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BoJje3nn Jleroca: ot 1o6poxavecTBeHHON (pOpPMBI K 3JI0KA4YeCTBEHHOMY TEYEHHUIO

Huxonaepa K.M.'*, Voumuepa M.A.!, Boukapés FO.M.!, Ilaperopomuesa A.A.!, I'ypkosckas E.IL.",

MeusaukoBa E.C.!, Matycesuu C.J1.2

'Vpanbckuii rocyiapcTBeHHbIH MeIMIMHCKUI yHUBEpcHuTeT, Exatepunbypr, Poccus

*TIoMeHCKHI1 roCyIapCTBEHHBIN MEMIIMHCKUI yHUBEpcUTeT, TioMenb, Poccus

bonesnp Jleroca, wim arpoduueckuil mamyses3, MPEACTaBIsieT CcO00M pPEeaKyr0 XPOHUYECKYIO
OKKJIFO3MOHHYIO BAacCKyJIOTIaTUIO C HEW3BECTHBIM NaroreHe3oM. Ha ceromHsmHuii neHb 0oJie3Hb
MOJIPA3JIENIAIOT HA JOOPOKAYECTBEHHYIO JIUTEIHHO TEKYITYIO KOXKHYIO (hOpMy U 37I0Ka4eCTBEHHYIO
CHCTEMHYI0O (GOpMy C TOpPaKEHHEM OpPraHoB >KEIyJOYHO-KHIIEYHOTO TpPakTa W IEHTPaJbHOU
HEPBHOW CHCTEMBI, KOTOpasi COMPOBOKIAETCS BBICOKUM PHCKOM JIETAIILHOTO McxoAa. OnucaHHbIN
KJIMHUYECKUHM Cllyyail MyX4YdWHBI C JOOpOKaueCTBEHHOM KOXXHOM Qopmoit Oonesnu J[leroca
JEMOHCTPHUPYET PEIKUIl BapuaHT 3a00J€BaHUS C SPO3UBHO-SI3BEHHBIMH MOPAKECHUSMH I1OJOBOIO
yneHa. KoxHbIi ipoliece Ha TYJIOBHUIIE U KOHEYHOCTSX MPEACTaBICH TUITMYHBIMU OJICIHO-PO30BBIMH
namnyJiaMy ¢ arpoUYHBIM pyOUYMKOM B LIEHTPE, a TaKKe 3PO3USMHU U A3BAMU Ha KOXKE IOJIOBOTO
yneHa. B nporecce HaOmoqeHNs y manueHTa pa3Buics TpoM003 1 raHrpeHa y4acTKa TOHKOM KHIIIKH,
YTO MOXKET CBHJETENLCTBOBATH O PA3BUTUU CHCTEMHOCTH 3a00J€BaHMS W O3JI0KaYECTBICHHH

0one3nu Jleroca.

KnroueBple cnoBa: 0oje3Hb Jleroca; 0Oousiesns Keabmeiiepa—/leroca; 3/10kavecTBeHHBIH

arpouYecKHi namnyJje3; KIMHHYECKUN caydai

KoH(mUKT HHTEpEecOB: aBTOPHI ACKIAPUPYIOT OTCYTCTBUE SBHBIX U MOTECHIHAIBHBIX KOH(IUKTOB

MHTEPECOB, CBSI3aHHBIX C IMyOJIMKAIIMEel HACTOSIIEH CTaThH.

VcTouHuK (UHAHCHPOBAHUSA: PYKONHMCh TMOJATOTOBJICHA Ha JIMYHBIE CpPEJCTBA ABTOPCKOIO

KOJIJICKTHBA.

Cornacue mamueHTa: MalUMEHT JO0OPOBOJNBHO MOJANHMCAT HWH()OPMHUPOBAHHOE COTJIACHE Ha
nyONMKALUIO TIEPCOHANBHON MEIMIMHCKOW MH(pOpPMaluu B 00e3TMUeHHON (opMme B KypHaie
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Degos’s Disease: from a benign form to a malignant course

Kristina I. Nikolayeva'*, Marina A. Ufimtseva', Yuriy M. Bochkaryev', Anna A. Tsaregorodtseva',
Yevgeniya P. Gurkovskaya', Yekaterina S. Mylnikova', Sergey L. Matusevich?

''Ural State Medical University, Yekaterinburg, Russia

>Tyumen State Medical University, Tyumen, Russia

Degos disease or atrophic papulosis is a rare chronic occlusive vasculopathy withfan unknown
pathogenesis. To date the disease is divided into a benign long-term skin form and a malignant
systemic form with damage to the organs of the gastrointestinal tract and.central nervous system,
which is accompanied by a high risk of death. The described clinical case of a man with a benign
cutaneous form of Degos disease demonstrates a rare variant ofthe disease witherosive and ulcerative
lesions of the penis. The skin process on the trunk and extremities isirepresented by typical pale pink
papules with atrophic scars in the center as well as erosions,and ulcers,on the skin of the penis. During
the follow-up, the patient developed thrombosis and gangrene of the small intestine, which may
indicate the development of a systemic disease and malignancy of Degos disease. We continue to

monitor the patient.
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AKTYaJIbHOCTH

Bbonesns Jleroca (b1), B mutepaType u3BecTHas Takxke Kak «bose3np Kenbmeiiepa—/lerocay
[1], «3nokadecTBeHHBIN aTpoduueckuii mamyne3» (malignant atrophic papulosis, MAP) [2] u
«JICTAJbHBINA KOXHBIH U JKEITyAOYHO-KUIICUHBIA apTepUOIpHBIA TpomO03» [3, 4], mpeacraBiser
cO00I PeIKYI0 XPOHUYECKYIO OKKITIO3MOHHYIO BACKYJIOMATHIO C HEU3BECTHBIM MAaTOreHe30M [3, 5, 6].
BrepBeie nmanHoe 3aboneBanue omucan Kohlmeier B 1941 r. [2], paccMOTpeB ero B KadecTBe
BapHaHTa OOJIMTEPUPYIOIIETO TPOMOAHTHUUTA OPBDKEEUHBIX COCYZOB, a B 1942 r. Degos BbIAETHI

00JIe3Hb KaK OTJICJIbHYIO HO30JIOTHUECKYIO SMHMILY U Jajl el Ha3zBaHue [3].

Ha ceropnsminmii neHs B 1uTepaType onucano He 6onee 200 cmyyaeB 3T0ro 3aboeBaHus
[3]. Ilo nanHbIM IUTEpaTyphl b/] yaiie tnarHocTupyeTcs y My >K4KH €BpOINEONJHON PAEhl Ha TPETHEM
JECSITUIICTUT KH3HU, XOTS BO3pACT Havala Koyeonercs oT 2 Henenb 1o 674tet [4, 7). bonpmuHCcTBO
CJIy4aeB SIBJISIOTCS CIIOPAJUUECKUMH, B TO K€ BPEMS OIIMCHIBAIOTES SANHNIHBIC CEMENHBIE BAPUAHTBI

C ayTOCOMHO-JIOMUHAHTHBIM TUIIOM HacyenoBanus |3, 8].

A. Theodoridis u coaBT. HpPeNIOKWIM pAHEE TaK Ha3bIBAEMBI 3JI0Ka4€CTBEHHBIN
aTpoduyeckuii mamysue3 NepeMMeHOBaTh B «aTpouueCKuil mamysies» U MOoApa3eiuTh ero Ha JiBe
KIMHUYECKHEe (OpMBI — J0OpPOKAYECTBEHHOE KOKHOC p3aboneBaHue (100pOKadecTBEHHBIN
arpopuyeckuii mamyne3) W 3JI0KAYECTBEHHOE CHCTeMHOoe 3aloJieBaHHE (370Ka4eCTBEHHBIN
arpouuecknii mamyne3) [8]. JoOpoxasecTBeHHas KOKHasi (opMa C OrpaHUYCHHBIM MOPAXKEHUEM
KOXXH oTMeueHa B 4—15% nabnronenuif [3; 7], B To BpeMs Kak 3JI0Ka4eCTBEHHAst cCUCTeMHast popma
BCTPEYAETCS Yalle U NPUBOAUT K JeTallbHOMY Mcxony [3]. Mbl pencTaBisieM KIMHUUYECKUHN Cilydai
B/1 y B3pocioro manueHTa ¢ IpeiTofioKUTeNbHON TpaHchopMareil 1o0poKkayecTBEHHOW KOKHON

(opMBI B 3710KaYECTBEHHYIO CUCTEMHYO.

Onucanme coaydas

Ha amOynaTopHbIil epMaTOBEHEPOJIOrHYeCKUid mpueM oOpatwics Myx4duHa 46 Jer c
*anoOamMK Ha BBICHIIIaHUS C 3yZ0M B 00JIaCTH TYJIOBUINA, KOHEYHOCTEH U MOJIOBOTO YJICHA.

Cunraer cebst 0OTBHBIM Ha MPOTSHKEHUH 6 MECALIEB, KOTIa OTMETHJI MOSIBIICHUE BBICHITTAHUH
Ha KOXe€ TyJIOBMILA, IIOJIOBOM YJICHE, ¢ YXYALIEHHEM IIPOLIECCA HA IIOJOBOM YJICHE B TEUYEHUE
MOCIIEAHEH HeJIeNIN, COPOBOXKAAOIINUMCS cyO(heOpribHOM TeMIiepaTypoi.

[TanieHT TpPOXXKKMBAaET C CyNpyrou, paboOTaeT Ha JIeCO3aroToBKax pa3zHOpabOuuM.
OTmedaeTcss HAIMYUE XPOHUYECKOM COMAaTUUECKOM MAaTONOIMH: XPOHUYECKUI BUPYCHBIN renatut C
B TeueHue 10 JeT, MPOTHBOBUPYCHYIO TEpamlHio HE IOJIydal, XpOHHYECKas sS3BEHHas OOJIe3Hb
JBEHAILATUIIEPCTHON KMILIKH, peMmuccus. OTATOLIEHHYIO HAcIeACTBEHHOCTh U IIPUBBIYHBIC

HWHTOKCHKAIIUKU OTPULIACT. HaHI/IeHT »keHat B TeueHue 10 JICT, cnyqaﬁHHe ITOJIOBBIC CBA3U OTPULIACT.
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Pezynomamul puszukanvnozo, 1a60pamopHo20 u UHCMPYMEHMATbHO20 UCCAE008AHUA

OoO11ee cocTOsIHME OTHOCUTEIBHO YJIOBICTBOPUTEIILHOE, CO3HAHUE SICHOE, TEMIIepaTypa —
36,8 °C. Poct — 174 cM; Macca Tena — 72 KT, HHIeKe Maccehl Terna — 23,8 kr/m?; AJTl — 130/80 mm
pT. c1.; UCC — 72 ya/mun. IlanenupyroTcs MOAYENIOCTHBIE M TMOJIMBIIICYHBIE JTUMQOY3IIbI,
HEYBEJMUCHHBIE, MATKHUE, HIACTUYHBIC, HECTIasTHHBIE.

[Ipu ocMoTpe KOXKHBIH TOKPOB (PU3HOIOTHYECKON OKpacKd, HOPMAJbHOM BIAXKHOCTH.
Ilpunatkn koxu He wu3MeHeHbl. KoXHbIM Ipoliecc pacnpOCTPaHEHHBIH, CHUMMEEPUYHBIM,
JIOKAJIM30BaH Ha KOKE ILIEeH, TYJIOBHINA, BEPXHUX KOHEYHOCTEH M MpeJCTaBlIeH MHOMKECTBCHHbIMU
OKPYTJIBIMH NaIlyJIaMu OJI€IHO-PO30BOTO IIBETA, C YETKUMU I'PaHUIIAMHU, 03 CKIIOHHOCTH K CIUSHUIO,
pasmepamu 10 0,5 cM B quametpe ¢ arpoduueckum paphopoBo-6e1biM pyOuHKOM B IICHTpe (puc. 1).
Ha koxe xopmyca MoJIOBOTO W€HAa M KOXK€ HapY)KHOTO JINCTKA KpaiHeM, MI0THW MOJI0BOr0 YJieHa
UMEIOTCS €MHUYHBIC MamyJbl ¢ aTpoUYHBIM PYyOUMKOM B4IEHTPE, a TaKKe S3BBI 70 3 X 5 cM,
HETPAaBWIBHBIX OYEPTaHUN, C YSTKUMHU HPUIIOTHATHIMU_KpPasiMH, AHO 3B MO nepudepun MOKPBITO
KOPKOH OT TEMHO-CEPOTO JI0 KEeNTOBATO-0yporo oTTeHka (puc. 2).

Muxkpockornudeckoe uccliefoBanne Ha Treponema pallidum, KOMIUIEKC CEPOIOTHIECKHIX
peakuuii Ha cudunuc (Mukpopeakius npeuunutafun, PIITA, UOA cymmapusie, UDA IgM, 1gG),
uccienoanue cockoba u3 yperpsl Mmetoqom [P (Chlamydia trachomatis, Mycoplasma genitalium,
Trichomonas vaginalis, Neisseria gonerrhoeae) — otpunatenbuele. lccrnenoBanue KpoBH Ha
antutena k BUY-1,2; HBsAg —+ otpumarensusiii; antiHCV — mnonoxutensHbiil. Ilpu
MUKPOCKOIIMYECKOM HCCIICOBAHUK, COCKOOa M3 ypeTpbl OOHAapy>KeHbI JICHKOIMTHI 2—5 B TOJje
3pEHHSI, HUTU MULIENIUS U APOAIKEBBIC KIIETKU, TATOTeHHbIE MUKPOOPTaHU3MBbI He 00Hapy>keHbI. [Ipu
T'HCTOJIOTUYECKOM HCCIIEOBAHUM KOXKHOT'O OMONTATa BBISBICH aTPOGUUHBINA, TOHKUH MUIECPMIC; B
aepMe MpeodsialalomsiBICHISA CKiiepo3a ¢ Ha0yxaHueM U (pparMeHTanuei KoiareHa, 3J1acTHYeCKIX
BOJIOKOH, BBIPQXEHHBIM MYLIMHO30M; MEJIKO(MOKYCHBIE NMEPUBACKYIIIPHBIC U NMEPU(OIITUKYIIIPHbIC
TuMQOTHeTHONMTapHble MHQHUIBTPATHl C MPUMECHIO IUIa3MOIMTOB; COCYJBbl MaJIOr0 KanuOpa ¢
THATMHU3UPOBAHHBIMU CTEHKAMHU, HEOOJIBIION JIHATe/Ie3 SPUTPOIIUTOB.

3axioyeHue: MopQosoruyeckas KapTHHAa BO3MOXHA MPU JAE€PMATo3€ W3 TPYIIIHI

MYLIMHO30B, HEJIb3s UCKIOUNUTh b/l

Jlugppepenyuanvuslit ouacnos

Ha ocHOBaHUM KIIMHHUYECKOW M TUCTOJIOTUYECKOI KapTHHBI TPOBeeH qu(epeHInanbHbIH
JMarHo3 ¢ [epMaTo3aMu U3 rpymibl Aud@y3HbIx 3a00eBaHUi COSMHUTEIBHON TKAaHH, B TOM YHCIIE
co ckiepoarpopuuyeckuM JnuxeHoMm ILlymOymia, anTH(OCHOIUIUAHBIM CHHIAPOMOM, JIPYTHMHU

BaCKYJIMTaMH, a TAaK)Ke TAaHTPEHO3HBIM 0alaHOMOCTUTOM (TaHrpeHa OypHbe).
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Jeuenue

[TanmenTy OBUIO PEKOMEHAOBAHO CHCTEMHOe JieueHue: ueprtpuakcon 1,0 T
BHYTpUMBIIIEYHO | pa3/neHs B Teuenue 10 aueit; neBodokcanua 500 mMr BHyTph 1 pas/neHs B
TedyeHue 7 qHeit; merponuaaszon 500 mr BHYTph 3 pa3a/neHn B TeueHue 7 aHei; 6erametason 1,0 T
BHYTPHUMBIIIEYHO | pa3/neHpb OJHOKpaTHO; KiieMacTuH 1 Mr BHYTph 1 pas/nensb B Teuenue 10 qHei.
Taxoke manmeHTy peKoMeH0BaHa Hapy>KHas Teparis B BUAe 00pabOTKH 04aroB Ha KOXKE MOJIOBOT0
YjieHa BOJHBIM PAacTBOPOM xJyoprekcuauHa ourmokonara 0,05% 2 paza/nens B TeueHue 14 nHei;
OerameTa3oH + reHTaMUIIMH KOMOWHUPOBAaHHBIM KpeM 2 pasza/meHp B TeueHued 14 nHe, c
nocyenyomeil cMeHOW Ha TUOKCOMETUITETPArHApONUPUMHUINH Ma3b 2 Pa3a/IcHb B TeHcHUE 7
THEW; JMOKCOMETHIITETPAaruIpONUPUMHINH + XIopaM(peHUKON Ma3b 2 pa3a/deHb B TedeHue 7

JTHEH.

Hcxo0 u pezynomamot nocneoyrouiezo Hadnrwdenus

Ha npoTtspxkennn 4 mecsitieB HaOJIIOJCHUS KOKHBIM TpoIiecc Ha TYJIOBHUINE U KOHEUHOCTSX
Obul crabuieH, 0e3 TMHAMUKU. B TedeHue mepBOro Meesiila JICUSHUS OTMEUYalIoCh YMEHBIICHHE
MHTCHCUBHOCTH OKPAaCKH BBICHIIIAHMHA Ha KOXKe JIOJIOBOIO HMIICHA, YMEHBIICHUE 3yJa, MPH 3TOM
COXpAHSUICSA CTPYI, a TAaKKE MOSBISUIMCH HOBBI®, SJIEMEHTHI B BHJE MAIlys, KOTOpbIE OBICTPO
paszperianuch ¢ GopMUPOBaHUEM aTPOPHUUHBIX PYyOUHKOB Ha KOXKE MOJIOBOTO WieHa. B nanpHelem
Ha (poHEe CaMOCTOATEIbHOM OTMEHBI MAIMEHTOM JICYCHHS TIOSBUIIACH BBIPAKEHHAsI OTEYHOCTh KOXKU
MIOJIOBOT'O 4WJIEHA, COMPOBOKIAIQMIASCS 3YAOM U ¥OKEHHEM B MECTaX BBICHINIAHUH. Bbin mocrasien
auarHo3 «ranrpeHa @ypHbe TOAOBOTFO 4JICHA», MPOBEIACHA KOHCYJIBTAIUS BPauyOM-XHUPYPrOM,
PEKOMEHI0BAHO MPOAOIDKEHYE HapyKHOM Tepanuu. Yepes 3 mMecsiia 3p03UBHO-I3BEHHBIH MpoIece
Ha KOXe MOJIeBOrogmieHansapyoueBancsa. OqHako yepe3 2 Mecsla MAlUeHT ObUl HEOTJIOKHO
TOCHUTAIM3UPOBAH, B XUPYPTrUUECKUI CTAllMOHAP B CBSA3M C CETMEHTAapPHBIM TPOMOO30M B CUCTEME
BEpXHOHOpbKeeUHON apTepuH, TaHTPEHOM YyYacTKa TOHKOM KHIIKH, DPa3IUTBIM THOWHBIM
neputoHuToM. IlarmenTy ObuTa mpoBeAeHA JIANApPOTOMHUS, PE3EKIUS y4acTKa TOHKOH KHUIIKH U

HAJIOKCHUC SOHTCPOSHTCPOAHACTOMO34a.

Oo6cyxaenne

Otuonorus u narorene3 bJ[ ocratorcs ManousydeHHbIMH. CUMTAETCS, YTO MPU JAHHOM
3a00JIeBaHUN TIPEUMYIIECTBEHHO IMOPAXKAIOTCS COCYIbl MAJOro KanuOpa — CpeJHHE W MEIIKHE
apTepuu, apTEpPHUOJIbl, KaMWJUISIPbl W BEHYJbl — JEPMbI, JKEIyJA0YHO-KHIIEUYHOIO TpaKTa |
LEHTpaIbHOM HepBHOU cucTteMsl [3, 7, 9]. [Ipeanonaraercs, 4To B OCHOBE ATOT€HE3a MOTYT JIEXKATh

KoaryjomnaTtusi, BackymuT [3, 4], TtpomOormromarust [9], aHOManmbHBIA QuUOpUHOIU3 [2],
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sHIOTENHaNbHAs AuchHyHKIMS [3, 8], HapylleHHe peryJsilud pPEeMOJEIUPOBAHUS COCYAOB H
MOBBIIIICHUE TPOHUIIAEMOCTH W3-3a yBenudeHus Bbipabotkn VEGF [10], xomruiemeHT-
onocpenoanHoe (C5-b9) mospexnenue sumotenus [11]. C.C. Zouboulis u coasr. [12], u3yuasmine
nobpokauectBeHHylo ¢opmy b/, nokazanm, dYTO STO BAaCKyJUT MEJIKUX COCyIOB 0e3
AHTUHEHUTPOPUIBHBIX  LUTOMJIa3MaTHyeckux aHturen (mo kimaccudukauuu  Chapel-Hill).
[Tporpeccupytomiass TpoMOOTHYECKass MHUKPOAHTHMONATHUSA TMPUBOJUT K OOJIMTEpalMd COCYAOB U
HEKpO3y TKaHEW, 4YTO TMPOSABISAETCS MHOXKECTBEHHBIMU OIPAaHUYEHHBIMU HH(APKTAMH KOXKH,
KEITyJOYHO-KUIIEUHOT O TPAKTa, LIEHTPaIbHOW HEPBHOM CUCTEMBI, BHYTPUIPY/IHBIX OPraHOB M IJIa3
[7, 9].

JloOpokauecTBeHHas: KOKHas (opmMa KIMHUYECKH MpeAcTaBiieHa / 3pUTEeMaTO3HBIMH
nanyJjaMu AMaMeTpoM 2—15 MM ¢ TeleaHIMAIKTaTU4eCKON IpUTEMATO3HOW KaNMON 1 B/IaBJICHHBIM
baphopoBo-6enbIM MK OeecoBaThIM LEHTPOM, MPEACTABIAIONINM:€000# aTpoduueckuil pyoder [3,
7]. Habmrogaercs ciemyromias SBOJIONMS KOXKHBIX BBICHITIAHHM, BIIEpBBIC) OmMucaHHas Jlerocowm:
NepBUYHBIC HeCTIEM(PUYHBIE SPUTEMATO3HbIE TAITyJIbl, COMPOBOKAAIOIINECS OIIYIIEHHUEM JIETKOr0
AOKEHUS, B TEUCHHE HECKOJBKUX HEIENb MPOrPECCUPYIOT,I0 MIIOCKUX (hapdopoBo-0enbix pyOIIoB,
HMMEIOLUX BUJ 3JIEMEHTOB I10CJIE NIEPEHECEHHON BETPAHOM, OCIIBI U OKPY’KEHHBIX 3PUTEMAaTO3HBIM
obonkom [2, 4, 6, 13]. Tunu4HOI NOKaTU3aUEH’ CHITIN, IBIISIFOTCS TYJIOBUIIE M KOHEYHOCTH, B TO
BpeMsl KaK JIaJOHHO-IIOJIOUIBEHHBIE 00JIaCTH, JIMIIQ;BOJIQCUCTAs YacTh TOJIOBBI U TEHUTATUN OOBIYHO
OCTaIOTCSl MHTAKTHBIMH [7].

B nutepatype onucansl equHiuHbIe eifydan bJ] ¢ mopakenuem renutanuid. A. Meazza u P.
Gregorio B 1986 r. [14] BnepBpI€IONHCAIN MAlMEHTa, Y KOTOPOTO Pa3BMWIIMCh THIIMYHBIE KOKHBIC
MOPaXEHUSI C BOBJIEUEHUEM KOXKHU IOJIOBOro wieHa. B nanpHelmem psii aBTOPOB JOKJIAABIBATIN O
MOOOHBIX KIMHUYECKUX CIYUAsIX C MOPAKESHUEM TeHUTANIHH [4], KOTOphIE, OJTHAKO, MPOTeKaIu 0e3
U3BSA3BIICHUN 4B numepaTypertaike npeacTaBieHsl euHIYHbIe coodmenus o bJI, mporekatomeii ¢
M3BSA3BICHUSIMU TIOJIOBOTO"WICHA U cUcTeMaTH3anuei mponecca [7, 9]. Baxxno nuddepennuponarsb
TAaHHOGICOCTOSTHUE C TAHTPEHO3HBIM 0AaTaHOMIOCTHTOM, raHrpeHoit dypHbe [15].

[ 'meToraronornueckue JNaHHbIE KOXHBIX MOpakeHUHM npu bJ[ onuceiBarorcs Kak
KJIMHOBU/HASA 30HA JEPMAaJbHOTO MAaNMUIIPHOTO HEKpPO3a C THUIEPKEpaTo30M HaJ aTpOopUUHBIM
sanuaepMucoM [7]. HemocpeacTBEHHO 101 30HOM HEKPO3a U CKIIEPO3a JEPMBbI, KOTOPasi HAIIOMUHAET
paHHUE CTaIuU aTPOPHUUECKOT0 JTMXEHA B MUHHATIOPE, BBIPAYKEHBI COCY IUCTHIE TOPAYKEHUS C OTEKOM
SHJIOTENMATBHBIX KIIETOK, THUIIMYHBIM JJIs1 KOXKHBIX BACKYJIHUTOB, a Taike mponudepanueii u
Tpombo30M [2, 16].

CucteMHbIe IPOSIBIIEHUS] OOBIYHO Pa3BHBAIOTCS B TEUEHHE HENENb WU JIET Iocie Ae0roTa
IIATOTHOMOHUYHBIX MOPAXXEHUM KOXH, OJHAKO MOTYT BO3HMKAaThb OJHOBPEMEHHO [8], a B penkux

Cllyyasix — IMPEeIIIeCTBOBATh KOKHOM cuMnToMatuke [7]. BoBieueHne B maTOJIOrMUYECKUI MPOIIece
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JPYTUX OpPraHOB M CHCTEM MOXKET pa3BUTHCS BHE3AHO, IOCIE€ MHOTHMX JIET CYLIECTBOBAHHUS
M30JIMPOBAaHHONW KOXKHOU cumnToMmaruku [8]. Ilpu 3mokauecTBeHHOU QopMe BHCHEPATBHBIC
MOPaXEHUSI TUCTOJOTMYECKH CXOXKU C IMOPAKEHUSIMU KOXKHM U TNPEACTaBIEHbl 30HaMU HEKPO3a,
MHOT/Ia COYETAIOIIMMUCS C OKKIIIo3uel cocynoB. Hanbonee yacTeiM crcTeMHBIM IposiBiieHneM bJ]
ABIJIAETCS MOPAKEHHUE KEITYyAOUHO-KUIIEUHOro TpakTa (47—-60% manueHToB), a HIMEHHO raHTpeHa
TOHKOTO KHuIlleyHuKa [9].

Ha cerognsmamii 1eHp HeT cienn(uiyeckux Ja00paToOpHBIX TECTOB M YETKUX KIMHUYECKUX
pexomenpanuii no seudenuto bJI. C yderom mpeanosaraéMoro 3THONATOrEHE3a MNPUMEHSIINCH
aHTHArperaHThl, B TOM YHCIIE alleTUIICAIUIIMIIOBAs] KUCIIOTA, aHTUKOATryJISIHTBI, B YaCTHOCTH IeHapyH,
¢$ubpuHONIUTHYECKUE CpEeICTBa, HU3KOMOJIEKYJISIPHBIE JEKCTPAaHBI, AHTHOMOTHKH,
MMMYHOCYIIPECCOPBI, a Takke (EeHMWIOyTa30H, KOPTUKOCTEPOUMBI, . XAOPOXUH, MBIIIbSK,
wia3madepes, neHTrokcupmumH [1, 6, 7]. C HAWIydIIUM KIUHUYECKHM 9P PEeKTOM mpUMeHseTCs
MOHOKJIOHAJILHOE aHTUTEJI0, KOTOPOE MIPENOTBPALLAET pacilicHieHe KoMIoOHeHTa kommuieMenTa C5
Ha €ro MPOBOCIAIUTEIBHbIE KOMIIOHEHTBI, — JKynmu3ymad [5,311], kak oTaensHO, Tak U B
KOMOMHAIIMK C CHHTETUYECKHM aHaJOroM NpOCTaFaHAWHA / —  TpempocTHHUIOM  [3].
Xupypruueckass Taktuka jieueHust b/l mpumensercsts mpd pa3BUTHH Tnepdopauu >KexyJ0dHO-
KHUILIEYHOI'O TPAKTA U IEPUTOHUTA.

Knaccugpukamus BbJl, Bwigensiomas TOOPOKAYEeCTBEHHYIO U 3JI0OKAYECTBEHHYIO (OPMBI,
NPUHLIMIHAIBLHO BaXKHA JJIS IPOTHO3UPOBAHUS MCX0JI0B 3a0oneBanus [8]. OrpaHuueHHast KOXKHas
dopmMa MOXKET MPOTEKaTh JIUTEILHO, Oonees/ 10—15 ner, Ge3 BOBIEUEHHUS B IPOLECC COCYAOB
BHYTPEHHHUX OpraHoB [7]. JluarHeCrupoBaHie 310Ka4eCTBEHHON CUCTEMHON (POPMBI aCCOITMHPOBAHO
¢ 50-60%-M pHCKOM JETaJIbHOTQ MCXOJa B TeueHue mnocienyromux 6—60 mecsueB (no 14 ner)
HaOJIOIEHUS BCIIEICTBUE CETICHCA, BEI3BAHHOTO Tepdopanneil KUIeYHUKa 1 nepuToHuTOM (61%),
reMopparn4eg¢koro MHCyIbTa(18%) 1 KOHCTPUKTUBHBIX MOPAKEHUH TUIeBpHI U tepukapa (16%) [3,

4,7, 13].

3akiTo4eHue

B/l, nnmm arpoduyeckuii mamyne3, — peakoe 3a0ojeBaHue C JOOPOKAYECTBEHHOM KOKHOM
dopmMoli U TKENOW W TMOTEHUMAIbHO OMACHOW Ui >KM3HM CUCTeMHOW ¢opmoi. Tunuunbie
MOpaKEHUSI KOXKM M TUCTOJIOTMYECKas KapTUHA MOTYT IOMOYb B JMarHOCTHKE 3aboieBaHus. B
NPEJCTaBICHHOM Cllyyae MbI MpeArnojaraeM TpaHchopManuioo y HaOII0AaeMOro IalueHTa
no0pokadecTBEHHOU KOxHOU (popmbl B/l B 3710KaUeCTBEHHYIO CUCTEMHYIO, YTO MOXKET MOBJIHSTH Ha

€ro Mmporyos. B ,Z[aHHI:II‘/JI MOMCHT HaGHIO,Z[CHI/IC ManyeHTa Npoa0JIKACTCA.

JInteparypa/Referenses


https://doi.org/10.25208/vdv16754

BectHuk nepmarosiorun u BeHepoaorum». 2024. In Press. doi: https://doi.org/10.25208/vdv16754

1. [BopsauxoBa E.B., Ilupy3sa A.JL., HeBo3unckas 3.A., u Ap. AHTUKOAryJsHTHl B
aepmarosiorndeckoil mpaktuke. DddexruBHas (papmakorepanusa. 2018;21:24-29. [Dvoryankova
YeV, Piruzyan AL, Nevozinskaya ZA, et al. Anticoagulants in dermatological practice. Effektivnaya
farmakologiya. 2018;21:24-29. (In Russ.)]

2. Pirolla E, Fregni F, Miura I, Misiara AC, Almeida F, Zanoni E. Degos disease —
malignant atrophic papulosis or cutaneointestinal lethal syndrome: rarity of the disease. Clin Exp
Gastroenterol. 2015;8:141-147. doi: 10.2147/CEG.S59794

3. Tummidi S, Nagendran P, Gedela S, Ramani JR, Shankaralingappa A. Degos disease:
a case report and review of the literature. J Med Case Reports. 2020;14(1):204. doi: 10.1186/s13256-
020-02514-6

4. Ali YN, Hamed M, Azita N. Lethal systemic degos disease with prominent cardio-
pulmonary involvement. Indian J Dermatol. 2011;56(5):564-567. doi: 10.4103/0019-5154.87157

5. LiZ, Jin P, Wang B, Feng S. Two cases of Degos disease with different prognosis.
Postepy Dermatol Alergol. 2014;31(6):425-427. doi: 10.5114/pdia.2014.44020

6.  Mareschal A, Razanamahery J, Aubin F. Malignant Atrophic Papulosis. JAMA
Dermatol. 2020;156(2):204. doi: 10.1001/jamadermatol.2019.3726

7. Aydogan K, Alkan G, Karadogan Koran/S, Adim SB, Kiyici M, Tokgoz N. Painful
penile ulceration in a patient with malignant atrophic papulosis. J Eur Acad Dermatol Venereol.
2005;19(5):612—-616. doi: 10.1111/5.1468-3083+2005.01227.x

8. Theodoridis A, Kenstantinidou A, Makrantonaki E, Zouboulis CC. Malignant and
benign forms of atrophic papulosis (Kohlmeier—Degos disease): systemic involvement determines
the prognosis. Br J Dermatol. 2014;170(1):110-115. doi: 10.1111/bjd.12642

9. pThomson KF, Highet AS. Penile ulceration in fatal malignant atrophic papulosis
(Degos' disease). Br J Dermatol. 2000;143(6):1320-1322. doi: 10.1046/5.1365-2133.2000.03911.x

10,  Caviness VS Jr, Sagar P, Israel EJ, Mackool BT, Grabowski EF, Frosch MP. Case
records of the Massachusetts General Hospital. Case 38-2006. A 5-year-old boy with headache and
abdominal pain. N Engl J Med. 2006;355(24):2575-2584. doi: 10.1056/NEJMcpc069029

11.  Magro CM, Poe JC, Kim C, Shapiro L, Nuovo G, Crow MK, Crow YJ. Degos disease:
a C5b-9/interferon-a-mediated endotheliopathy syndrome. Am J Clin Pathol. 2011;135(4):599-610.
doi: 10.1309/AJCP66QIMFARLZKI

12.  Zouboulis CC, Theodoridis A, Makrantonaki E. Inflammation and thrombo-occlusive
vessel signalling in benign atrophic papulosis (Kohlmeier—Degos disease). J Eur Acad Dermatol

Venereol. 2022;36(11):2195-2198. doi: 10.1111/jdv.18362


https://doi.org/10.25208/vdv16754
https://doi.org/10.2147/CEG.S59794

BectHuk nepmarosiorun u BeHepoaorum». 2024. In Press. doi: https://doi.org/10.25208/vdv16754

13.  Magro C, Shapiro L. Exploring the pathophysiologic basis of constrictive pericarditis
of Kohlmeier—Degos disease: A case series and review of the literature. Ann Diagn Pathol.
2022;59:151943. doi: 10.1016/j.anndiagpath.2022.151943

14. Meazza A, Grégorio P. La maladie de Degos: a propos d'un cas de localisation
génitale. J Urol (Paris). 1986;92(4):262-263.

15. Chernyadyev SA, Ufimtseva MA, Vishnevskaya IF, et al. Fournier's Gangrene:
Literature Review and Clinical Cases. Urol Int. 2018;101(1):91-97. doi: 10.1159/000490108

16. Omnucora O.10., KapamoBa A.D., 3namenckas JI.®., Yukun B.B., 'opiasos N.A.,
CoimukoB A.A., u np. DenepaibHble KIMHUYECKHE PEKOMEHAAIMU 110 BEISHUIO OOMBHBIX
BaCKYJIMTaMH, OTpaHnYeHHBIMU Koxker. M.; 2015. 21 c. [Olisova OYu, Karamova’AE, Znamenskaya
LF, Chikin VV, Gorlanov IA, Sydikov AA, et al. Federal clinical guidelines for'the management of
patients with vasculitis limited to the skin. Moscow; 2015. 21 p. (In.Russ.).

YuacTHe aBTOPOB: BCE aBTOPHl HECYT OTBETETBEHHOCTD 3@, COJICPKAHUE U LIETOCTHOCTD
Bcel crathu. Konnenuus u auszaitn uccnenoBanus — K. Hukonaesa, M.A. YdumieBa; coop u
obpaboTtka marepuana — A.A. Llaperopoanesa, E.C. MbpuibHUKOBa; Hanucanue Tekcra — K.
HukonaeBa, A.A. Ilaperopoauesa; penaktuposanue — HO.M. boukapés, E.Il. I'ypkosckas, C.JI.
Marycesuu.

Authors’ participation: all-authors: approval of the final version of the article,
responsibility for the integrity of all parts of the article. Concept and design of the study — Kristina
I. Nikolayeva, Marina A. Ufimtseva; collection and processing of material — Anna A.
Tsaregorodtseva, Yekaterina, S. Mylnikova; text writing — Kristina I. Nikolayeva, Anna A.
Tsaregorodtseva; editing/— XYuriy M. Bochkaryev, Yevgeniya P. Gurkovskaya, Sergey L.

Matusevich.

Nudopmanus 06 apropax
*HuxosaeBa Kpucruna HropeBHa — K.M.H., naoueHT; azapec: Poccus, 620028,
ExatepunOypr, yn. Penuna, 1. 3; ORCID: https://orcid.org/0000-0002-5879-2018; eLibrary SPIN:
5428-7774; e-mail: kris-nikol@yandex.ru
YpumueBa Mapuna AnatojbeBHa — J1.M.H., mpodeccop; ORCID: https://orcid.org/0000-
0002-4335-9334; eLibrary SPIN: 4753-7210; e-mail: mail-m@mail.ru

Boukapés IOpuii MuxaiijioBny — k.M.H., noueHt; ORCID: https://orcid.org/0000-0001-
6298-7216; eLibrary SPIN: 3830-2810; e-mail: bochkarev.ju.m@gmail.com
IaperoponueBa Anna AnekcanapoBHa — ORCID: https://orcid.org/0000-0003-1696-



https://doi.org/10.25208/vdv16754
mailto:mail-m@mail.ru
https://orcid.org/0000-0001-6298-7216
https://orcid.org/0000-0001-6298-7216
mailto:bochkarev.ju.m@gmail.com

BectHuk nepmarosiorun u BeHepoaorum». 2024. In Press. doi: https://doi.org/10.25208/vdv16754

0543; eLibrary SPIN: 2980-4803; e-mail: anya.tsaregorodtseva@mail.ru

I'ypkoBckast EBrenus IlerpoBHa — k.M.H., fonient; ORCID: https://orcid.org/0000-0001-
7535-5429; eLibrary SPIN: 9311-3854; e-mail: gurkovskaya-e@mail.ru

MbiibHukoBa Exatepuna CepreeHa — ORCID: https://orcid.org/0000-0001-8620-
4044; eLibrary SPIN: 5101-0075; e-mail: e.s.mylnikova@mail.ru

MatyceBuu Cepreii JIbBoBu4 — 1.M.H., gorent; ORCID: https://orcid.org/0009-0005-
1517-5764; eLibrary SPIN: 9758-6390; e-mail: Slvovich72@yandex.ru

Information about the authors

*Kristina I. Nikolayeva — Cand. Sci. (Med.), Assistant Professor§ address:3 Repina street,
620028 Yekaterinburg, Russia; ORCID: https://orcid.org/0000-0002-5879-2018; eLibrary SPIN:
5428-7774; e-mail: kris-nikol@yandex.ru

Marina A. Ufimtseva — MD, Dr. Sci. (Med.), Professor; OQRCID: https://orcid.org/0000-
0002-4335-9334; eLibrary SPIN: 4753-7210; e-mail: mail-m@mail.ru

Yuriy M. Bochkaryevn — Cand. Sci,, (Med.), Assistant Professor; ORCID:
https://orcid.org/0000-0001-6298-7216; eLibrary SPIN: 3830-2810; e-mail:

bochkarev.ju.m@gmail.com

Anna A. Tsaregorodtseva — ORCID? ‘https://orcid.org/0000-0003-1696-0543; eLibrary
SPIN: 2980-4803; e-mail: anya.tsaregorodtseva@mail.ru

Yevgeniya P. Gurkovskaya — €and. Sci. (Med.), Assistant Professor; ORCID:
https://orcid.org/0000-0001-753 5254295 elzibrary SPIN: 9311-3854; e-mail: gurkovskaya-e(@mail.ru

Yekaterina S. Mylnikova — ORCID: https://orcid.org/0000-0001-8620-4044; eLibrary
SPIN: 5101-0075; e-mail: e.s.mylnikova@mail.ru

Sergey LapMatusevich — MD, Dr. Sci. (Med.), Assistant Professor; ORCID:
https://orcid.org/0009-0005-1517-5764; eLibrary SPIN: 9758-6390; e-mail: Slvovich72@yandex.ru

CtaTes moctynuia B pegakiuto: 12.01.2024
[punsra x myonukauu: 30.07.2024
Ony6nukoBana onnaita: 03.08.2024

Submitted: 12.01.2024
Accepted: 30.07.2024
Published online: 03.08.2024


https://doi.org/10.25208/vdv16754
mailto:anya.tsaregorodtseva@mail.ru
https://orcid.org/0000-0001-7535-5429
https://orcid.org/0000-0001-7535-5429
mailto:gurkovskaya-e@mail.ru
mailto:e.s.mylnikova@mail.ru
mailto:mail-m@mail.ru
mailto:bochkarev.ju.m@gmail.com
mailto:anya.tsaregorodtseva@mail.ru
mailto:gurkovskaya-e@mail.ru
mailto:e.s.mylnikova@mail.ru

BectHuk nepmarosiorun u BeHepoaorum». 2024. In Press. doi: https://doi.org/10.25208/vdv16754

PUCYHKH
1 -

Puc. 1. bones3ns Jleroca. Po3oBbie mamyssl ¢ atpodu @ 0110 EHTpE

Fig. 1. Degos disease. Pink papules with an atrophic scar if the center
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Puc. 2. bone3np [leroca: a, 6 — >pO3UBHO-S3BEHHOC MOPAKCHHE IIOJIOBOTO YICHA,
MOKPBITOE JKEJITOBATO-CEPOl KOPKOW; 6 — B CTAJIUH 3a)KUBJICHUS
Fig. 2. Degos disease: a, 6 — erosive and ulcerative lesions of the penis, covered with a

yellowish-gray crust; ¢ — in the healing stage
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