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l'anrpenosnass  mmomepmuss  (I'Tl,  pyoderma
gangrenosum) — CTEpPWJIBHBI BOCIIAUTENHHBIA HEH-
TPOOUIBHBIN JepMaTo3, XapaKTEPU3YIOIIUICA peru-
JUBHUPYIOIIMMHU OOJIC3HEHHBIMH SI3BAMU C TOAPBITHIMU
CUpPEHEBaThIMU KpasMU U OKpy»Xkaroliel sputemoit [1].
BriepBrie onucanne qaHHOTO 3a00J€BaHUS MPEACTABUI
(dpaniy3ckuii nepmarosor L. Brocq B 1916 1. oy Ha3Ba-

HueM “‘phagedenisme geometrique”. Tepmun «pyoderma
gangrenosumy» BBEJIM AaMEPUKAaHCKHE JepMaToJIOTH
A. Brunsting, W. Goeckerman u P. O’Leary B 1930 1. [2].
Hcropuyuecku ClIOKUBIIEECS HA3BaHUE COXPAHACTCS 0
HACTOSILIIETO BPEMEHH U SIBJISIETCS BECbMa YCIOBHBIM,
TaK Kak, 110 COBDEMEHHBIM JJaHHBIM, 3a00JIeBaHHE HE SIB-
JISIeTCS HU TAaHTPEHOM, HU TTHoaepMueii [3].
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B GonpmmHcTBe ciayuaeB Tl — He 3aboneBanue, a
coMatoo0yCIIOBICHHBIN CHHAPOM. M arnonarnueckuii xa-
pakrep 25-50% ot Bcex ciyvaeB ['T] aumb cBUACTEND-
CTBYET O CJIO’KHOCTH ITOUCKOB TIEPBOIPUYMHBI M HEOOXO-
JMMOCTH TIPOBEJICHUSI CKPUHUHTA C LEJBIO BBISBICHUS
COMaTHYeCKHX 3a00yieBaHUII BHYTPEHHHUX OPraHOB, B
TOM YHCJIE 37I0KaYeCTBEHHBIX [4].

Otuonoruss I'Tl HewsBecTHa, a I1aroreHe3 Malio-
n3ydeH. [Ipeobnamanne HEUTPODOUIBHBIX WHPUIBTPa-
ToB B chopmupoBanHbIX ouarax [Tl cramo mpuymHO#R
OTHECEHHMsI ATOro 3aboyieBaHUsl K YUCITy HEHTpoduib-
HBIX JepMaro3oB [5]. B Hacrosimiee BpeMsi Ha OCHOBa-
HUHM OOHapY)KEHHsI pAJa TeHETHYECKHX MYyTalUi Heii-
Tpodui-onocpeioBaHHbIe JIepMaTo3bl, Bkitouas [T1,
paccMaTpuBalOTCs KaK CIEKTP MOJUTeHHBIX ayTOBOCTIA-
JINTEIIbHBIX COCTOSIHUH [6, 7].

UccnenoBanne 7 ciyuaeB PASH-cungpoma
(Pyoderma gangrenosum, Acne, and Suppurative
Hidradenitis — I'Tl, akHe, THOWHBIN TUApageHUT) U 13
cinyyaeB u30aupoBaHHON [Tl BBIABMIIO MHOXXECTBEH-
HBbIE MyTaIlM¥ B Pa3HBIX TeHaX, Bkirodast PSTPIPI (ten
MPOJUH-CEPUH-TPEOHUH-POChaTa30-B3aUMOACHCTBY-
tomero 6enka 1), MEFV (TeH ceMeiHO# cpeau3eMHO-
MopcKkoii uxopankn), NOD?2 (teH Oenka, coaepKaIiero
HYKJICOTHJICBSI3bIBAIOIINI JOMEH OJMroMepHu3anuu 2),
NLRP3, NLRP2 (rerbl OTHOMMEHHBIX HH(IAMMaCcOM),
a taxoke B LPIN2 (JIunun 2) [8].

B HacTosiiee Bpemsi HEUTpOQIIIbHBIC IepPMaTo3bl pac-
CMaTpHUBAIOT KaK IOJMICHHBIC MYJIBTH(AKTOPHAILHBIC
MIPOIIECCHI, TIPH KOTOPBIX HaOMIOmaeTcst HapyIIeHue Kie-
TouHBIX curHaNBHBIX myTed (KCII). IIpm manHO# maro-
norvu KCII perynupyrorcsi mpenMyIecTBeHHO MEXaHN3-
MaMH, CBS3aHHBIMHU C MH(JIAMMacoOMaMU U MHTEpPIICHKH-
HoM 1 (IL-1), a Takxke omHOBpeMeHHBIM y4yactreMm 1L-17
u apyrux s¢dexropHbix Monekyin [9]. Takum obpazom,
JajbHEHINE MCCIIeIOBAaHNS MAaTOJOIMYECKUX MEXaHH3-
MOB IIPY PA3IMYHBIX HEUTPO(PUIBHBIX JepPMAaTo3ax MOTYT
CIIOCOOCTBOBATH Pa3paboTKe MePCOHNPUIINPOBAHHON Te-
paruu 0OJIBHBIX TaHHBIMK Ho3oorusivu [ 10, 11].

K ocnoBHbIM amarHoctuueckum kpurepusm ['T1
OTHOCST: OTCYTCTBHE CICIU(PUUSCKUX TPUYUH H3bs3-
BJIeHUS KOXH (OakTepwanbHOW MHGpEKnnu, cuduimca,
TyOepKkynésa, TpHOKOBOH MHGEKIMH U TIp.); TOSBIICHNC
0OJIC3HEHHOH SI3BBI C HEKPO30M (DHOIETOBOTO I[BETA W
PO30BBIM BEHUYMKOM MO Mepudepuu, XapakTepusyro-
mieiicst ObIcTpbIM pocToM (0T 1 1o 2 cm/cyT win 50%
yBEJIMUCHHs pa3Mepa B TeueHue 1 mec).

K nononHuTebHBIM KPUTEPHUSM OTHOCST:

* (heHOMEH MaTepruy B aHaMHe3€ W/WIM HaJlnuue pyo-
LIOB HETIPaBUIBHOM ()OPMBI C HEPOBHBIM pesibe(hoM U
HEPaBHOMEPHOMN MUIMEHTALUEH;

* TUCTONATOJIOTHYECKHE JaHHbIE (CTepuibHAs Jep-
MaJibHasi HelTpodmins £ cMelIaHHoe BOCaJIeHHE +
TUMQOLIUTAPHBIN BaCKYJIHT);

* peakuysi Ha JedeHue: OBICTPBIA OTBET HAa NPHMEHE-
HHUE CUCTEMHBIX INIFOKOKOPTHKOUOB;

KANHUKA, ANATHOCTUKA U NIEYEHUE AEPMATO30B

* ACCOIMMPOBAaHHOE CHCTEMHOE 3abosieBaHue (BOC-
najuTeNbHOe 3a00NeBaHHe KHUILICYHHWKA, apTPHT,
cUCTeMHOE 3a00JieBaHHWE COCIMHHUTENBHONW TKaHH,
rammanatus [gA i 3710kauecTBeHHOE HOBOOOPa3o-
BaHHUE BHYTPEHHHUX opraHoB) [12, 13].

B cBs13u ¢ peAKOCTHIO JAHHOM HO30JIOTUHU TIPUBOTUM
Hame Habmonenue cimydast I'T1.

ITanmenTka K., 39 net, noMmoxo3siika, runepcTreHuye-
CKOTI'O TEJOCIOKEHU, MHIEKC Macchl Tena 39,04 kr/m>.
W3 anamHe3a u3BecTHO: O0NbHA B T€UEHHUE 2 JIET, KOT/a
nociie nepeHecénHoro OPBU Bnepsrle cTana orMedaTh
MIEPUOIUIECKOE TOsBICHUE (PYypyHKYIIOMOTOOHBIX BbI-
CBIITAHUH Ha Pa3HBIX y4yacTkax Tena. CaMOCTOSTEIBHO
NPOBOJMIIA MECTHYIO TEpanuio aHTHOAKTEpUATbHBIMU
Ma3siMU (JICBOMEKOJIb, 0aKTpOOaH) JI0 MOJIHOTO pa3peliie-
HUsI BeIchIanuid. B anpene 2019 r. 6e3 BUANMBIX Mpu-
YUH TTOSIBUJINCH BBICHIITAHUS B 00JIACTH 3aHEH MTOBEPX-
HocTH Oezipa B BHJIe OOJI€3HEHHOH MycTyinsl. HecmoTpst
Ha MECTHYIO TEpamuio, odar ObICTPO yBEIWYHBAJICS B
pa3mepax; TOSBUIIHNCH sI3BEHHBIE JIe(EKThI, CKIIOHHBIE K
ciastaAto. [laruenTka obparuiachk K XHPYPTy 1O MECTy
JKUTENBCTBA. HEeoTHOKpaTHO MPOBOIUIIOCH CTAaIlOHAP-
HOE JICYCHHE B XUPYPrHUSCKOM OT/ICICHUH C JUATHO30M
«pypynkyn nesoro Oeapa». Ilpu xupypruueckoir 00-
paboTKe SA3BEHHBIX AC(PEKTOB B COUYCTAHUM C OOIICH U
MECTHOW aHTHOAKTepUalIbHON Tepanued HalJoaanach
HE3HAUMTEIIbHASL TIOJIOKUTENIbHAS JIMHAMUKA B BHJIC
yYMEHBIIIEHHsI O0JIE3HEHHOCTH U PyOIIeBaHHUS HEKOTOPBIX
SA3BEHHBIX J1e(heKTOB. B cBs3M ¢ ynmopcTBoM mporiecca B
asrycte 2019 1. 6onpHas oOpaTuiach B KIUHHUKY KOXK-
HBIX ¥ BeHepudeckmx Ooye3Hedl mMm B.A. Paxmanoma
IIMI'MY um .M. Ceuenosa.

AunneproanamHe3 M HACJIEACTBEHHOCTb HE OTATOIICHBI.
BpenHble MIPUBBIYKY OTPHLIALT.

W3 anamHe3a xu3HHA. XOJEIMCTIKTOMUS IO TIOBOTY
xEmuHokaMeHHoW 0ose3nu B 2009 1. CyOToTanbHas pe-
3€KIHs TapalIMTOBHUIHOM JKEeJIe3bl 110 TTOBOLY aJICHOMBI
napanuToBuIHOM xkeine3bl B 2009 r. Habmonaercs y 9H-
JIOKpUHOJIOTa, METUKAMEHTO3HYIO Tepanuio Mo JIaHHO-
My MTOBOAY HE MOJTy4daeT.

ConyrcTByroniue 3a00neBaHus: 2-51 CTENEHb TUIep-
TOHWYECKOH 0ose3HH, 11 cTaaus, BRICOKHMI prcK (MTPHHU-
MaeT SHaJANpHII), HapyIIeHHEe TOJIEPAHTHOCTH K TITFOKO3€
(mpuHIMaeT MeTHOPMHH ), MOUCKaMEHHAsT 0OJIC3Hb.

JlokanpHBIN cTaTyc npu noctymieHnn (puc. 1, a):
KOXKHBIH TIPOIIECC OCTPOBOCHIAIUTENHFHOTO XapakTepa,
OTPaHUYCHHBIA, aCUMMETpUYHBIA. Jlokanu3oBaHn Ha
KOXKE 3a/IHeH MOBEpXHOCTH JieBoro Oexpa. [Ipeacrasien
TIOBEPXHOCTHOM CEpIIOBUIHOM s13BOH pazmepoM 23 X 5.5 cMm
¢ Y6TKUMHU KOHTYPaMH, BAJIMKOOOPA3HO MPUTIOIHITHIMU
KpasiMi 0arpoBO-CHHIONIHOW okpacku (puc. 1, 6). JIHo
SI3BBI TIOKPBITO T€MOPPAru4eCKU-THOWHBIM 3KCCYIaTOM.
Bokpyr s3BBI — 30Ha (PHOJIETOBO-PO30BON IPHUTEMBI.
B ob6nactu narepanbHOTO Kpast sI3BbI aTpO(UIECKHil py-
Oer HempaBWILHON (OPMBI C HEPOBHBIM pelabedoM U
HEpaBHOMEPHOM MUTMEHTalne pazmepom 25 x 17 cMm
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Puc. 1. bonbras K., 39 ner. ['anrpeno3Has nuonepmus. BrichIaHus pacrioioKeHbI Ha KOXKe 3aHEH MOBEPXHOCTH JIEBOTO Oe/pa.

a — 1-e cyTku HaOJIIOICHHST; O — BATMKOOOPA3HO MPHUITOJHSTHIC Kpast 13Bbl 0arpOBO-CHHIOIIHON OKpacku (1),
30Ha (PUOJIETOBO-PO30BON IPHTEMBI BOKPYT SI3BHI (2).

(Ha MecTte mpekHUX 3apyOneBaBimxcs s3B). CyObek-
TUBHO OECHOKOUT 0O0JI€3HEHHOCTh, 0COOCHHO TIO MepH-
(depuu sa3BeHHOTO edeKTa.

JlaGopaTopHbIe HCCIIEIOBAHNUS: B KITIMHUYECKOM aHa-
T3¢ KPOBHU BBIBIICH HeﬁTpoﬁpI/gﬂbHHﬁ JIEUKOLIUTO3 /10
13,7 x 10 /n (Hopma 4—11 x 10 /1), B OMOXHUMHUYECKOM
aHaM3e KPOBU IIOBBIIMICHHWE TIIOKa3aTeslell TITFOKO3bI
6,6 mmonb/n (Hopma 4,1-5,9 mMmonw/m), B Koarymo-
rpaMMe BBISBIICHO TIOBBIIICHNE KOHIEHTpauu Gpudpu-
HoreHa 110 5,5 r/n (Hopma 1,84 1/m); oOmmit aHanm3
Mouu 0e3 marosoruu. Antutena k BUY 1, 2, HBsAg,
HCVAb, KCP na cu¢wmiuc — orpunarenshsl. [Ipu 6ak-
TEPUOJOTMIECKOM aHAIN3€e OTHENSIEMOro 513B BBIACICH
Staphylococcus aureus, 9yBCTBUTENBHBIH K 1Ie(anoco-
pHUHAM.

[To pesynabraraMm THCTOJOTHMYECKOTO HCCIEAOBAHUS
(puc. 2) — oOunbHas HelTpoduiIbHas UHOUIBTPALUS C
SBIICHHSIMH JICMKOKIACTHYECKOTO BACKYJIHUTA.

[IpoBeneHo nedeHwe: cucTeMHas WMMYHOCYIIpec-
CUBHas Tepalis COBMECTHO C KOPPUTHPYIOIIUMH TIpe-
maparam# (nipexan3oi0H 40 Mr/cyT, azarnonpus 50 mMr
2 pasza B JIeHb, acnapkaM 1 Ta0mn. 3 pasa B AeHb, oMe3
20 Mr 2 pasa B JIeHb), COCyIUCTasl Tepanus (TpeHTal
400 mr B/B KamnenbHO), aHTUTUCTAMUHHEIC TIperaparbl
(x7oponupaMuH 25 Mr), HECTEpOUJHBIE MTPOTHBOBOC-

Puc. 2. Ta xe GonbHas. ['mcronormyeckas kapTuHa OHonTaTa KOXKH
¢ kpas s3Bbl. HaOmonaercss OOMIIBHBIN CMEIIaHHBIH HHOUIBTPAT C
npeobasanreM HelTpoduiios B epme. JIeiikokIacTHIeCKuii BacKy-
JIAT C YTOJIIEHUEM CTEHOK COCYJIOB M IPOIHUTHIBAHHEM HX HEHTPO-
(DUITBHBIME JTEHKOIIUTAMH.
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Puc. 3. Ta e GonbHast Ha 14-¢ cyTku seuenus. Ha ¢one tepamu
OTMEYAEeTCsl YMCHBIIIEHHE THIIEPEMUH BOKPYT o4ara, Hadao pyorie-
BaHUS SI3BEHHBIX 1€(EKTOB.

nanurenbHble cpeactsa (Haiz 100 mr 2 pasa B JeHb,
KeToHad 2 M B/M 1 pa3 B AeHb), aHTHOAKTEpHAJIbHAS
tepanus (neprpuakcon no 1 r 14 unvekuuit). Hapyx-
HO: aHTHCENTHYecKasg oO0paboTKa paHEeBOU MOBEPXHO-
CTH, Ma3eBble TOBS3KU OpaHonuua H, ¢parongepm rens.
Ha ¢one npoBoanMoii Tepanuu B TeueHue 1 mec otMme-
YeHa MOJIOKHUTEIbHAsI TUHAMUKA B BHJIC YMEHBIICHUS
THIIEPEMHUH BOKDPYT Odara, OYHIICHHs U YaCTHYHOTO
pyOueBanus si3BeHHoro nedekra (puc. 3). CyObek-
THBHBIE CHMIITOMBI KyNMHUpOBaHBI. [l0SBICHHS HOBBIX
BBICHITIAHWHA HE OTME4YeHO. bojbHas MpOJOKHIa BBI-
meyka3aHHOE JISYEHUE IO/l KOHTPOJIEM aHaJU30B KPO-
BU C MOCTEIIEHHBIM CHI)KEHHEM J103bl MIPEIHU30JI0HA.
Ha 45-¢ cyTku neueHus no3a npeaHu3010Ha COCTaBUIa
25 mr/cyT, azatuornpuna — 100 mr/cyT. OT™Me4aeTcs BbI-
pakeHHas MOJIOKUTENIbHAS IMHAMUKA B BUJIE pyOlLeBa-
Hus 95% moBepxHOCTH 3BHI (puc. 4). bonesneHHOCTH
B 00JacT BBICHINIAaHUHN HeT. Ha3HadeHHyIO Tepamuio
MaUeHTKa MEPEHOCUT XOpoIIo, MoO0YHBIX 3(deKToB
He oTMeuaeT. [luHamMudeckoe HaOItoeHUEe 3a 00JIbHOM
MIPOJOKAETCS.

KNTUHUKA, ANATHOCTUKA U IEYEHUE LEPMATO30B

Puc. 4. Ta xe GonpHast Ha 45-¢ cyTku yedeHust. OTMeUaeTcs MO4YTH
MOJIHOE PYOLIeBaHUE A3BEHHOTO Je(eKTa.

l'anrpeno3nast nuonepMust — AMarHo3, KOTOPBIA OcC-
HOBBIBACTCSl HAa TUIUYHBIX AHAMHECTHUYECKUX JAaHHBIX
3a001eBaHUsI U OTCYTCTBHM OTBETa Ha AHTUOMOTHUKU
[14]. Knaccuuecku s3Ba OMUCHIBACTCS KAaK odar mopa-
KEHUs1 ¢ ObICTpbIM pocToM. Kpas si3BeHHBIX ae(eKToB
BaJMKOOOPAa3HO NPUIOAHATHL, 0arpoBO-CHHIOIIHON
OKpacKH C 30HOW 3puTeMbl 1o nepudepun. SI3BbI pu
I'TI MoryT NOKaIM30BaTHCS Ha JIFOOOM YYaCTKE KOYKHOTO
[IOKPOBa, HO 4Yallle BO3HUKAIOT B OOJIACTH HUXKHUX KO-
HeuHoctel [15]. YV mpencraBieHHON MAIMEHTKH s3Ba
HabOmonazach Ha Koke Oezpa, KIMHUYECKHE IMPOsBIIe-
HUSI COOTBETCTBOBAIN Kiaccudeckoit popme ['T1.

I'mcronaronornyeckn npu I'Tl BeIsIBIsIETCS JNEiiKo-
KJIACTUYECKUH HEUTPOQUIIBHBII BaCKYJINT, KOTOPBII OT-
ME4eH y HaOmromaeMol Hamu 00JIbHOH [16].

Jleuenne I'Tl, xak mpaBuiio, MPEACTaBISCT OIpele-
NEHHBIC MPOOJIEMBI B CBSI3M C YCTaHOBJICHHEM OIINO0Y-
HOTO JMarHo3a M HazHa4eHUEM HEeaJeKBaTHOM Tepamnuu.
VY npencraBieHHOW OONBHOM B CBSI3M C HEMPABHIbHBIM
JMarHo3oM (QypyHKys€3a B TedeHHe 4 Mec OTCyTCTBOBAJIA
moNoKuTeNnpHast muHamuka [17]. 3omororo cranmapra
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Tepanuu ['T] He cylIeCTBYeT, U B HACTOSILEE BPEMS OC-
HOBHBIMU TIpenaparamu sBisttorcs cucreMusle (CI'K) u
TOIMUYECKUE ITFOKOKOPTHKOUIBI. B TeueHne HeCKOIbKUX
nHel ot Hagana Tepanui CI'K B GoibIIMHCTBE ciiydaeB
HAYMHAETCS AKTUBHOE PyOIleBaHUE SI3BEHHBIX JIe(DEKTOB.
OpnHako Ui AOCTHXKEHUS MOJHON PEMHUCCUM Ipouecca
TpeOyIOTCS Hemenu, a mopod u Mecsrsl [18]. Jleuenne
TaKxke 3aBUCUT OT TsikecTu TeueHus ['TI. TIpu Tsoxénom
U TEHEPAJTM30BAHHOM TEUCHUU MOTYT INPHUMEHSTHCS
AMMYHOCYTIpeccopsl (TKIodochamMua, azaTHONPHH,
METOTpEKCaT) KaK CTepoHIcOeperamomye npenaparTsl B
komiuiekcHoM Jiedennn ¢ CI'K wnu B Buge monorepa-
nuu. B Hactosmee BpeMs CyliecTByeT BCE OolblIe J10-
Ka3arenbCTB 3(PPEKTUBHOCTH OMOJIOTUYESCKON Teparnuu
B sieueHnu ['T1. I[Ipumensror “HrHOUTOPHI akTopa He-
Kpo3a omyxoiu anbda (MHGIMKCMMaO, amanumymao,
staHepuent), HHruouTops! 1L-1 (aHaknHpa, KaHAKUHY-
Ma0, reBokn3yMad), uaruoutopsr 1L-12 u IL-23 (ycre-
kuHyMao) [19].

Taxum o6pazom, I'TI sBIsIeTCS CIHOKHBIM IS THATHO-
CTHKH U JIeUeHHUS 3a00JIeBaHUEM, KOTOPOE MPEACTaBISIET
OOMNBILION MHTEPEC KaK AJIs AEPMATOJIOrOB, TaK U JUIS Bpa-
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