHTKa Obia HampasieHa B OIBY
«'HIOIK» M3 P®, rme Haxoauiaach Ha JeUeHUH B OT/eJIe-
HUY KJIMHUYECKOU /IepMAaTOJIOTUH C IMAaTHO30M: TeHepasIu-
30BaHHBIN IIyCTYJIe3HBIN 11coprua3. K MOMeHTy rocnuraiu-
3aruu B OI'BY «I'HIIJIK» M3 PO mycTysie3Hble BbICHIIIA-
HUSA PACIPOCTPAHIJINCH Ha KOXKY BOJIOCHUCTOH YacTH T0JIO-
BBI, JINIA, IIIed, KoHeuHocTell. B ®I'BY «'HIIJIK» M3 P®
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Puc. 2. Tucronornyeckaa KapTuHa (OKpacka reMaToKCUINHOM
1 303UHOM, YB. X200).
Fig. 2. The histological picture (hematoxylin and eosin staining, X200).

Puc. 3. MHOXecCTBeHHble pacnpoCTpaHeHHble CIIMBHbIE OYarn Ha Koxe
C TpaHcpopmaLmeii B S3puTpoaepmuio.

Fig. 3. Multiple widespread confluent lesions on the skin with
transformation into erythrodermia.

ObLI Ha3HAUEH AlIUTPETUH B 7I03€ 0,5 MI'/KT MacChl B CYTKH.
Ha ¢one npuema anuTpeTvHa BBICHIIAHUS MIPOJIOJIKAIIN
MOSIBJISITHCS B HEOOJIBIIIOM KoJinuecTBe, C-peakTUBHBIN Ge-
JI0K (++++), peBMaTouHbIN dakTop (++++), MOUEeBUHA
9,2 MMOJIb/JI, KPEaTHHHUH 196,0 MKMOJIb/1. Yepes
6 MecsIleB pueM Ipernapara ObLT MPeKpallleH B CBI3U CO
cHIKeHneM 3(@EeKTUBHOCTH W IPOIOJIKEHO JieYeHHe
MPETHU30JI0HOM B JI03€ 20 MT B CyTKH.

C /1exabpsi 2017 T. MPOU301LI0 000CTpEHNE 3a00IeBaAHYS,
o noBozy uero B 'BY3 AO OKB/I 6bu1 Ha3HAYEH IMKJIO-
CIOPHH B /I03e 200 MT B cyTKU. OTMeuasiach cTabuIn3anus
KOKHOTO TIporiecca. OJTHAKO B CBSI3U C IOSIBJIEHUEM BBIpa-
JKEHHBIX TOOOYHBIX SIBJIEHUH (TOIIHOTA, TOJIOBHAsI OOJIb, ap-
TepUasIbHAS TUIIEPTEH3UsI U TaXUKap/Ws) dYepe3 3 Mecsia
npernapar ObLJ1 OTMEHEH, YTO IIPUBEJIO K OBICTPOMY IIPOTpec-
CHUPOBAHUIO 3a00JIEBaHUS B BU/IE TIOSIBJIEHUSI MHOKECTBEH-
HbIX 00JIE3HEHHBIX IYCTYJIE3HBIX BBICHIIIAHUHN, PACIOJIATA0-
muxes Ha oHe OJIAIIEK OT APKO-PO30BOTO 10 (PHOIETOBOTO
1IBETA, MOBBIIIEHUIO TeMIlepaTyphl Tesa 70 38,5°C.

C ampess 2018 T. manueHTKa Havasla JICUeHHe CeKyKUHY-
MaboM 300 MT ITO/IKOKHO 1 Pa3 B MecsIl, Ha (JOHE KOTOPOTO
COCTOSTHUE YJIYUIIIIIIOCH: OJISIIIKU Pa3pelwinch ¢ 06pas3o-
BaHUEM IISTEH OT 6JIeTHO-PO30BOTO /10 CBETJIO-KOPUUHEBO-
ro I[BETa, MyCTYJIbI pa3pemminch. Mexay TeM KOXKHBIN
MpOIieCcC MOJIHOCTHI0 He CTAaOWIM3UPOBAJICSH, MEPUOIAYE-

Puc. 4. Menkue o4aru Ha Ko)<e BEpXHMX KOHEYHOCTeM.
Fig. 4. Small lesions on the skin of the upper extremities.

"

Puic. 5. MHOXeCTBeHHbIe MYCTysbl HAa NOBEPXHOCTN GAALIKY Ha KOXe
npegnsieybs.
Fig. 5. Multiple pustules on the surface of a plaque on the skin of the forearm.

-

CKU TOSABJISUINCH HOBBIE IIyCTYJIBI B HEOOJIBLIOM KOJIAYeE-
CTBe, He CKJIOHHbIE K CJIUSHUIO MeXK/Ty c000¥ (puc. 4), He /10-
CTaBJISIIONIME 60JIE3HEHHBIX OIIYIIIEHUH U He COITPOBOK/Iae-
Mble runeprepMueil. B uiose 2018 1. B CBA3MU C IOSABIEHUEM
6oJ1ell B 06J1aCTH CyCTaBOB KUCTEM, CTOII, TO3BOHOYHUKA T1a-
[[MEHTKA KOHCYJIFTUPOBAHA PEBMATOJIOrOM. BbLI BBICTaBIIEH
JIUATHO3: IICOPUATHUYECKUN apTPHUT, aKTUBHOCTH 2, aCHM-
MeTpuyHasg GopMa B COYETAHUHU C IIOJIMOCTEOAPTPO30OM;
aprpainruu, ®K 1.

C oceHH 2019 T. OBUIO OTMEYEHO IOCTENIEHHOE «YCKOJIb-
3aHue» dddexra OT Tepanuu ceKyKuHymMaboMm. JomosrHu-
TeJbHOE Ha3HAYEHUE METOTPEKCATA B JI03€ 15 MT ITOJIKOXK-
HO €KeHe7IeJIbHO He MOBBICHIIO 3()D(HEKTUBHOCTH JI€UEHUS:
BHOBbB CTQJIH HOABJIATHCA APKUE OJIAMIKU ¢ 60J1e3HEHHBIMU
IIyCTyJIaM¥ Ha ITOBEPXHOCTH (puc. 5). B Mae 2022 r. cekyku-
HyMmab ObLT OTMEHEH.

BospHas Obuta mepeBesieHa Ha TEPANMI0 PUCAHKU3YyMa-
6oM B [103€ 150 MT 1 pa3 B 3 MecAna, addeKrTa 0T KOTOPOTo
B IIEpBbIE 9 MeCALEB JIEYEH He II0CIIEI0BAJIO: IPOJOIIKA-
JIM IOSABJIATHCSA HOBBIE OJIAIIKY IPKO-KPACHOTO I[BETA C ITy-
CTyJIaMHU Ha ITOBEPXHOCTH, COXPAHAIUCH OO B CyCTaBax,
[IEPHOINYECKAS THIIEPTEPMU.

B ceHTAGpE 2022 T. M3-32 YCTOHYNBOCTH K IIPOBOAUMOU Te-
pamuu 1 HoBoro oboctpenusi 3aboseBanvisi B 'BY3 AO OKB/]
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Puc. 6. CocToAHME KOXKHbIX MOKPOBOB B pe3y/ibTaTe JIeueHu .
Fig. 6. Condition of the skin as a result of the treatment.

ObUT HA3HAYEH PACTBOP IIPEIHNU30JI0HA 60 MI' BHYTPUBEHHO U
30 MT BHYTPUMBIIIIEYHO C IIOCIIE/IYIOIIUM ITOCTEIIEHHBIM CHU-
JKEHHEM JI03b1. B ¢BA3M ¢ 0COOEHHOCTAMY KJIMHUYECKOU Kap-
THHBI U JJAOOPATOPHBIX IIOKa3aTesel — CTabMIbHOU JIMXOPa/I-
KOU B TeUeHUe JTUTEJIbHOTO BPEMEHU, JIEHKOIIUTO30M 10
13,6x109/71 ¢ HeUTPOIIIBHBIM cABHUIOM, yBesmueHrneM COJ
JI0 64 MM/4 B 00IIleM aHaJIM3€e KPOBU U BBHICOKUM YPOBHEM
C-peakTtuBHOTO 6esika (++++ ) — GbLIIO TPOBE/IEHO TOBTOPHOE
1aTOMOP(OJIOTHYECKOe UCCIIe/IOBAaHIe OHONTaTa KOXKU JUISA
nuckmoueHusa cugpoma Ceuta. I'mcrostormyeckuil aHAIN3:
anuyiepMuc ¢ UHQWIbTpaed HeUTpodiaMy, cyOKOpHe-
JIBHBIMU abcLieccaMyl, 3aIl0JTHEHHBIMH IIPEHMYIIECTBEHHO
HeHTpodmIaMy, Jierkas peakTUBHAs aTUINA KOPHEOIIUTOB,
MHUHHUMQJIBHBIA aKaHTO3; B COCOYKOBOM CJIO€ JIEpMBI OTEK,
BBIDQOKEHHAsA MHOWIbTpAIUA HeUTpodmIaMu, KamuuIsphbl
PpacCIINpeHBI, ¢ JIEHKOCTa3aMH1, HEKOTOPbIe KAITMJUIAPHI MaJslo-
KPOBHBI; OIyX0JIEBOTO POCTa He 0OHAPY:KEHO. 3aKII0YeHue:
He UCKJII0YeH cuHIpoM CBHTa.

B cBA3M C KJIMHUKO-MOP()OJIOTHYECKUMHU IIPU3HAKAMHI
cunipoma CBUTA OB HA3HAUYEH JIAIICOH B JI03€ 100 MT B
cyTku. Yepes 12 yacoB IOC/Ie IpHeMa IIEPBOU TabyeTKH
JIaliCOHA TaIlFieHTKa OTMeTWsa pe3Kue 00JId B JKeNyJKe,
MIOBBIIIIEHNE TEMITEPATypPHI Tesia 70 38,0° C, 6pasukapauio,
TOIIHOTY. BBI7I0O OTMeYeHO NOosIBJIeHNEe HOBBIX BBICHIITAHUHN
C IIepexo/ioM B 3pUTPOZiepMHI0. B 06IeM aHan3e KpOBH
O0TMEeYaIoch HapacTaHue JIEHKOIIUTO3a 10 20,6x109/71 3a
cYeT yBeJIMYEHMUs JIOJIU CerMeHTOs/IEPHBIX JIEHKOIIUTOB /10
74%. HeraTuBHast uHAMUKA 3a60JI€BaHUS TI0C/Ie Ha3HAYe-
HUA JJAIICOHA ITOTpebOBaIa ero OTMEHBI.

B oktabGpe 2022 r. pemreHneM BpaueOGHOU KOMHCCHH K
JIe4eHHI0 ObLI 100aBJIeH a3aTHOIPHH B JIO3UPOBKE 100 MI'
B cyTKH. Uepes 2 HeZesn 103 IIpenapaTa Oblia yBeJInJeHa
JI0 150 MT B CyTKH, a CyTOYHAs 71032 IIPEHU30JI0HA CHIKe-
Ha 710 20 Mr. OTMedYeHO yyIydlleHre COCTOSHUA: HOPMaJu-
30BaJIach TeMIlepaTypa Teja, IPEKpPaTHUIOCh IOSBJIEHUE
HOBBIX BBICBITAHUHN, HaMeTWJIACch TEHJEHIUS K perpeccy
IIyCTYJIE3HOH CHIITH.

B HOs0pe 2022 r. OblIa HAIIPABJIEHA HA JIeYEHUE B OT/Ie-
JeHue KinHUYeckon nepmatosioruu OI'BY «I'HIIITK» M3
P® 151 yrouHeHuUs1 iuarHosa u nosbopa repanuu. J[uaruos
curzgpoMa CBUTA OBUI CHAT U NPOJOJKEHO HAa3HAUYEHHOE
patee B I'BY3 AO OKB/I seueHne 1o noBoAy reHepaInu3o-
BAHHOTO IIyCTYJIE3HOTO IICOpHa3a.

ITpoBeieHO THCTOJIOTHYECKOE HCCIIeIOBaHMe OuomTara
KOXKH: BIHUIEPMUC ObLI HE3HAYUTEJIFHO YTOJIIIEH 3a CYeT
aKaHTo3a co cab0 YIJIIMHEHHBIMH TIPeOHAMH; B IIEHTpE
¢parmenTa nmesach KpymnHas MyCcTyJia B POTOBOM CJIO€, He
pacupocTpaHsABIIAscs HAa OCTAJIbHbBIE CJIOW SIINJIEPMUCA;
3€PHUCTHIN CJIOM IO/ IIyCTYJIOM OTCYTCTBOBAJ; B TOJIIIE
SIUIEPMUCA OTMEeYaJICs YMEPEHHBIH CIIOHI'HO3; ZiepMa Obl-
Jla OTEYHa, B 30HE IyCTYJIbl HAbJII0/1a7Ics YMEePEeHHBIN JIM-
(oructronuTapHEIi NHPUABTPAT C IPUMECHI0 eTMHUYHBIX
HEUTPOUIIBHBIX TI'PAHYJIOIUTOB, IJIA3MOIUTOB, 303UHO-
(u0B; BHIABIEH HE3HAUUTETHHBIM HK30IIUTO3 KIIETOK BOC-
nasieHus. 3aKkJIdeHue: B peziesax MPOCMOTPEHHOIO Ma-
Tepuasa JaHHBIX 32 FeHepaIIN30BaHHbIN ITyCTYJIe3HBIH I1CO-
pra3 HeJJOCTaTOYHO, BBISABJIEHHBIE H3MeHeHUs OoJjiee CoOT-
BETCTBYIOT CyOKOPHEAJIbHOMY IIyCTYJIE3Y.

JIJ1s1 OKOHYATEJIBHOTO HCKITIOUeHHs OyJIJIe3HBIX epMaTo-
30B IIPOBEJIEHO UMMYHOMOP(OJIOTHYECKOE UCCIIeZIOBAHME!
pu H-PU® ¢ anTuTenamu k IgG, IgA, IgM B Guonrare BU-
JINMO HeTTOPayKeHHOU KOKH BBIABJIEHA 0UaroBasi pasMbITast
¢ukcanus nenosutos IgG BO Bcex CyI0sAX 3MUAEpMHUCA 10
KOHTYpy MeMOpaH KepaTUHOIUTOB 0e3 ¢GhopMHUpOBaHUS
«CETKM»; Ha TPAHUIE COCOYKOBOIO ¥ CETYATOTO CJIOEB JIEP-
MBI OTMeuasach (pUKcanusa eUHUIHBIX IUTONU/IHBIX TeJIel]
IgM u IgA (cooTBeTcTBOBaIO HecHenupUIecKoH BOCIAIH-
TEJIbHOU peakiuu). 3akIioueHre: UMMYyHO(II0OPECIIEHT-
Hble IPU3HAKYU BBIPAKEHBI /1200, TPeoJI1aaoT NPpU3HAKH
Hecriennu@UIecKON BOCHAINUTEIBHOU pPeakIlny; J0CTOBEP-
HBIX IIPU3HAKOB OyJUIE3HBIX J€pMaTO30B HE OOHAPYKeHO.
C yueToM pe3yJIbTaTOB TUCTOJIOTHYECKOTO HCCIeIOBAHUS U
H-PU1®, BrimoIHEHHBIX HA )OHE UMMYHOCYIIPDECCHBHOH Te-
pamnuu, HeJb3s ObLIO MTOJIHOCTHIO UCKJIIOUUTD JUATHO3 Cy0-
KOPHEAJIbHOTO ITyCTyJIe3a.

YuuTheIBasA BRIPAXKEHHYIO ITOJIOKUTEIPHYI0 JUHAMUKY Ha
(one xombunupoBanHO# Tepanuu, PI'BY «I'HIITK» M3
P® pexoMeHA0BasO MPOAOKUTH IPHUEM a3aTHONPHUHA B
Jl03€ 150 MT B CYTKU C ITOCJIEAYIOIINM PellleHHeM O CHIKe-
HUHU CYTOYHOH J103bl, FTeHHO-NHKEHEPHYIO0 OHOJIOTMYECKYIO
TEPANNI0 PUCAHKU3YMaboM, IpHeM IPeJHU30JI0HA B JI03€
17,5 MT' B CyTKH C ITOCJIE[YIOIIM CHIDKEHUEM.

C deBpansa 2023 r. Ha GoHE TPOIOIKEHUA KOMOMHUPO-
BaHHOH Tepanuy pUCcaHKU3yMaboM U a3aTHOIPHHOM B JI0-
3€ 150 MI' B CyTKHU ITOSIBUJIACH TEHIEHINA K CTAOMIN3aluN
KOXKHOT'O Itporecca: ¢1a60 NHQUIBTPUPOBAHHBIE OJIAIIKH
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no6s1etHeH, Tprobpesu 6J1eTHO-PO30BBIN IBET C CHHIONI-
HBIM OTTEHKOM, IIyCTYJIbl PA3PENININCh U B JJaJIbHENIIIEM,
J10 71eKabpsi 2023 T., IEPUOIUYECKHU TOSIBJISIUCH B HEOOJIb-
[II0OM KOJIMYECTBE, He CJIUBASICHh MEX/Ty COOOH U He BhI3bIBAsI
00JIe3HEHHOCTH KOKU. B aBrycre 2023 r. B CBA3U CO CTOU-
KO TOJIOKUTEIBFHON TMHAMIUKON KOXKHOTO IIpoliecca asa-
THOIIPUH OBLI OTMEHEH.

B siexabpe 2023 T. uepes 9 JiHel [0c/Ie UHHEKI[UH PUCAHKHU-
3ymaba narpenTtka 3abosesa COVID-19 (ITL[P-Tect mmoy1oxKu-
TesbHBIM). Ha (oHe NOBBINIEHUA TeMIIEpATyphl TeJa JI0
39,8° C Ha KOXKe TYJIOBHIIA, KOHEUHOCTEH, BKITIOUAsT JIAJIOHHI
¥ TIO/IOIIBBI, TOSIBIJINCh MHOKECTBEHHbIE 0OOJIe3HEHHbIE,
CyIMBAIOIIMEC MeXy coboi ImycTysibl. OHU pacIioyiarairch
Ha ¢oOHe APKO-KPACHBIX J1Iab0 MHQMIBTPUPOBAHHBIX OJIA-
miek. [TosIBJIEHUIO WX TIPEIecTBOBaIa pe3Kasi 0oJie3HEH-
HOCTh KOJKHBIX IIOKPOBOB. B Hauaste siHBapsi 2024 r. Ha oHe
YJIydIlIeHus1 OOIIero CaMOYyBCTBYS I HOPMAJIM3AI[UHU TEMITe-
paTyphl TeJia BBICHIIIAHYSI HA KOKE CTAJIM Pa3peniaThCsl.

B deBpaiie 2024 r. cocrossHUE GOIBHOH OBUIO YZIOBJIETBO-
pUTEIBHBIM, OTMEeUYeHa CTa0UIN3aIUs KOXKHOTO IIPOIecca.
[ManueHTKa IPEbSIBIIsIIA KaJI00b! HA 60JI B 00J1aCTH CIIH-
HBI U IIeYeBbIX cycTaBoB. CorsacHo MPT-uccneoBanusam
MO3BOHOYHUKA, ITPOBE/IEHHBIM B Jlekabpe 2023 T., BbIsIBIIE-
HBI JIETeHepATUBHbIE U3MEHEHUsI: 1e(OPMUPYIOITUI CIIOH-
JIMJLJIO3, CIOH/IAIOAPTPO3, TPHIKU U HPOTPY3UH JIMCKOB.
[TokaszaTesu 0OIUX aHATIM30B KPOBU M MOYH, OHOXMMUYE-
CKOT'O UCCJIE/IOBaHUsI KDOBU HAXO/IWJIUCH B Iipeiesiax pede-
peHCHBIX 3HaueHui. [Ipu 0CMOTpe Ha KOKe TPY/H, CIIUHBI,
IUIeYd OTMEYAINCh eIUHUYHbIE CJ1a00 UHOUIBTPUPOBAH-
Hble OJIAIIKY 0J1e/THO-PO30BOTO I[BETA, HA TIOBEPXHOCTH KO-
TOPBIX PACIOJIATAINCh €/[UHUYHbIE MEJIKUE IYCTYJIbI, He
CKJIOHHBIE K IPYNITHPOBKE U 6e3001e3HEHHbIE IIPY ITajIbIia-
nuu. Ha Koke HUKHUX KOHEUHOCTeN HAOJII0IaINCh MMsITHA
CUHIOIITHO-KPACHOTO I[BETA HA MECTaX PAa3PEIINBIITNXCS BbI-
ceimanuii (puc. 6).

O6cyxpaeHune

Huarunoctuka I'TIIT MokeT BhIBBIBATH CJIOXKHOCTH BCJIE/I-
CTBHE CXOXKECTH KJIMHUYECKOU KAPTUHBI C IPYTUMH IIyCTY-
JIE3HBIMU 3a00JIEBAHUAMU. B KJIMHUYECKOM HaOJIIONEHUHN
nubdepeHINaIbHYI0 JUATHOCTHKY ITPOBOJIMUIN B TIEPBYIO
ouepesib ¢ CyOKOpHeaIbHbIM ITycTysie30M CHetoHa—Yrii-
KMHCOHA, 4TO OBLIO CBSI3aHO CO CXOZHON KJIMHUYECKOU
CUMIITOMATHKOW: PaCIPOCTPAHEHHBIMHU BBICHITIAHUAMU Ha
KOKe TYJOBHUINA W KOHEYHOCTEH, IpeICTaBI€HHBIMU
CTPYNIIIITPOBAHHBIMU ITOBEPXHOCTHBIMU ITyCTYJIaMH, PACIIO-
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JIOKEHHBIMU Ha 3PUTEMATO3HOM OT€YHOM OCHOBaHuH. [la-
TOMOPQOJIOTHUecKoe OATBepKIeHue auarnosa I'TITT 6bI-
JIO 3aTPY/IHEHO B CBA3U C WIEHTHUYHOCTHIO €r0 TMCTOJIOTH-
YECKUX U3MEHEHUH ¢ CyOKOPHEATbHBIM IIyCTYJIE30M.

ITosiByIeHNe TPU3HAKOB CUCTEMHOIO BOCIIAJIEHUS Y TTaIi-
€HTKU — JIUXOpaJIKa B TEYEeHHE JIJINTEJBHOTO BpPEMEHH,
JietikonnTo3 Gosiee 12,0x109/71 ¢ HEUTPOPUIBHBIM CBU-
roM, yBesinueHre COJ B 001eM aHaIu3e KPOBHU, BHICOKHI
ypoBeHb C-peakTHUBHOTO Oeska (++++) HapsLy ¢ OCTPHIM
XapaKTePOM BBICBIITAHUM, UX O0JIE3HEHHOCTBIO — ITI03BOJIH-
JIO TIPEATIOJIOKUTh PA3BUTHE JIEKAPCTBEHHOU (POPMBI CHH-
npoma Csuta [13, 14]. JlaHHbIe 1aTOMOP()OIOTUIECKOTO
uccrenoBanusa (nuddysHbIil HEUTPODIIBHBIN UHQOUIBT-
par B 3IHJIEPMUCE U iepMe, IT0/IPOTOBBIE IIyCTYJIbI, 3aI10JI-
HeHHble HeUTpoUIaMH, OTEK COCOUKOBOTO CJIOS JIEPMBI,
JUIaTanys KalUIApoB) He NO3BOJIJIM HCKIIIOYATDH JaH-
HOe 3a00JieBaHUeE.

HecmoTps Ha MIUPOKOH psi/t IpenapaToB, IPUMEHIeMBbIX
B Tepanuu ['TIII, B onrcaHHOM KJIMHUYECKOM CJIydae Jie-
MOHCTpHUpYyeTcs Hu3Kas 3(peKTHBHOCTD JIeUeHHs alluTpe-
THHOM, METOTPEKCATOM M CEKYKHMHyMaboM, IIoXas Iiepe-
HOCHMOCTh U He3(h(PEeKTUBHOCTh IIUKJIOCIIOPHHA U J]AIICO-
Ha. KoMOWHHpOBaHHOE Ha3HaueHUEe pHU3aHKH3yMaba U
a3aTHOIPHHA II03BOJIWJIO CMATYUTH TEUEHUE JepMaTosa,
He IIPUBE/ZA K €er0 peMHUCCUU. BepoATHO, B JaHHOM ciiyJae
cyleZlyeT Ha/leAThbCs Ha BO3MOXKHOCTH JIOCTHIKEHUs GoJiee
3HAYMMBIX KJIMHUYECKUX Pe3YyJIbTaTOB OT Tepanuu 0JI0Ka-
Topamu IL-36.

3aknioyeHne

HecmoTpss Ha XOpOIIyI0 M3Yy4eHHOCTh JIAHHOW I1aTOJIO-
TUU, BCe Yallle BCTPeYaloleics B KINHIYECKON MTPaKTHUKE,
HMMeIOTCA cephe3HbIe POOJIEMBI IIPU IIOCTAHOBKE KJIMHUAYE-
CKOTO JIJMarHos3a M ero naTtoMopgosorndeckoll Bepudurka-
nuu. K coxaseHu:o, Ioka OTCYyTCTBYIOT BBICOKOI(DPEKTHB-
Hble HHCTPYMEHTHI /|71 JIe9eHUs 3Toro 3ab0IeBaHus.

B cBsA3H ¢ oTcyTCTBHEM YeTKUX AU depeHTnaTbHO-Iuar-
HOCTHYECKUX KPUTEPHEB, 0A3UPYIOIIUXCA B OCHOBHOM Ha
TPYAHOZOCTYITHOM UMMYHOMOP(}OJIOTHYECKOM HCCIIe/I0Ba-
HUM, Pe3yJIbTaThl KOTOPOTO MOTYT OBITH HEIOCTOBEPHBIMH
Ha (OHEe NMMYHOCYIIPECCHUBHON TEPAINH, /10 HACTOAIIETO
BpEMEHH OKOHYATEJIbHO HCKJIIOUUTH JUATHO3 CyOKOpHe-
JIBHOTO JIepMaTOo3a He IPEeZICTABIIAETCS BO3MOKHBIM.
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