34

OB30OPHBIE CTATHBUM |

DOL: https://doi.org/10.17650/2219-4614-2024-16-1-34-50 (D)BY 40 |

MapaHeonnacTuyeckue fepmarosbl y fetei U B3poCbix

H.H. Mypamkun'-3, T.T. Banues>*, T.C. Beabimesna*, P.A. Usanos', JI.1. Codpponos?, I0.E. Paoyxuna®,
M.M. CasenbeBa’, I1.A. 3eitnanosa’ >

IDIAY «HayuonanvHolii MeOUyUHCKUN Uccae008amensckuil uenmp 300poevs demei> Munzopaea Poccuu; Poccus, 119991 Mockea,
Jlomorocoseckuii npocnekm, 2, cmp. 1;

2IAOY BO Ilepsviii Mockoeckuii meduyurckuii yuusepcumem um. U.M. Ceuenoéa Munzopasa Poccuu; Poccus, 119991 Mockea,
ya. Tpybeukas, 8, cmp. 2;

SQI'BY JIIO «llenmpanshas eocydapcmeennas meouyuHckas akademus»> Ynpaenenus oeramu [pesudenma P®D; Poccus,

121359 Mockea, ya. Mapwana Tumowenko, 19, cmp. 1A;

‘DI'BhY «Hayuonanvholii Meduyunckuli uccaedosamenvckutl yenmp onkonoeuu um. H. H. Broxuna» Munzdpasa Poccuu; Poccus,
115522 Mockea, Kawupckoe wocce, 24;

YKaunuueckuii eocnumans «/lanuno»; Poccus, 143081 Mockosckas 06a., Odunuyoscukii p-u, 0. Jlanuno, 1-e Yenenckoe wocce, 111;
*@I'bOY BO «fpocaasckuii 2ocyoapcmeenHblil Meduyurckuil ynugepcumenv> Munsdpaea Poccuu; Poccus, 150000 Spocaaéns,

ya. Pegoatoyuonnas, 5

KoHTakTel: Tumyp Teiimypasosuy Banues timurvaliev@mail.ru

KnuHuyeckas, MOpd)O-VIMMyHO}'IOFI/I'-IeCKaﬂ W UUTOreHeTu4yeCcKan XxapakKTepucTnka 310Ka4eCBEHHbIX onyxoneﬁ KpaVIHe nonu-
MOpd)Ha. He meHee pa3H006pa3Hbl M napaHeonnacTU4eCKMe KOXHble NpoABNEHNA, BO3HUKaAOWMeE [0 MaHVIqJeCTaLI,MVI
3110Ka4eCTBEHHOIO HOBOO6pa3OBaHMﬂ VI/VIJ'IVI npoTeKawuwme napaniesbHo C HUM. B HacToAwem o63ope npeacrtaBneHbl
Haubonee 4acto BCTpeYawlwuecsa napaHeonnacTmyeCcKkne nepmato3bl: raHrpeHo3Hasa nmogepmuna, nepmaTtoMnmo3nT, napa-
HeonnacTtuyecKasa nysblipyaTtka, KpaCHbIVI BOJIOCAHON NULWan, CUHAPOM ba3sekca, HEKpONUTUYECKaa MUrpupytowasa sputema,
nuwan poOTOHAA N CMHAPOM Ceuta. C COBpPEMEHHbIX No3MLUMIN OCBELEHBI MEXaHU3MbI UX Pa3BuUTUA, KNTUHUYECKNE nposaBie-
HUA U NOAXOAbl K TEpanuu.

KntoueBble cnoBa: napaHeonnacTnyeckue CUHAPOMbI, NapaHeonacTM4ecKkne nepmarto3sbl, 31I0Ka4eCTBEHHbIe OnyXonu

Ana untupoBaHua: MypawkuH H.H., Banues T.T., benvlwesa T.C. u ap. MapaHeonnacTuyeckue fepmatosbl y fetei
1 B3pocnbix. CapKoMbl KOCTEN, MATKMX TKaHei 1 onyxonun Koxu 2024;16(1):34-50. DOI: https://doi.org/10.17650/2219-
4614-2024-16-1-34-50

PARANEOPLASTIC DERMATOSIS IN PEDIATRIC AND ADULT PATIENTS

N.N. Murashkin'=3, T.T. Valiev**, T.S. Belysheva®, R.I. Ivanov’, D.I. Sofronov*, Yu.E. Ryabukhina’, M.I. Savelyeva®,
P.A. Zeynalova®>

!National Medical Research Center of Childrens Health, Ministry of Health of Russia; 1 Bld., 2 Lomonosovsky Prospekt, Moscow 119991,
Russia;

2I.M. Sechenov First Moscow State Medical University, Ministry of Health of Russia; 2 Bld., 8 Trubetskaya St., Moscow 119991, Russia;
ICentral State Medical Academy, Administrate of the President of Russian Federation; 1A Bld., 19 Marshala Timoshenko St., Moscow
121359, Russia;

“N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia; 24 Kashirskoye Shosse, Moscow 115522,
Russia;

°Clinical Hospital “Lapino”; 111 I* Uspenskoe Shosse, Lapino Village, Odinrsovsky Dst., Moscow Region 143081, Russia;

¢Yaroslavl State Medical University, Ministry of Health of Russia; 5 Revolucionnaya St., Yaroslavl 150000, Russia

Contacts: Timur Teimurazovich Valiev timurvaliev@mail.ru

Clinical, morpho-immunological and cytogenetic characteristics of malignancies are very polymorphic. And no less heteroge-
neous are paraneoplastic skin presentations arising before malignant tumour manifestation and/or proceeding in parallel.

In the current literature review the most common paraneoplastic dermatosis are presented: pyoderma gangrenosa,
dermatomyositis, paraneoplastic pemphigus, pityriasis rubra pilaris, Bazex syndrome, necrolytic migratory erythema,
ptyriasis rotunda, Sweet syndrome. It is provided modern concepts in pathogenesis, clinical features and treatment
approaches.
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BeepeHune

KoxHble mposiBIeHUsI 3]10Ka4eCTBEHHBIX HOBOOOpa-
3oBanuii (3HO) kpaitne mommmopdHEL. [Ipn 3TOM KOXa
MOXKET OBITh BOBJIEUCHA B ITATOJIOTUICCKUIA IIPOIIECC B PaM-
Kax IIepBUYHOM JIOKAJIM3ALNHI,/METaCTa3UPOBAHMST OITYXOJI!
WIN TIOPaXKaThCSI OTIOCPEIOBAHHO Yepe3 MPOAyIIIpyeMbIe
€10 OMOJIOTUIEeCKU aKTUBHBIE BelliecTBa. OmmocpeIoBaHHOE
BOBJIEUEHNE KOXHU B OHKOJIOTUYECKUI MpoLecc 00ycI0B-

JIEHO BOCTIAJIUTEIBHBIMU, IIPOTM(EepaTUBHBIMU TN METa-
0oMIeCKIMU (DaKTOPaMM, K KOTOPBIM OTHOCSITCS TOPMO-
HBl (TJIIOKaroH IIpY HEKPOTUYECKON MUTPHPYIOIIeH
sputeme (HMD) B cirygae rIoKaroHOMBI ), IIATOKMHEI (TIPH
cuHapome CBuTa), GaKTOpHl pocTa (rpaHyI0IUTAPHBIIN
KOJIOHHECTUMYJIMPYIOIINI (hakTop Impu cuHapoMe CBuTa,
SIUPETYINH IIPH 3JI0Ka4eCTBEHHOM YepHOM aKaHTO3€),
a TakKe LMPKY/IMpylolie anturena (tadsm. 1) [1, 2]. B takom

Tabnuua 1. buosoeudeckue akmops! passumus napaHeonIacmuyeckux 0epMamo3o8

Table 1. Biological factors of paraneoplastic dermatosis

ITapaHeomiacTHIECKHMI IEPMATO3

YepHblit akaHTO3
Acanthosis nigricans

PyG1uioBbie TanoHu (JIalOHHBINM aKaHTO3, MPU-
0o0peTeHHas maxyuaepMaToraudus)

Tripe palms (acanthosis palmaris, acquired
pachydermatoglyphia)

HekpoTtuueckas MUrpupyoliias sapureMa
Necrotizing migratory erythema

dakTop

FGE IGF-1, MSH-a, TGF-a

EGF-0, TGF-a

TToBbINIEHNE YPOBHST apaXUIOHOBOM KUCIOTHI M Ae(UIIAT HAALIMHA
Increased arachidonic acid level and niacin deficit

Lupkyaupyloliirie ayToaHTUTENA K 0.-2-MaKPOTJIOOYJIMHOTIOAOOHOMY MPOTE-
WHY- 1, aHTUTeHY OyJU1e3HOTO TIeMduronaa, 1eCMOKOLTUHY- | 1 1eCMOKOJLITH-

ITapaHeormnacTuyeckast Imy3bipyaTka
Paraneoplastic pemphigus

Hy-3, IeCMOIJIEMHY- 1 1 JecMorienHy-3, 1eCMOIUIaKMHY- 1 ¥ JecMOTUIaKUHY-2,
SHBOITIAKWHY, TICPUITTIAaKMHY, a TAaKXKe MIaKOo(hUINHY-3
Circulating antibodies against o-2-macroglobulin-like protein 1, bullous pemphi-

gus antigen, desmocollin-1 and desmocollin-3, desmoglein-1 and desmoglein-3,
desmoplakin-1 and desmoplakin-2, envoplakin, periplakin, as well as plakophilin-3

Cunnpowm Jlezepa—Tpena (3pynTUBHBII
ceOOpeIHBII KepaTo3)

Leser-Trélat syndrome (eruptive seborrheic
keratosis)

TaHrpeHo3Has muonepMust
Gangrenous pyoderma

Cunapom Csura
Sweet syndrome

EGF-0, IGF-1 u TGF-a

Fas, FasL, IL-1p, IL-8, IL-17, IL-23

G-CSE GM-CSEF IL-1, IL-3, IL-6, IL-8

Hupkynupyromue ayroantutena K NXP-2 u TIF1-y

TTapaHeoruracTHIecKuii IepPMaTOMUO3UT
Circulating antibodies against NXP-2 and TIF1-y

Paraneoplastic dermatomyositis

Ilpumenanue. FGF — ghaxmop pocma gubpobracmos; IGF-1 — uncysurnonodobruiii pakmop pocma 1; MSH-o — meaanoyumemumynu-
pyrowuii eopmon a; EGF-0. — anudepmanvhoiii paxmop pocma o,; TGF-a — mpancgopmupyrowuii paxmop pocma o; TIF1-y npomexncy-
mounsiii pakmop mpanckpunyuu ly; IL- 15 — unmepaeiixun-15; IL- 1 — unmepneiikun- 1; I1L-3 — unmepaeiikun-3; IL-6 — unmepaeiixun-6;
IL-8 — unmepaneiikun-8; IL- 17 — unmepneiikun-17; IL-23 — unmepneiikun-23; G-CSF — epanynoyumaphbiii KoA0HUECMUMYAUPYHOUULL
gaxmop; GM-CSF — epanynoyumapro-maxpoghazanshblii KoroHuecmumyaupyrouuii paxkmop,; FasL — Fas-aueano.

Note. FGF — fibroblast growth factor; IGF- 1 — insulin-like growth factor 1; MSH-o. — melanocyte-stimulating hormone o, EGF-a — epidermal growth
factor a; TGF-o0.— transforming growth factor a; TIF1-y — transcription intermediary factor 1y; IL- 1B — interleukin-1f5; IL-1 — interleukin-1; IL-3 —
interleukin-3; IL-6 — interleukin-6, IL-8 — interleukin-8; IL-17 — interleukin-17; IL-23 — interleukin-23; G-CSF — granulocyte colony-stimulating
factor; GM-CSF — granulocyte-macrophage colony-stimulating factor; FasL — Fas ligand.
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cJIydae B KOX€ OTCYTCTBYIOT OITyXOJICBBIC KJIIETKH, a I1aTo-
JIOTUIO pacCMaTpUBAIOT KakK AepPMAaTOJIOTMYEeCKU mapaHeo-
IUIacTUIeckuii cuHapoM. McKimoueHne cocTaBisieT CHH-
npom CBHUTa, aCCOLMUPOBAHHEBIN C TeMOOJIaCTO3aMH, IIPH
KOTOPOM B KOXXHBIX OMOIITaTaX MOTYT OBITH BBISIBICHBI
JefikeMuueckue MHGUIBTpaTHI [3].

[Mapaneoruactuueckue mepmarossl (I1[1) BKmovator
B ce0s1 MHOXKECTBO 3a00JI€BaHUI, pa3IMYAIOIIIXCS MEXITY
co00I1 KaK KJIMHUYEeCKON KapTUHOM, TaK U MaToreHeTu-
yeckKuMM MexaHnu3mMamu. Omnmcansl 6oiee 70 1epMaTo30B,
KOTOpPBIE MOTYT BEICTYIIATh B KAYECTBE MAPKEPOB HAIMUHST
B OpraHM3Me HEOIUTACTUYECKUX IIPOIIECCOB, HO y AeTeit
OHM BecbMa HeMHoroumciaeHHBI [4]. [TaTroreHeTnyeckme
MeXaHW3MbI OOJIBITMHCTBA U3 HUX JO CHX IOp IO KOHIIA
He n3ydeHbl. O Hammuuy 1)1 cBUAETEALCTBYIOT ClIEIyIO-
IIKMe KIMHUICCKIE KPUTSPUH:

* pa3BUTHE OepPMaTo3a IIPOUCXOAUT OTHOBPEMEHHO
CO 3JIOKAYECTBEHHOM OMYyXOJbI0 (pexke OH MOXKET
MIPENIIECTBOBATh WJIM BOZHUKATD ITOCJIC YCTAHOBICHUS
OHKOJIOTUYECKOT0 3a00JICBaHNA);

* IepMaTo3 He SIBJISICTCS 9aCThIO KAaKOro-I100 reHEeTH-
YeCKOIo CUHIPOMA;

* IepMaTo3 OTJIMIAETCS PE3UCTEHTHOCTHIO K IIPOBOIU-
MOMY JICYCHHIO U PaCIIPOCTPAaHEHHOCTHIO IATOJIOT -
YeCKOro IIpoIiecca;

JIaHHBIE 1IepMaTO3bl OYEHb PEAKO BCTPEUYAIOTCS B 00-
1L MOIMyISLUU;

perpecc nepMaro3a HaOJIIOZaeTCs IOCie YCIEIIHO
nposeaeHHoro JeyeHus 3HO;

* OTMeYaeTcs BO30OHOBICHUE IePMAaTO3a IIPU PELIUIM -
Be WM MeTacTa3zupoBaHuu ocHoBHoro 3HO [1].
HemanoBaxHoe 3HaYeHNE C MPAKTUICCKOM TOUKU

3peHus uMeeT pasaenenue I1/1 Ha 2 6obIIMe TPYIIHL:

1) obiuratHbIe, IIPU KOTOPBIX CBSI3b C OHKOJIOTMIECKUM
3ab0oseBaHueM HaOmogaetrcs B 90—100 % ciny4yaes;

2) daxkyJbTaTUBHBIC, IIPX KOTOPHIX YaCTOTA BBISIBICHUS
3HO cocrasister npubausurensHo 25—30 % (y neteit
BO3MOXHEI ITapaHeoIuiacTiyeckast mmy3bipyarka (ITHIT),
cuHapoM CBuTa, TaHTpeHO3Has rmoaepmus) [1, 2, 4].
M3 Bcero BHIIIIETIEPEINCICHHOIO MOXHO CHCJIATh BbI-

Boj, uto I1JI — 3To rpyIima reTeporeHHbIX 3a00J1€BaHUIA,
XapaKTEePU3YIOIINXCS pa3HOOOPA3HBIMU KOXHBIMU IIPO-
SIBICHUSIMU, B OCHOBE ITaTOreHe3a KOTOPHIX JIeXKaT pas-
JINYHBIE HEOIUIACTUYECKHUE MPOLIECCHI, KaK MTPaBWIO, 63
OpPsSIMOM CBSI3U C MHBA3MEH WIM METACTa3uPOBAHUEM MIEP-
BUYHOI OITyXOJIM B KOXY [2].

[aHrpeHO3Hasa nuogepmus

Tanrpenosnas mmonepmust (I'TT) — aTo penkuii mep-
BUYHO-CTEPUJIbHBIMA BOCHAJIUTEIbHBIA HEUTPOGUIbHBIN
JlepMaTo3, BIIepBhIe onmucaHHbIi L.A. Brunsting 1 coaBT.
B 1930 . [5]. [IepBonauanpHO I'T1 TIposiBIIsieTCST OMHOM TN
HECKOJIbKUMHU KPACHBIMU ITYCTYJIaMH M MOXET OBICTPO
nporpeccupoBath. [1ycTynbl cmocoOHbBI 3BOJIIOLIUOHUPO-
BaTh B HEKPOTUYECCKUE OJISIIKY C IIPUTIOTHATHIMU KpasMu
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WA B (DMOJIETOBEIE IIIyOOKME SI3BBI C TIOIPHITBIMU TOJIY-
0OOBaTBIMU KpasiMU, TIPU 3a>KUBJIIEHMU KOTOPBIX 00pasy-
I0TCSl aTpouyecKre UM pellerdaTeie pyoLsl. MHorma
BBICHIITAHUSI MOTYT UMETh BUJ Iy3bIpeld U y3eaKoB. Jist
I'TI xapakTepeH CUMITTOM IaTepryuu (BBICHITIAHMS Ha KOXeE,
BO3HMKaloIINe yepe3 24—48 4 Ha MeCTe YKOJIa CTepUIIbHOM
urnoi) [6, 7].

I1uk 3a6oneBaemoctu I'Tl mpuxoauTcs: Ha BO3pacT OT
20 go 50 ymeT, Mpu 3TOM XEHIIWHBI OOJICIOT Yallle, YeM
MyX4uHbI [8]. Y meteit qaHHas marosiorus cocrasiseT 4 %
Bcex ciydaeB I'TI, mpu 3ToM yailie mopaxkawTcs 00J1acTu
TOJIOBBI ¥ IIPOMEXKHOCTHU U ITPEOOIaTarOT IIYCTY/Ie3HbIC BbI-
ceimanus. B mupe exxerogHo peructpupyorcs 3—10 ciy-
yaeB ['TI za 1000 TeIc. yemoBex [9, 10].

YacToil npuunHoit 3a00eBaHMs SBJISIETCS TPaBMa.
B HacTosee Bpems maropusunonorus I'Tl HemocTaTouyHO
HU3ydeHa, 3TUOJI0THS Takke HensBecTHa [11]. Cuurtaercs,
YTO 3TO HEUTpOPMILHOE pacCTPOCTBO, XapaKTepu3y-
fo1Ieecsl METa0OIMYECKUMU KOJIEOAHUSIMU 1 TIOBBILLIEHHOM
MIPOMYKITNEH [IMTOKMHOB, YTO IIPUBOIUT K Pa3pyILICHUIO TKa-
Heii. CoBpeMeHHOe ToHnMaHue raroreHe3a I'T1 B mocnenHee
BpeMs U3MEHWJI0CH OJ1aroaapst AOCTVKEHUSIM B 001aCTH M-
MyHojiornu 1 6uoteparmn. Matepietikua-18 (IL-18) — meit-
KOLIMTAPHBIA XeMOTAKCUYECKHUIA ar€HT, TUIIEPIKCIIPECCUPY-
embiii nipu I'TI, u unrepneiikud-16 (IL-16) — apyroii
XeMOTaKCUYECKMI areHT, aKTUBHOCTh KOTOPOTO YBEINIM -
BaeTCs IIPM ayTOBOCHAJIUTEIBHBIX CHHIPOMAX, UIPAIOT
6oubiyio ponb B pazsutuu I'TI [12]. Bo3aMoXHBIMYU UMMY-
HOJIOTMYECKMMU TpUTTepaMu sIBJstioTcs Takke 1L-1 u pak-
TOpP HEeKpo3a oIryxoju o (tumor necrosis factor a, TNF-a),
KOTOPBIC BHICTYITAIOT TOTCHIINAILHBIMU TePaNieBTUICCKI -
MM MUIIECHSIMM.

CymectByOT 4 ocHOBHBIX nontumna I'TI: s3BeHHBIM,
MYCTYAE3HbIN, OyJIJIe3HbII U BEreTUPYIOLIUIA, WU IIOBEPX-
HOCTHBII I'PaHyJI€MaTO3HBIN.

Huarno3 I'Il sgBasieTcss nMarHo3oM HCKIIIOYEHMUS.
Ha Hamame maHHOIM ITaTOIOTMH YKA3hIBAIOT HEOMHOKPATHOE
MTOJIy4YeHNE OTPULIATESIIBHBIX PE3YIBTaTOB MUKPOOHOIOTH-
YECKMX ITOCEBOB M3 09aroB, OTCYTCTBUE KIIMHUMUYECKOTO OT-
BeTa Ha aHTUOMOTUKU, HEUTpodmIbHAST MHOWIBTpAIINS
B OmontaTax koxu [13].

Crnenyetr nuddepennuponarh I'Tl 1 okkII031I0 CO-
CyIIOB, TPOMOOTUYECKHME COCTOSIHUSI, BacKyaut, 3HO, nH-
dekmoHHbIe 3a00JIeBaHMUs, SK30T€HHOE ITOBPEXICHIE
TKaHel, MaHHUKYJIUT, YKYCHl HACEKOMBIX U IYCTYJIC3HBIC
peakiuu Ha jgekapcTtsa [14].

ITocne nonrBepxnenus auarHosa I'TI ciaenyer mpo-
BECTH ITOMCK OCHOBHOT'O 3TUOJIOTUIECKOTO (haKTOpa, Io-
CKOJIbKY JaHHAasI TTaTOJIOTYsI MOXET OBITh Ha4aJIbHBIM IIPO-
SIBJIEHUEM cUCTeEMHOTO 3aboeBaHus. Hanbonee yacto I'TI
BO3HMKAET IIPU BOCITAIMTEJIBHBIX 3a00JIEBAHUSIX KUIICU-
nuka (B3K) [15, 16].

Beretupyroluuii THOMHBINM CTOMATUT YaCTO HA3bIBAIOT
I'T nosnoctu pra, oIHAKO HEAABHUE COOOLIEHUS YKa3bl-
BalOT Ha TO, YTO 3TO OTHEIbHAs 00JIE3Hb, KOTOPas 4acTO
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accounupyetrcd ¢ B3K 1 mepBUYHBIM CKJIEPO3UPYIOIIM
xoyianrutoM [17]. PazButue I'TI Bokpyr cTOMBI TaKKe ya-
cro Bcrpeuaetcst ipu B3K: B 12,5 % ciyyaeB pu sI3BeH-
HOM KoJjiute u 24,9 % — npu 6oae3uu Kpona [18].

Bropoii 1o yacToTe rpymnoii 3aboneBaHMii, IIpU KO-
TOpBIX onrcaHbl caydau I'T1, IBistoTCcs Omyxonm cucTeMbl
KpOBHU (MHEIONMCIUIACTUIECKIE CUHIPOMBI, JICHKO3bI
u 1uMdombl). B MogoOHBIX Cirydasix y O0JIbHBIX IIOMUMO
KOXXHBIX ITOPAKCHUI OTMEUAIOTCSI CUCTEMHBIE TTPOSIBIICHIMST
IMaTOJIOTUM: JTUXOpaaKa, JTuMbaaeHOIIaTHsI, TemaToCIuIe-
HOMeTaJIvsI, a B 00IIeM aHAJIN3¢ KPOBU — IIUTONICHUS (TIpH
MMEJIOMUCIUIACTUISCKOM CHHAPOME) 1 JISUKOIIATO3 ¢ OJ1a-
CTO30M (IIpH JIEHKO3aX).

Backymutbl Takske MoryT cortpoBoxkaarhkes I'TI, mpu sTom
Hau0oJee 4acTo perucTpupyloT obosie3Hb bexdera n aptepu-
nt Takascy. PeunnuBupyroniye nHGEKINN U MeIJIEHHOE
3aKHMBJICHUE PaH CBUAETEILCTBYIOT 00 MMMYyHOISUIINTE,
B YaCTHOCTU Aeduiinte aare3uu JerkouuTos-1 (leukocyte
adhesion deficiency-1, LAD-1) [19].

Hammune B aHaMHe3e ayTOBOCTIAIUTEIbHBIX CUHIIPO-
MOB, THOMHOTO apTpuUTa U TSLKEJIOTO aKHE B COYCTAaHUH
C THOMHBIM THIPAJICHUTOM MOBBIIIACT BEPOSITHOCTD Pa3-
putus cuHapomoB PAPA (pyogenic sterile arthritis,
pyoderma gangrenosum, and acne — ITMOTeHHBIA CTEPIIIb-
HBII apTPpUT, TaHTPEeHO3Has1 muonepMus 1 akHe), PASH
(pyoderma gangrenosum, acne and suppurative hidradenitis —
TaHTrpPeHO3Hasl MMOIEePMUSI, AKHE U THOMHBIN TMAPAICHUT)
u PAPASH (pyogenic arthritis, acne, pyoderma gangreno-
sum and suppurative hidradenitis — MMoreHHBI apTpUT,
aKHe, TaHTPEHO3HAs! MMOACPMMUS] U THOMHBIN TUAPATCHUT).
TanrpeHo3Has muomepMust Hapsimy ¢ THOMTHBIM apTPUTOM
TaKKe MOXET BCTpedaThCs IIPH IOBEHUILHOM UIAOIIATH -
YeCKOM apTPUTEe U XPOHUIECKOM MHOTOOYarOBOM PEIIM-
ITUBUPYIOIIEM OCTEOMUEIIUTE.

Cpenu peaKo BCTpeUaroInXcsl STHOJIOTMYecKIX dak-
TOPOB MOXHO BBIIEIUTH IgA-raMManaTuio, pa3JIndHbIC
UMMYHOIE(UIIUTHI, BKIII0YasT MHPUIIMPOBAaHUE BUPYCOM
nMMyHoneduimra yeiaoBeka (BUY), xponnueckuii rpa-
HyJIEMAaTO03, Ie(PUIIUT IIMKOIIPOTeNHA, CBSI3aHHBIM C anre-
3ueit neKouuToB, rurnep-IgE-cuHapoMoM u ceneKTuB-
HBIM gedumToM IgA.

TanrpeHO3Has MIOAEPMUS, aCCOLIMMPOBAHHAs C IMMQO-
MaMH U JieiKo3amMu, Hapsiay ¢ uamonarudeckoit I'TI, kak mpa-
BWJIO, BCTpEYAeTCs Yy AeTell paHHEro Bo3pacTa (CpemHMit
Bo3pact 7 niet), Torna Kak I'T1, cBa3annasg ¢ B3K u ayroBocna-
JmrtenbHBIMU cuHApoMaMmu (PAPA, PASH wm PAPASH), —
y IeTeii 0osee crapiiero Bo3pacra (12—14 yieT) 1 B3pOCIIbIX.
DTO MOXKET OBITh O0YCIIOBIEHO TEM, UTO JIEMKO3BI 1 INM(PO-
MBI B OCHOBHOM BO3HMKAIOT B PaHHHE MEPUOIBI IETCTBA
1o cpaBHeHMIo ¢ cuHapoMoMm PAPA u B3K [20].

KowmrmekcHoe nuarHoctTudeckoe oocienoBaHue, Ha-
IIpaBJICHHOE Ha BBISIBIICHUE OHKOJIOTMYECKOTO 3a00JIeBa-
Hus, npu ['TI ssBsieTcst o6s3arenbHBIM. [IpoTrBOOITYyXOJTEe-
BOE JICKAPCTBEHHOE JICUCHHE, HAIIPAaBICHHOE Ha MaKCH-
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Puc. 1. [IpossneHus Ha KOHeYHOCMAX Y pebeHKa 2aHepeHo3Hol nuo-
depmuu, Bo3HUKWel Ha (hoHe ocmpo2o neliko3a

Fig. 1. Manifestations of gangrenous pyoderma in a child on the limbs
during acute leukosis

MajbHylo nuropenykiuio 3HO, crmocodcTByeT perpeccy
omyxomu u I'TT [21-23].

ITpu B3K npumeHenune agannmymaba 1 nHGIMKCMa-
0a yMEeHbILIAeT KaK BOCIAJICHHUE B KeIYI0YHO-KUILIEYHOM
TpaKTe, TaK U CUMITOMBI cBsi3aHHO# ¢ HuM I'T1. Crnenyer
136eraTh arpeCCUBHBIX XUPYPru4eCKUX BMEIIATEIbCTB,
MOCKOJIBKY SIBJIEHUS ITATEPIrUy YCYTYOIISIOT TeYeHue 3a-
OosreBaHUs. B HacTosImee BpeMs HET «30JI0TOrO CTaHAap-
Ta» JICUEHUS] WIX OIOOPEHHOT0 aIrOpUTMa BhIOOpa Tepa-
nuu I'TI [24].

Ha puc. 1 npencrasnens nposinenus I'TI Ha koHeu-
HOCTSIX Y peOeHKa, BOZHUKIIIEH Ha (pOoHEe OCTPOro JIeiiKo3a,
Ha puc. 2 — Ha ¢poHe B3K.

TN

Puc. 2. lposisieHus Ha 2oneHu y pebeHKa 2aHepeHo3Hol nuodepmuu,
B03HUKLWeL Ha (hoHe BOCNANUMENbHO20 3a601eBAHUS KUWEYHUKA
Fig. 2. Manifestations of gangrenous pyoderma in a child on the calf
developed during inflammatory bowel disease
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Hepmarommosut (JIM) — penkoe 3a0o1eBaHIe, 4acToTa
BO3HMKHOBEHHUS KOTOPOTO Y B3pOCIIBIX cocTaBisieT 0,74 ciry-
yas, y gereit — npumMepHo 0,33 ciyyas Ha 100 ThIC. ye-
JIoBeK [25].

CpenHuii Bo3pacT nebroTa 3a00/IeBaHUST COCTABIISIET
o1 5,7 10 6,9 roga, cpeaHMiI BO3pacT HA MOMEHT YCTaHOB-
JIeHUs quarHosa — 7,5 roma [26].

3aboJieBaHKe TIPEACTABIISIET COO0I CCTEMHBINM BaCKy-
JINT C CAMMETPUYHOM CTA00CTHIO IPOKCUMATEHBIX MBIIIIL]
1 XapaKTepHBIMU BBICHIITAHUSMU Ha Koxke. Kak u mpu
JIFOOOM BAaCKYJIMTE, B IMATOJOTUYECKUI IIPOIECC MOIYT
OBITH BOBJIEUEHBI MHOTHE CHCTEMBI OpTaHoB [27].

TouHast npuunHa paButus JIM Hen3BeCTHa, HO B psizie
paboT IpeACTaBICHBI TaHHBIC O TCHETMUECKOM IIPEApacIio-
JIOXXEHHOCTH K 3a00JIeBaHMIO ITpY 0OHAPYKEHUU U3MEHEHUI,
3aTparuBatomnx red HLA-D [28]. IIpenpacnonoxeHHOCTb
K I0BeHWIbHOMY AepMatoMuo3uty (FOJIM) MoxeT peanmm-
30BaThCS IO BIMSIHUEM (DaKTOPOB OKPYKAIOIIEH Cpembl:
WHCOJISILIAN, TEACTBUS JIEKAPCTBEHHBIX M MH(MEKIIMOHHBIX
areHToB (0eTa-TreMOJIMTUIECKOTO CTPENTOKOKKA TPYIIIIEL A,
sHTepoBUpycoB U Bupyca Kokcaku B) [29, 30]. [TocmenHmit
MOXET CIIYXKUTb KITIOUOM K IMOHMMAHMIO TOTO, ITOYEMY
3a00JIeBaHNE, TTO-BUAUMOMY, HOCUT CE30HHBIIN XapaKTep
M Jalie BcTpedaeTcs B Teruioe Bpems roaa [31]. HezaBu-
CUMO OT BIIMSTHUSI Pa3NIUYHbBIX (pakTopoB mpu M 3amy-
CKaeTCs UMMYHOOTIOCPENOBAHHBIN BOCTTAJIMTEIbHBINA Ka-
CKajJ, NPUBOMSAIIMI K CHUCTEMHOM BaCKyJOMNaTHUH,
Iopakaloleil SHAOTeIMAIbHbIC KICTKA B OOJIBITMHCTBE
TKaHel nmanueHTa [32]. B Hauane 3a001eBaHUS IIUTOKUHBI
1 MHTeP(EPOHBI BHI3BIBAIOT BACKYIUT MEIKUX COCYIOB.
OmHako co BpeMeHeM IIPOAYKTHl BOCITAJICHHUS 3aKyITOPH-
BAaIOT COCYIIBI, UTO CIIOCOOCTBYET Pa3pyIICHUIO KAITUISIPOB
1 HEKPO3y OKpyXKalolnX TKaHeit [33].

JlnarHoctuuyeckue xapakrepuctuku JAM mist B3pocibix
U IeTeli B OCHOBHOM OIMHAKOBHI M BKITIOYAIOT KPUTEPUH,
npemtoxenusie A. Bohan u J.B. Peter B 1975 1. [34],
B YHMCJIE KOTOPBIX:

* CUMMETPUYHAsI CJTA00CTh IMPOKCUMATBHBIX MBIIIIIT,

* XapaKTepHasl CBIIlb, BKJIIOYAIOIIAs IIEJTyIIaIuecs
SPUTEMATO3HBIC BBICHITAHYS Ha pa3ru0aTeIbHBIX I10-
BEPXHOCTSIX IISICTHO-(AJIAHTOBBIX 1 ITPOKCUMAaJIBHBIX
Mexx(aJaHTOBBIX CYCTaBOB (TaIryJibl [oTTpoHa);

* TIOBBIIIICHHE KaK MUHUMYM | (pepMeHTa CKeJIeTHBIX
MBIIIIII (aJTbI0Ia3bl, KPeaTUHKUHA3BI, JIAKTATICTUIPO-
reHas3bl WIK acriapTaTaMUHOTpaHCcdepasbl);

* TUIIMYHBIE BJICKTPOMHUOIrpadUIeCKre N3MEHEHMUS,
XapaKTepHbIe IS MUoNaTuu (moynda3Hble TBHUTA-
TeJIbHBIC ¢IMHMIIBI, QUOPWILISIINN);

* BBIIBJICHUE IPU OMOIICMU MBIIII] HEKPO3a BOJIOKOH
1-r0 1 2-TO TUIIOB 1 ITPU3HAKOB BOCTIAJICHMUSI.

VY B3pocabix ManyMeHToB Havajao M 4JacTto ciayXut
MIPOSIBIICHUEM IMapaHEeOIJIaCTUICCKOIO CUHIpOMa, P
3TOM 00a mpoliecca MPorucxoaaT ogHoBpeMeHHOo. Kpome
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TOTO, HAOIIOHACTCS 3HAYUTEbHOE CHIDKEHUE BBIPAKEH-
Hoctu JIM nocae ycrenrHoro gedenust 3HO [35]. Komu-
YECTBO 3apPEeTUCTPHUPOBAHHBIX 3JIOKAYECTBEHHBIX OITyXOJIei
pu FOJIM HeBenmmko. OgHako coueranue FOIIM u 3HO,
a TaKKe TOTyIeHUe HETUITMYHBIX (PU3UKAJTIBHBIX TaHHBIX
B xone nuarHoctuku FOJIM mpemronaraoT HaTnIue Ima-
paHeoILIaCTUIECKOro (peHOMEHa.

Css3b JIM 1 3HO y B3poCIIBIX XOPOIIIO MpeAcTaBIecHa
B HECKOJIBKMX MICCIICIOBAHMSIX, IIPY 3TOM 3JI0KAYEeCTBEHHBIC
onyxoju BcTpedatorcest B 13—42 % ciaydaes M [36, 37].
BoJBIIMHCTBO 37TI0KaYeCTBEHHBIX OITyX0JIei ObLIN TUarHO-
CTHUPOBAHBI B TeUeHME 1 roma Imocie yCTaHOBJICHUS aua-
rHo3a JIM. DTa BpeMeHHAS 3aBUCMMOCTD U TOT (PaKT, YTO
MHorue cirydyau [IM perpeccupyoT rpu JIiedeHUH IepBUY-
Horo 3HO, 1mo3BoJISI0T NIPeAIIoNoXuTh, uTo JIM y B3poc-
JIBIX MOXET OBITh YaCThIO ITAPAHEOILIACTIIECKOTO CHHAPO-
Mma [38]. KpoMe Toro, puck pa3BUTHS 3JI0Ka4eCTBEHHBIX
onyxoJieii y mauueHToB ¢ JIM MoxeT IMpoaoJKaTh YBeIr-
YUBATHCS daXe dYepe3 S5 JIeT Mocie BBIABICHUS TaHHOM
ITaTOJIOTUH, YTO eIl pa3 yKa3bIBaeT Ha cBsI3b Mexxmy 3HO
n JAM [38]. CornacHo ogHO U3 TeOpHii MPUUYNHOMN BO3-
HUKHOBEHMUS 3JI0KaYeCTBEHHbIX OITyXxoJieil y 0onbHbIX M
MOKET OBITh COYETAaHHOE NEMCTBIE KAHIIEPOTEHHBIX (DaK-
TOPOB OKpYKaIoIel Cpeanl (1/MIN FeHeTUIeCKUX (PaKTo-
POB) 1 CYIIECTBYIOIICH KIIETOUHOM/TYMOPAIbHON MIMMYH-
Ho#t nucdyHkuu [39].

Kpome Toro, ummyHocynpeccuBHas Tepanus JIM mMo-
JKeT CIIocOOCTBOBATh Pa3BUTHIO OIpee/ieHHbIX TUIToB 3HO,
OCOOEHHO MPU HAJIWYUM COITYTCTBYIOIIMX WHQEKIIUIA,
B YacTHOCTH Bupyca DmureiiHa—bapp [40, 41]. CuuTaercs,
YTO UMMYHOCYIIPECCHSI CIIOCOOCTBYET OeCIIPEISITCTBEHHOM
MOJIMKJIOHAJIbHOM Mpordepauny B-nmuMmponunTos, nHIY-
LIMPOBAHHOM 3THIM BUPYCOM, C TIOC/ICAYIONTUM N30BITOUHBIM
pPOCTOM HeoIlacThueckKux Kietok [41]. TIpeobmamanue
B-mumdo1nToB onpenenseTcss B MBIIIEYHON TKAHU IIPU
ee ropaxeHuu B ciayyae JIM [42].

B G0nbIIMHCTBE KICTOYHUKOB, COOOIIAIOLIMX O BO3HUK-
HoBeHun 3HO y 6ombHbIX FOIIM, TIpencTaBieHo onyicaHue
eIMHUYHBIX KIMHNYecKnx Habmonenuii [43]. [osBnenne
ATUIIMYHOM ChINH, CIVIEHOMETAJINY WX TeHEPAIU30BAHHOK
JmMpageHoOnaThH y MaLMEHTOB C 3TOM MaTOJIOTUEN TOKHO
HaCTOPOXUTD KIIMHULIMCTA B OTHOIIIEHNH BO3MOXHOI'O Ha-
Jymunst 3HO. B takux ciydastx He0OX0AMMO TTPOBECTU TATh-
Heililee obOcieqoBaHre. BaxkHO OTMETUTh, YTO CPOK Aua-
THOCTMKM 3JI0KaYeCTBEHHBIX OITyXOJIei, pa3BUBAIOLINXCS
y maumeHToB ¢ FOIIM, cocraBisieT 12 Mec, 4TO IO3BOJISIET
paccMaTpuBaTh 3TO 3a00JIeBaHME KaK ITapaHeoIUIacTUIe-
ckuii peHOMEH [44].

ITockonbky Hanbonee yacteiMu 3HO y nereii aBisIoT-
cs1 1e1iko3bl (30,2 % ciydaeB), OITyXOJIU LIEHTPaIbHOM HEPB-
Hoit cucteMsl (21,7 % cnydaeB) u mumbomsr (10,9 % ciy-
yaeB) [44], mpoTeKarolye KpaitHe arpecCUBHO, C KOPOTKUM
aHaMHEe30M, IIpU HUX penko orMmedaetrcsd AM, B oTauuue
OT B3pocCJIbIX ManueHToB [42]. [IpoBeaeHMe MPOTUBOOITYXO-
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Puc. 3. llanynsl fommponxa y nayueHmos ¢ depmamomuo3umom
Fig. 3. Gottron papules in patients with dermatomyositis

JIEBOIA JIeKapCTBEHHOI Tepaltiy CIiocoOCTBYeT perpeccy JAM, Ha puc. 3 mpencrapiieHs! mamysbl [OTTpoHa y TalieH-
Ho jaxe 1mpu oTcyTcTBUM cuMnToMoB 3HO HeoOxomumo — ToB ¢ JIM. Ero nposiBieHus B BUae NOKPaCHEHMS U STy~
VUUTHIBATh MTOBBIIIEHHBIN PYUCK Pa3BUTHS y OONBHBIX C TaH-  IIEHUS KOXM MOTYT HaOmonaTbes y 00nbHBIX JIM Ha hoHe
HOI TTaTOJIOTMEH OITyX0Jiei 1 HabmoaaTh 3a HUMU [45]. Jetiko3a (puc. 4).

Puc. 4. [lokpacHeHue u wenyweHue KoXu y nayueHmos ¢ aepmamOMuo3um0M, BO3HUKWUM Ha (hoHe neliko3a

Fig. 4. Reddening and flakiness in patients with dermatomyositis developed during leukemia
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MapaHeonnacTuyeckasa ny3bipyaTKa

Bnepsoie ITHIT kak Ho30mornueckas opma Imy3bIp-
yaTKu 0bU1a BeiaesieHa B 1990 . G.J. Anhalt 1 coaBT., ormm-
casminmu 0osee 200 ciyyaeB 3Toro 3aboseBaHus [46].
B 2001 &. V.T. Nguyen u coast. (2002) IIpe1oK I TepMIH
«IIapPaHEOILIACTUYECKII AyTOMMMYHHbBINA MYJIBTUOPTaHHbIN
CHHAPOM», TIOAPA3yMEBAIOIINI TTOPaKeHNE HECKOIbKIX
opraHoB 1 cucteM [47, 48]. [TapaHeorutacTiuueckas Imy3bip-
YaTKa OOBIYHO BBISBIISIETCS Y ITAlIMEHTOB B BO3pacTe
oT 45 10 70 1eT, omHaKO MOXKET IMopakaTh JIIOAEH BCeX BO3-
PaCTHBIX TPYII, BKIIIOYasl IeTeil M moapocTKoB [49, 50].
O pazmuusIX B TCHICPHOM pacIIpeaeIeHIN He YIIOMIHACTCSL.
IToutu 84 % ITHII cBsi3aHbI C TeMAaTONIOTMYECKIUMU 3a001e-
BaHusiMU. Cpel HUX Yallle BCETO BCTPEYArOTCST HEXOKKITH-
ckue TMM@OMBI, XpOHNYECKOUI TUMMOJIEIHKO3, a TaKxkKe
oose3Hb KactiemaHa ¥ TUMOMBI, Ha IO KOTOPBIX IIpU-
XOIUTCST COOTBETCTBEHHO 38,6; 18.4; 18,4 1 5,5 % BCex ciy-
yaeB [THI1. Yamre onxkonornueckoe 3a001eBaH1E BBISIBISIOT
1o rocraHoBku auarHosa [THIT, Ho mpumepHo B 30 % ciy-
4yaeB KOXXHBIC IIPOSIBICHUS TTO3BOJIIOT JUArHOCTUPOBATh
COITyTCTBYIOLLYIO 3JI0KAYECTBEHHYIO OITyX0Jb [51].

I1arorene3 ITHII no xoHIIa He BBISICHEH, OMHAKO M3-
BECTHO, YTO HEKOTOPBIE ayTOAHTUTEIA MOTYT UTPaTh KITIOUYe-
BYIO POJIb B pa3BUTUH JAHHOTO 3a00JieBaHus. JlelicTBUTEIb-
HO, pY JAHHOM MATOJOIMM OOBIYHO OOHAPYKUBAKOTCS
ayToaHTHTE 1A, HAIPaBJICHHBIE TIPOTHB CEMEMCTBA IUIAKMHOB,
BKJTIOYAsl aHTUTEIA TIPOTHUB SHBOIUIAKMHA, TIEPUIUIAKIHA,
JIECMOIUIAKMHOB, TUIEKTUHA ¥ aHTUTCHOB OYJUIE3HOTO TIEM-
¢uronga. Kpome Toro, B HEKOTOPhIX MCCIEIOBAHUSIX TIPU
ITHIT BBIsIBIEHBI ayTOAHTUTENIA TIPOTUB TUTaKopUInHa 3,
necmokosutnHa 1 (Dscl) u necmokoiuHa 3 (Dsc 3) [52].
OrmmcaHbl TaKXe CIIlydar OOHApYKeHUSI ayTOAHTUTEI IIPO-
B gecMornenHa 1 (Dsgl) u necmornenna 3 (Dsg3) [53].
B nocnennee Bpemst nHrno6urop nmporeassl A2ML1 paccma-
TpHBaeTcs Kak rartoreHHbIi (pakrop rmpu [THIT [54].

ABTOPBI COOOIIAIOT O BO3MOXKHOM Y4aCTUM KJIETOYHO-
ro ummyHureta B natoreHese ITHII. Tak, npu gaHHOM 3a-
00JIeBaHUU OTMEYEHO MPUCYTCTBUE U30MpPATEIbHO aKTH-
BUPOBaHHBIX araepManbHbix CD8*-T-kieTok [55], CD8*
nurtoTokcnueckux T-kinetok, CD56*- u CD68*-NK-kinetok
(NK — ecrecTBeHHBIC KIWJIIEPHI) B ACpPMO-3MHUICPMAIBHOM
coenuHeHuH [56].

[MapaneoruiacTyecKast my3bIpyaTKa XapaKTepru3yeTCsT
MMOJIMMOP(MHBIM ITOpaxkeHNEM KOXM U CIU3UCTHIX 000-
Jnouek. PazHooOpa3ue KOXHBIX IPOSIBACHUM ITpU JaHHOM
3a00J1EBAHUM MOXHO OOBSICHUTh HAJTWUYMEM Pa3IAUYHBIX
ayTOaHTUTE], OOHAPYXMBaeMbIX y mauueHToB [49]. ITo-
paXkeHUs CIM3UCTBIX 000104eK, 0COOEHHO MOJOCTU PTa,
SIBASIOTCS caMbIM paHHUM cumnToMoMm [THII. KoxHrbie
IIPOSIBJICHUST BO3HUKAIOT BTOpUYHO. KiIMHMYeCcK OHU
HMMEIOT CXOACTBO C ITy3bIPYATKOM, TeM(UTOMIOM, MHOTO-
(GOpMHOI1 3KCCYIaTUBHON 3pUTEMOM U peaKLIel «TpaHCc-
IUTAHTAT NPOTUB X03siMHa» [49]. Kpome Toro, ommcaHbl
MyCTyJNEe3HbIe U MCOPUa30Ioa00HbIe mopaxXeHus [47].
Paznble KITMHMYECKIE TIPOSIBIICHUS] MOTYT OBITH CBSI3aHBI
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¢ mpeobjiagaHreM KJIETOYHO- WUIM TYMOPaJIbHO-0IIOCpe-
IOBaHHOI MMMYHoJorndyeckoi peakuuu. IIpu ITHII
B IATOJIOTUIECKUI IIPOIIECC MOKET BOBJIEKATHCS PECITH-
PaTOPHBIN TPaKT, YTO 0OYCIOBIMBACT Pa3BUTHE OMNBIIIKU,
OOCTPYKTUBHBIX COCTOSTHUI U 00JIUTEPUPYIOLLIETO OPOH-
xuonmnTa [49].

G.J. Anhalt u coasr. (1990) npeaToXuu TUarHOCTHU-
yeckue Kputepuu [THII, B unciie KOTOphIX KIMHUYECKUE
MPOSIBICHUS 3a00JIeBaHusI, TaHHBIC ITaTOMOpPdoIornIe-
CKOT'0 MCCJICIOBAaHUS yJacTKa KOXH B 00JIACTH BBICHITIA-
HHS, IMMYHOMIIyOPECIIEHTHOTO NCCICI0BAHMIS KOXHOTO
OuroIITaTa ¢ XapaKTepHBIM OTIOXECHUEM aHTHUTEI, BBISIB-
JICHUE LUPKYJINPYIOLINX aHTUTE]I METOIOM UMMYHOIIPE-
munTanum [46].

IIporno3 npu ITHII xpaiiHe HeGIaronmpusITHHINI:
CMepTHOCTB cocTaBiisieT 90 % 1 0ObIYHO OOYCIOBICHA TSI~
JKEJIBIMUA OCJIOXKHEHMSIMH, B TOM UHCJIE CETICCOM, KTy~
JTIOYHO-KUIIEIHBIMHA KPOBOTEUCHHMSIMU, OOJIUTEPUPYIOLITM
oponxuoanToM [49].

B xauectBe Tepanuu 1-il IMHUM UCITOIBL3YETCS TIPE/-
HM30JIOH B COYETAHUU C IPYTUMU UMMYHOICIIPECCAaHTAMMU,
BKJIIOYasi a3aTMOIIPMH, MUKJIOCIIOPUH, MUKO(eHoIaTa
ModeTun u nukinodocdamua. Kpome Toro, coodbianoch
00 3 (HEKTUBHOCT KOMOMHALIMM TIPEeTHU30JI0HA, BHY-
TPUBEHHBLIX UMMYHOTIJIOOYJIMHOB U TazMadepesa. Mme-
I0TCSI JaHHBIE O XOPOIIUX pe3ybTaTax MCIIOIb30BaHUS
putykcumaba y nauueHToB ¢ ITHIT u B-kineTtouHoii 1um-
dowmoii [49]. [1Ipu mpoBeneHNN ITPOTUBOOITYXOJIEBOTO JIe-
KapCTBEHHOIO JIEYEHUSI HApSALY C PETPECCOM OITyXOJIEBOTO
mnpoliecca oTMedaeTcsl ymMmeHblueHue nposisiaeHuii [THII
3a CYET CHIDKEHMS YPOBHS ayToOaHTUTEN [2].

KpacHblit BonocsHoM nuiuan

KpacHslii BosocstHo# mimait (KBJI) — xpornaeckoe
TMAITyJI0CKBAaMO3HOE 3a00JIeBaHNE HEU3BECTHOI STHUOJIOTHH,
XapaKTePU3YIoIIeecsT HATMYMEeM KPaCHOBATO-OPaHKEBBIX
YelryiyaThix OJs11eK, OCTPOBKOB MHTAKTHOM KOXU, Jia-
JMIOHHO-TIOOIIBEHHOM KepaTOAepPMUM U OPOTOBEBIIUX
dommuKynsapHbIX mamyn [57]. 3aboneBaHne MOXET pas-
BMBAaThCS CIIOHTAHHO WJIM UMETh HACIEACTBEHHBIN XapaK-
tep. B 1980 r. W. Griffiths kiraccuduumposan KBJI u BbI-
JIEJII HECKOJIBKO €TO THUIIOB: KJIACCUYECKUIA B3POCIIBIA,
ATUNMWYHBIA B3POC/bINA, KJIACCUYECKUIM IOBEHUJIbHBINA,
OrpaHUYCHHBINA IOBEHWIbHBIA Y AaTUIIAYHBIN I0BCHWIbHBIA
[58]. He Tak maBHO K 3TO# KitaccudUKay ObLT 100aBiIeH
BUY-accomumpoBannsbiit TUIl [59]. Takoke BBIIBICHA ac-
comuanusa KBJI ¢ pa3nmyHbiMu MHOEKLIUSIMU, ayTOUM-
MYHHBIMU 3a00JICBaHUSIMU, JIEKapCTBEHHBIMU IIperrapa-
tamu 1 3HO [57]. OnncaHo nuIllh HEOONBIIOE YKUCIIO
cliygaeB 3Toro 3abojeBaHus, cBsa3aHHbIX ¢ 3HO. Tak,
¢ 1983 1. mo HacTosIIIee BpeMs IIpeACTaBICHBI 4yTh 0oJiee
10 xmmHMYeckux onucanuii couetanuss KBJI u Takux omy-
XOJIel, KaK reraToLe/UIIoIsIpHas KapIInHOMa, paK ropTa-
HH, IIPOCTAThl, OPOHXOB, aJIcHOKAPLIMHOMA JIETKUX, TOJI-
CTOM KMIIKH, INIOCKOKJIETOYHAsI KapLUWHOMA, JIEHUKO3
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Puc. 5. bonbHas A., 2 200a. Hegppobnacmoma. KoxHbili namonoauyeckuli npoyecc umeem cummempuyHsili, pacnpocmpaHeHHsil xapakmep,
npedcmasnen pazaumoii spumemod, Ha poHe Komopol HabOaMCA MHO204UCeHHbIe ONNUKYNAPHbIE NANY/bI C WeyweHueM Ha Nosepx-
Hocmu. Ha Koxe mynosuwa u KoHeyHocmel 8bIABAAIOMCH MUNUYHbIE O/ KPACHO20 BONOCAHO20 UGS BKDANJIEHUA OCMPOBKO8 HENOPAXeHHbIX
Y4acmKoB Koxu

Fig. 5. Female patient A., 2 years. Nephroblastoma. Cutaneous pathological process has a symmetrical advanced character, presented as diffuse
erythema with multiple follicular papules and surface flacking. On the skin of the torso and the limbs, typical for red keratosis pilaris areas

of unaffected skin are observed

1 HeguddepeHIIMpOoBaHHBIE MeTacTaTUYEeCKHEe TTopaxkKe-
Hug. E. Sprecher u coaBt. B 2017 1. coob1mmam o ciydae
coyetanuss KBJI ¢ xomaHrMoKaplIMHOMOI; PEMUCCUM KOX-
HOTO IaTOJIOTMYECKOTrO IIPOoLiecca yaaI0Ch JOCTUYb II0CTIE
MpYMEHEeHUsT HeOOJIbIIMX 103 METOTPEKC caTa 0 IIPOBee-
Hus xumuorepanun [60]. [TpuMedaTeTbHBIMU SIBISIOTCS
2 HabmoaeHus TpaHCc(POpMallMi KPACHOTO BOJIOCSTHOTO
JMIIas B Moj3yuylo aputeMmy lammena. M3BecTHO, 4TO
noJj3y4yasi apurema [amMmerna — KOXHBIA MapaHeoI1acTH -
YECKUI MPOLIECC, OAHAKO B ONMUCAHHBIX CIy4assx He ObLIO
00HaPYKEHO MPU3HAKOB 3JI0KAYECTBEHHOTO MOPaXKeHUs
BHYTPEHHMX OpraHos [61].

Ha cerogusmnuii aeus caydan passutusg KBJI kak
MapaHeoIIaCTUYECKOTO Ipoliecca Y AeTeil He OIMCaHbI.
OnHaKo B Hallleil ITPaKTUKE BCTPEYaIOCh COYETAHUE Kpac-
HOTO IOBEHUJIbHOI'O BOJIOCSIHOTO JIMILASI C OHKOJIOTHYe-
ckuMu 3abosieBanusamu. Ha puc. 5 npencraBiieHo covyeTa-
HME KPaCcHOTO BOJIOCSIHOIO JIMIIAS U He(PpoOIaCTOMBI.

Kpome steyeHrss 0CHOBHOT'O OHKOJIOTHYECKOTO 3200~
JIEBaHMSI MMALIMEHTaM C KPACHBIM BOJIOCSIHBIM JIMIIAeM KaK
MapaHeoIIaCTUYECKUM IIPOLECCOM MOKa3aHa Teparus
anmuTpeTHOM B 03¢ 0,5—1,0 MIr/KT 10 JOCTVKEHUS pe-
MMCCHUU KOXHOTO ITaTOJIOTMYECKOTO Ipoliecca.

CuHppom basekca

Cungpom basekca, Takke U3BECTHBIM KaK IapaHeo-
IUIACTUYECKMI aKpOKepaTo3, WIM CUHIPOM HEOILIACTH-
YecKOro akpokeparosa, MpeacTaBisieT co00Oil peakuit
aKpaJIbHbBII TICOPHUA30TONO0HBIN TepMaTo3, CBI3aHHbIN
¢ 3HO, yaie Bcero ¢ MmI0CKOKIETOYHBIM pakoM. [Topa-
XKEeHUSI KOXM OOBIYHO 3aMeYaloT 10 YCTAHOBJICHMS IMa-
rHo3a 3HO. YacTo oHM ClIOHTaHHO MCYe3ai0T ITOCJIE ITOJI-
HOI1 peMUCCHH OITYXOJIEBOTO IIpoIiecca.

INaTorene3 cunapoma basekca HensBecteH. HekoTophie
aBTOPBI CUNTAIOT IPUYMHON Pa3BUTHS JaHHOM ITATOJIOT I
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MMMYHOJIOTUYECKUIA MEXaHMU3M, CBSI3aHHBIM ¢ HAJTMYMEM
nmmyHorooymmHOB (IgG, IgA, IgM) n komruiemenra (C3),
PACITOJIOXKEHHBIX BIOJIb Oa3aIbHOM MeMOpaHbI TTOpaKeHHOM
U 300poBoii Koxu. [IpennonaraeTcss UMMYyHHasl peakiust
Ha 001t aHTUIeH (KO U omyXxoJjin) [62]. beuio BhicKa-
3aHO MHeHMe, 4To npu Hekotophix 3HO mpoucxomut
CIBUT B CTOPOHY UMMYHHOTO 1myTi Th2, 4TO, B CBOIO OYe-
pelb, MOXET MPUBECTU K YBEJMYCHUIO IKCIIPECCUU Pe-
LIETITOPOB 3MKUACPMAILHOTO hakTopa pocTa B MOPAXKEHHBIX
KepaTuHoLuTax [62].

TunmyHbIe KITMHUYECKUE MPU3HAKKY BKJIIOYAIOT 00JIe3-
HEHHBbIE, B OCHOBHOM HE3Y/ISIIIKE 1 3PUTEMATO3HbIE, [ICOPU-
a30I10I00HbIE BBICHITAHKS, KOTOPhIE IIPEUMYILECTBEHHO
JIOKQJIM3YIOTCS HAa aKpaIbHbIX YYaCTKAX, TAKUX KAaK IaIbLIbl
pyK (61 % ciyuaeB), mablbl HOT (39 % ciiyyaeB), VIIIHBIE
pakoBuHbI (79 % citydaeB) v Hoc (63 % ciydaeB). [TopaxeHue
HOITEi MPUCYTCTBYET IIOYTH BO BCEX CIYYAsIX, OHO HEOTIMYM-
MO OT U3MEHEHWM HOITEM, CBSI3aHHBIX C IICOPUA30M, U YaCTO
SIBIISIETCSL TIEPBBIM IIPU3HAKOM 3a0ojieBaHus. B omiuuune or
rncopuasa npu cuHapome baszekca mopaxaioTcs 3aBUTOK
VIITHO# paKOBMHBI M KOHUYMK HOca. MoryT HaGmogaThCs
MHTEHCHBHAs (prOJIETOBAs SpUTeMa, SPO3UU U XKeITOBa-
ThIe KOPOUYKU. B penkmx ciaydasx onpenensiorcs Oymies-
Hble nopaxeHus. Eciu iedeHne COmyTCTBYIOLIETO OMyX0-
JIEBOr0 IMpollecca He IPOBOAUTCS, BBICHIITAHMSI
pacrpocTpaHsoTcd mpokcuMaiabHo. Hanboiee yacroit
nokanusaumeir 3HO gBnsgercs 0071aCTb TOJOBBI U IIIEN.
[IpubaunsureabHo 39 % OCHOBHBIX OHKOJOTMYECKMX 3a-
0oJieBaHUIA, IIPY KOTOPBIX OTMeYaeTcst cuHApoM basekca,
MPeaCcTaBIsIM COOOM IIOCKOKJIETOYHbIE KAapLIMHOMBI
[JIOTKU, MuiieBoaa v roptaHu. C JaHHBIM CUHIPOMOM
aCCOLMMPOBAHbI TAKXE IIOCKOKJIETOUHBIH pak (11 % ciy-
YaeB) U afieHOKapIMHoMa (4 % ciydyaeB) JIETKOTO, aieHOKap-
LIMHOMA 3KeJIyIOYHO-KMIIIEYHOTo TpakTa (8 %), oImyxoiun
MOYETIONIOBOM crcTeMbl (5 % ciydaeB) U TMMGbOMBI (PEIKO).
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Y 63 % nauueHTOB KOXHBIE MOPaXXeHUS IIPEAILIEeCTBYIOT
JMMAarHOCTHKE OIYXOJIM IIPMMEPHO Ha IO,

Heob6xonumo nuddepeunpoBath cuHapoM basekca
U TICOpHA3 U APYyTue Icopra3ohopMHbIe AepMaTUTHL. [1pu
nrddepeHINATBHON TUaTHOCTUKE aKPATbHBIX MOPaKEHUIA
HykHO yuuTbiBaTh KBJI, cunapom Peittepa u nepmatromu-
k03. Y nereit ¢ 3HO cunapom baszekca He onmcan [63].

HekponuTtnyeckasa MUrpupyioLLas spurema

HexkponuTtrueckasi MUTpUpytoLIas SpuTeMa npeacTaB-
JISIET COOO0M XapaKTEPHYIO KOXXHYIO Chlllb, Yallle BCETO CBSI-
3aHHYIO C TJIIOKarOHOMOM U ab(a-KJIETOUYHOM OyXOJIblo
OCTPOBKOB TIOJKETyI0YHOM KeJie3bl. JlaHHbIN JepMaTo3
00BIYHO paccMaTpUBAETCs KaK YaCTh CUHAPOMA [JII0Karo-
HOMBI, MAPaHEOIJIACTUYECKOTO CUHAPOMA, BKITIOYAIOIIIETO
Tpuany: caxapHblii nnadbet, HM3 u morepio Macchl Tea.
Pexxe HM 3D MoxxHO paccMaTpuBaTh KaK YacTh IPYTUX KU -
HUYECKHX COCTOSIHUIA: 3a001€BaHUI MEYeHN 1 KUILIEYHOM
MajbabcopOLIMK; B JAHHOM CJIydae pedb UJET O CUHIPOME
rceBaonIoKaroHomMbl. KoxHast cbilib 0ObIYHO XapaKTepur-
3yeTCsl BbIPAXKEHHBIM 3PUTEMATO3HBIM KOMIIOHEHTOM,
MMEET IIOBEPXHOCTHBIN 3MUACPMAIbHBI HEKPO3 U 4aCTO
pacIpoCcTpaHsIeTCsl LIECHTPOOEXKHBIM 00pa3oM.

Tounbie TIpuuMHBI pa3BuTusd HMD Heuns3BeCcTHHI.
IIpu raokaroHoMe JaHHOE 3a0o0JieBaHME BCTpeYyaeTcs
B 70 % ciy4daeB [64]. BOJBLIMHCTBO 3THUX OIYXOJIEH CYM-
TaTCs criopannaecKuMu. OIHAKO TITIOKarOHOMBI U CO-
MyTCTBYIOIIAs MMapaHeoruiactuyeckas HMD moryT ObITh
CBSI3aHbI CO MHOXKECTBEHHOM SHIOKPUHHOUN HEOIIa3Ueh
1-ro Tuna (3 % Bcex rmokaroHoMm). HekponuTudeckas
MUTPUPYIOLLAsl 9pUTEMA B COUYETAHUU C TIIOKArOHOMOM
SIBJISIETCSI YPE3BBIYAMHO PEIKOM ITaTOJOTUEN: YaCTOTa €€
BCTpe4aeMOCTH cocTaBisier 1 ciydaii Ha 20 MJTH 4eJIoBeK
B roa. CpegHuii Bo3pact BeisiBiieHuss HMD — 52 rona, uto
COBITaJIaeT ¢ TUKOM 3a00JIeBaeMOCTH TJIIOKaroHOMOoii [4],
XOT$ B JIUTEPATYpE OMMCAHBI Cydyau OOHApyXXeHUs JaH-
HOTO 3a00JIeBaHU Y malMeHToB oT 15 mo 80 neT.

Tounsrit natoreHe3 HMO ellie pecTOUT BBISICHUTD,
OJIHAKO TMITePIJIIOKAarOHEMUsI, HECOMHEHHO, UTpaeT 60J1b-
1LIYIO POJIb B €€ PA3BUTHM, TTOCKOJIbKY PE3EKIIMS OMyXOJIU
U MEIMKAaMEHTO3Has Teparusi aHTarOHUCTaMM [JIIOKaroHa
4acTo MPUBOIAIT K MOJIHOMY MCYE3HOBEHUIO KOXKHBIX CHUM-
IITOMOB B TeyeHue 1-ii Henenu teyeHus [64].

I1oBbIIeHME YPOBHS TJIIOKAaroHa camo 1o cede He Mo-
XKeT OOBSICHUTD SMUISPMATIbHYIO TUCGHYHKIINIO, HAOII0-
nmaemyio mpyu HMOD. Takum o6pa3oM, To, KaK TUIEPIITIO-
KaroHeMusi cnoco0cTByeT OTUCGhYHKLUMU dMUAEPMUCA
M KOXHBIM MMOpaXXeHUsIM, HabmogaeMbiM Tipyu HM D, Be-
POSITHO, SIBJISIETCS pE3YJIBTATOM HECKOJIbKUX B3aUMOJIEH -
CTBYIOIINX (DaKTOPOB, BKIIIOYAsI TUIIOAMUHOAILIMIEMHUIO,
neUIUT IMHKA, He3aMEHUMBIX XXUPHBIX KUCIOT U WH-
NYKIMIO MEIMATOPOB BOCHAJIEHUS B AMUAECPMMUCE.

VY naunentoB ¢ HMBD o0Hapy:XMBalOTCSI 9pUTEMATO3-
HbIE YelllyAyaTble TOpaKeHUs C LIEHTPOOEXKHBIM POCTOM,
YacTO Ha pa3HbBIX CTagUsIX 3axXuBjeHHUs. ChIlb 3aMeTHA
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B 30HAX MOBBIIIICHHOIO TPEHUS U JABJICHMS, TAKUX KakK
WHTEePTPUTUHO3HBIC 001aCTH (HAIIPUMED, ITAXOBHIE CKIIAM-
KU, TIOAKOJICHHBIE SIMKH ), TIPOMEXHOCTb, STOIUIIBI, HIXK-
HSISI 9acCThb KMBOTA M OUCTAJIbHBIC OTHC/IBI KOHEUHOCTEA.
[MaTomornyeckue n3MeHEHUS TaKKe YaCTO HAOJIOmaeTC s
B nepropuduLManbHoi odnacty. ITanmeHTs kamyloTes Ha
WHTCHCHUBHBIE 3y /1M 00JIb, CBSI3aHHBIE C ChINbI0. Hekpo-
JINTUYECKASI MUTPYPYIOIIAS 9pUTeMa CHAYasIa IIPOSBIISICTCST
B BHUIE YETKO OUSPUYCHHBIX OJISIIIIEK YIIN IISITEH ¢ HEPOBHBIMU
KpasiMi 1 BBIPaKCHHBIM 3PUTEMATO3HBIM KOMIIOHEHTOM.
B uieHTpe 5THX NopaXkeHui 3aTeM BO3HUKAIOT BOJIIBIPH, 00-
pasysI BsUTbIC OYJLTbI, KOTOPBIE 3aT€M Pa3pyILIAIOTCS U IIOKPHI-
BaIOTCSI KOPKOIT; B KOHEUHOM CUETE MPOIIECC 3aXKUBJICHUS
COITPOBOXKIACTCS rMreprmrMeHTanyeit. [1o Mepe 3axxuBieHIs
LICHTPAIIBHOI YaCTU paHbI epreprIecKIii SpUTEMAaTO3HBII
BEHUYMK MOXKET PacIIPOCTPAHSATLCS HAPYXKY C IOSIBJICHUEM
HOBBIX BE3UKYJI BIOJIb IIPOIBUTAIOIINXCST CEPITUTUHO3HBIX
KpaeB; CO BpeMEHEM 3TH ITOPaKEeHUsI MOTYT CJIMBaThCsL. [1o-
paxxenns ipu HMD HocAT IMKIIMYEeCKMIA XapaKTep, OOBIYHO
HapacTaroT 1 0cJIabeBaloT B TedeHue rpumepHo 10 mHeiir. [pu
OCMOTpPE BUIHBI PA3IMIHBIC TTOPAXKEHISI HA Pa3HBIX CTAIUSIX
3aKUBJIEHNS [65].

Kpowme Toro, cuuraercs, 4To TpaBMa yCyryossieT Uin
croco6cTByeT (hopMupoBaHUIo mopaxeHnit HMD, korto-
pBle MOTYT OCJOXHSTbCS WH(MEKIMEH, Jalle BCEero
Staphylococcus aureus n Candida albicans [4]. O cynepuH-
ek CBUACTEIBCTBYIOT MMYCTYJIBI HA TIOBEPXHOCTHU ChI-
MU. Y NalMeHTOB MOXET ObITb OLIMOOYHO JUAarHOCTUPOBAH
XpOHMYECKUM KaHaumo3. [Ipu 3ToM IpeaniecTByoolee
JIeYeHHE TTPOTUBOIPUOKOBBIMU MpeIrapaTaMy 1,/ aHTH -
ouoTnkaMu Hea(PPEKTUBHO.

ITpu HMD yacTto oTMeYaroTCsI KOXHO-CIM3UCThIE
MMPU3HAKU aHTYJISIPHOTO XEHInTa, TIIOCCUTAa M CTOMAaTUTa
(mpumepno 30 % ciaydaeB), a TakxKe HAOJIIOJAIOTCSI OHM-
XOJIU3UC U IpyTUe U3MEHEHUS HOTTei [66].

Cnenyer nuddepenapoBats HMD u mapaneornia-
CTUYECKUIT aKpOKepaTo3, LEeJUIIOIUT, 3pUTPOKEepaTOaep-
MMIO, DK36MAaTO3HBII IepMATUT U TICOPUA3.

ITpr HM 3 u rimokaroHome NpoBOIST XUPYPrudecKoe
U JIEKApCTBEHHOE JieueHue. PanukaibHOEe onepaTuBHOE
JIeYeHHE TIIIOKAarOHOMBI M COTIPOBOXKIAOIIIETO €€ IapaHeo-
IUIACTUYECKOTO CHHIPOMA BKIIIOYAET YIaJeHHUE OITyXOJIH,
a JIeKapCTBEHHAsI Tepaltis — HMCIIOJIb30BaHNE aHAJIOTOB
coMaTocTaTMHA JUIMTEeJIPHOTO ACHCTBUS (HampuMep, OK-
TPEOTH A, JAHPEOTHa) Wi uHTepdepoHa o [67].

CuHppom Jlesepa-Tpena

Cunnpowm Jlesepa—Tpena cuntaeTcst JIOBOJIBHO PEIKUM
MapaHeorIacTUYeCKMM KOXHBIM MapkepoM 3HO BHy-
TpeHHUX OpraHoB. OTINYUTEILHONM YE€pPTO 3TOr0 CUH-
JpoMa SIBJISICTCS] BHE3aITHOE BBICHITIAHME MHOXKECTBEHHBIX
cebopeiHbIX KepaToM [68, 69].

ITatorenes cunapoma Jlezepa—Tpesa 10 KOHLIA HEU3-
BECTEH, HO BEIYIIYIO POJIb B €I'0 BOSHUKHOBCHUM UTPAIOT
LIMTOKWHEBI ¥ (DAKTOPHI POCTA, IIPOIYLIMPYEMBbIE OITyXOJIbIO,
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4YTO CTUMYJIMPYET 3PYITUBHBINA POCT CEOOpPEitHOIo Kepa-
To3a. K mogoOHBIM OM0IOTUYECKM aKTUBHBIM (pakTopam
OTHOCSTCS 3muaepMaibHbIil dakTop pocra o (EGF-a),
perernirop anuaepManbHoro dakropa pocta (EGFR), rop-
MOH pocTa, TpaHchopmupytouii pakrop pocra o (TGF-o)
1 MHCYJIMHOIIONO0HKIN (pakTop pocTa (IGF).

IucTonornyeckoe ucciaengoBaHue ouonTara ceboperi-
HOIo KepaTo3a y MalMeHTOB C MOJ03PEHUEM HA CUHIPOM
Jlezepa—Tpena He MoKa3bIBaeT KAKUX-JIMOO CYILLIECTBEHHbBIX
pa3IM4YKrii 10 CpaBHEHUIO C Ce00PEtHBIM KepaTo30M Y Mally-
eHTtoB 6e3 ocHoBHOTrO 3HO. CyllecTBYIOT pa3IMdHbIe TTO/I-
TUIIbI CE00OPEITHOro KepaTo3a, B TOM YMC/Ie aKAHTOTUYECKUIA
(Hamboee pacIipoCTpaHeHHBIN BapUaHT), TUIICPKEPaTOTH-
YeCKUI, CeTYaThIi, KIIOHAJIbHBIA 1 MEJIAHOAKAHTOMA.

Tunuunkle nposiBaeHus1 cuHapoMa Jlesepa—Ipena, Kak
MIPaBUJIO, CUJILHO Pa3WvaloTCs U IIPEACTABISIIOT co00it
IISITHA, TIAITYJIBI M OJISIIIKY. YKa3aHHBIC 3JIEMEHTHI CBIITH —
9TO YETKO OYCPUYCHHBIC IMUTMEHTHBIC TOPAXKECHUS, IIBET
KOTOPBIX BApbUPYET OT TOHA KOXU A0 XEJITOBATO-KOpUY-
HEBOTO WJIM KOPUIHEBOI'O; HEKOTOPHIC TTOPAKEHUSI MOTYT
Ka3aTbCsl YepHBIMU. [10BEpXHOCTH ITOpaKeHUI KOXKI BOC-
KoBast uiu 6apxatuctas. [Ipu cunnpome Jlezepa—Tpena
HaOJIIOIAI0TCST POTOBBIE KUCTHI Ha TTOBEPXHOCTH OYaroB
MmopaXkeHus1. XOTSI 3T MOPpaXKeHHUsI, KaK ITPaBUJIO, JOBOJIb-
HO JIETKO OTJIMYMTD OT IPYTUX MEJAHOLMTAPHBIX HOBOOO-
pa3oBaHUI, B psifie Cy4aeB MOXET MOTPeOOBATHCS THCTO-
JIOTUYECKOE UccienoBaHne. BaxxHbl cOop aHamHe3a, O01IniA
1 OMOXMMMYECKUU aHAIM3bl KPOBU 1 KOMILJIEKCHOE 00Cie-
JTIOBaHME, BKITIOYAIOIIEe PeHTTEHOT padrIo OPraHOB IPYTHOM
KJIETKU U YIIBTPa3ByKoBoe uccienoBanue [70].

JlagoHHO-NoAOWBEHHbIE KepaToaepMum

JlamonHo-nopomBeHHbIe KepaTonepmuu (JITIK) — 310
rpy1iia 3a00J1eBaHUI, XapaKTePU3YIOIMNXCI U3MEHEHUSI -
MU KepaTUHHM3aINU, KOTOpPBIE MOTYT IMepexaBaThCs
10 HACJICACTBY WJIM HOCSIT IIPHUOOPETEHHBIN XapaKTep.

PeGpucras Koxa J1agoHel ¥ MoA0IIB UMeeT HECKOJIb-
KO 0COOEHHOCTEM, K KOTOPBIM OTHOCSIT HAJIMIME IepMa-
Tormn¢oB, 00pa30BaHHBIX YepeaOBaHUEM I'peOHEl 1 00-
PO3I, CO3MAIOIINX YHUKAIbHBIM PUCYHOK, HanOOJIbIIAs
IUIOTHOCTh SKKPUHHBIX IIOTOBBIX KeJIe3, OTCYTCTBUE CATbHO-
BOJIOCSIHBIX eIWHUL, TuddepeHinaabHas 3KCIIpeccus
KEpaTUHOB I10 CPaBHEHMIO C TJIAAKOM KOXeil. DT 0coOeH-
HOCTU OOBSICHSIIOT IPEUMYILECTBEHHYIO JIOKAIU3ALNIO
JITTK 1 HeKoTopble ee KIMHUYeCcKue Mpu3Haku. Beigens-
10T HecKoJibKo popm JITIK: muddy3nylo, ouarosyio, ¢o-
KaJIbHYIO U TOYeUYHY10. JlaHHOe 3a00J1eBaH1Ie MOXKET ObITh
KaK CaMOCTOSITEIbHBIM IATOJIOTMYECKUM ITPOIIECCOM, TaK
U IIPOSIBJICHUEM CHUCTEMHBIX 3a00JI€BaHUIA.

Jlnst yctanoBneHust guarHosa JITIK Heobxogumo uc-
ITOJIb30BaTh METOIBI MOJICKY/IIPHOI OMOJIOTHH.

Hacnencreennsie JITIK npencTtaBisitoT coboii reTepo-
TeHHYIO TPYIIIY 3a00JIeBaHMI, XapaKTePU3YIOIIUXCS TH-
IIepPKepaTOTUYCCKUM YTOIIIEHUEM JIaJOHEH W ITOMOIIIB.
B ocHOBe MOIEKYISIPHOTO MaTOreHe3a TaHHOM ITaTOJIOTHHI
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JieXXaT MyTalliM B FeHaX, KOAUPYIOIIMX O€JIKU, y4acTBYIO-
IIYe B IIpoLIecce KepaTUHU3ANH (KePaTUHBI, IECMOCOMBI,
JIOpUKPUH, KatericiH C, GeJIKHU 111eJIeBBIX KOHTAKTOB U Ip.).
OTH OEJIKU SIBIISIIOTCS WICHAMU I'PYIIITHI IIPOMEXYTOIHBIX
(umaMeHTOB, MOMIEePKUBAIOIINX CTPYKTYPHYIO 1I€JI0CT-
HocTh KieTok. Kepatunsl K5 n K14 skcnpeccupyrorcs
B 6azabHOM ciioe, Torma kKak K1 m K9 — B cympabazanb-
HOM KOMITapTMEHTE JIaJOHHO-IIOAOIIBEHHOM Koxu [71].
Jlpyrue KepaTuHbl cylnpaba3ajbHbIX CJI0€B BKJIIOYalOT
K6a/K16 u K6b/K17. Myranuu B KepaTUHOBBIX T€HAX
MNPUBOIST K HAPYLIEHUIO COOPKU KepaTUHA, YTO CII0CO0-
CTBYeT KOMIICHCATOPHOMY YTOJIIEHUIO KOXU JagoHei
1 TIOMIOIIB B Pa3INYHON CTETICHU B 3aBUCIMOCTH OT JIOKY-
ca MyTaluu. MyTraluy B BRICOKOKOHCEpBAaTUBHOM 00JIaCTU
KEPaTUHOBBIX MENTUIOB IIPUBOIAT K Pa3BUTHUIO TSLKEJIOMN
JITIIK, Torma Kak BoBjeYeHUE BapuabeabHON 00JlacTU —
K BO3HMKHOBEHHUIO OoJiee JIETKNX (DEHOTHUIIOB TaHHOTO
3aboneBanusd [71, 72].

JlecMOCOMBI MPEACTABISIIOT COO0M MEXKKIETOYHbIE CO-
eMUHEHUSI, KOTOPBIE OOBEIUHSIOT IIPOMEXKYTOUHBIC (hryia-
MEHTHI B KJIETOUYHYIO MeMOpaHy U O0ECIIeYyMBaIOT a[ire3uio
MeXIy KieTkamu. B Koxke JamoHei 1 IToIoIB 1eCMOCOMBI
KpYyITHEE 110 CPABHEHUIO C OCTAJIbHOM KOXEH, U UMEHHO
B FeHaX, KOAMPYIOIIMX KPYIHbIE JECMOCOMbI, BOBHUKAIOT
mytauuu, npyBonsiiye K JITTK. Myrtatym B 6e1Kax KOHHEK-
CHHAX BbI3BIBAIOT 00pa30oBaHME Ae(PEKTHBIX IIEIEBbIX COCIH-
HEHMIA, HapyIIeHNe MEXKKICTOYHOTO TPAHCITOpTa, HAKOTLIe-
HUE aHOMAaJIbHBIX 0eJTKOB U, ciienoBatesibHo, JITIK [73].

Enie omHMM BaKHBIM 0€JTKOM, YJaCTBYIOIIVM B (DOpMU-
POBAaHUM OPOTOBEBIIEH KIETOYHOI 000J0YKU, SBJISIETCS
JIOpUKPHH. MyTalliM B €T0 TeHE JIesKaT B OCHOBE CTPYKTYP-
HBIX KJIIETOYHBIX aHOMAJIUI 1 TUCOYHKIIMOHATEHOTO arlol-
To3a M OepeHIIMPOBAHHBIX KEPATUHOLIMTOB, YTO IIPUBOIUT
K JIeTKOI nxtro3udopmHoii sputponepmun u JITIK [74].

B nmatorenese JITIK yyacTByIOT LIUCTEMHOBAS JIN30-
coMaJjbHas nmporeasa, 0ej10K 1 1 MHOTHE Apyrue, HO UX
pPOJIb B Pa3BUTUM JAHHOU ITaTOJIOTUHU IIPOIOJIKACT U3Y-
yatbcs [75].

bonsmmHceTBo JIIIK nposBisiioTcs B MiIageHYECTBE
W30JIMPOBAHHO WJIM B COUCTAHMU C aHOMAJIUSIMHM, 3aTpa-
TMBAIOLIMMHU HOI'TH, 3yObl WM APYTUe OpraHel. Tpanuim-
OHHO yCTaHOBJIEHUWE nuarHosa HaciaeacTBeHHbIX JITTK
OCHOBBIBAeTCS Ha aHAMHe3€, KITMHMYECKUX OCOOCHHOCTSIX
U pe3yJIbTaTax TMCTOJIOTUYECKOTO U MOJICKYJISIPHO-TEHE-
TUYECKOTO UCCcaenoBaHuit [48].

Jlnwain potoHga

JIvmrait poroHma (pityriasis rotunda, KpyTablil TAIIIAMNA,
MUTUPUA3 KPYIJIbIii, AMCKOBUIHBII UXTUO3, IPHUOOPETEH-
HBII TICEBIOMXTHO3) — PEIKUIA IPUOOPETEHHBII IepMaTo3,
CBSI3aHHBIA ¢ HApYILIEHUEM KepaTUHU3ALMU, XapaKTepu -
3YIOLIUIACS TUIIEP- WIK TMIOIUIMEHTUPOBAHHBIMU, Pe3-
KO OYepYEHHBIMU KPYIJIBIMM WJIA OBaJbHBIMU YeLIyiiya-
TBIMK OJISIIIKAMU Pa3iM4YHON BEJIUYMHBI, KOTOPBIE
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JIOKQJIM3YIOTCS Ha KOXKe TYJIOBHIIA, a TAKKE IIPOKCUMATTb-
HBIX OTIEJI0B KOHeYHOoCTeH [76].

DTHoIOrUA JIUIIAasl POTOHIA HA CETOMHSIITHUI IeHb
He yCTaHOBJICHA. B HEKOTOPBIX KIIMHUYECKUX UCCIIEIOBa-
HUSIX MOKAa3aHO HapyIlIeHNEe KepaTUHU3AIUK, KOTOPOe
BCTpeuaeTcsl IIpU ByJibrapHOM uxTtuo3se [77]. JIuiaii po-
TOHA CYUTACTCS ITOTCHIIMATBHBIM ITApaHEOILIACTUICCKIM
JIepMaTO30M, ITOCKOJIBbKY MOXET HaOJIOmaThCs IIPU He-
kotopeix 3HO, B OCHOBHOM NpHU TenaToUeIIoNSIPHOMN
KaplMHOME Y YePHOKOXUX MaieHToB u3 FOxHoi Adpu-
KU, a TaKXKe TP OCTPOM MHEJIOMIHOM JIEHKO03€e, XPOHU-
YEeCKOM MUENONENKO3€e, paKe MUILEBOIA, >KETYAKa U TI0-
CKOKJIETOYHOM paKe BepxHero HeOa. JlaHHoe 3a0ojieBaHue
TaKKe aCCOLIMUPYETCS C CUCTEMHBIMU 3a00JI€BaHUSIMU
1 WHOEKIUSIMH (HaIIpuMep, ¢ TyoepKyne3om) [78].

JIvmait poroHma mopaxkaeT Kak My>KIMH, TaK 1 SKSHIIMH
B PaBHOM CTEIICHM, XOTSI HEKOTOPBIC aBTOPHI OTMEYAIOT
He3HauYMUTeJIbHOE TTpeobianaHre 60IbHbBIX XKEHCKOTO I0J1a.
Bospact nocranoBku auartosa cocrasiser ot 20 10 45 jer,
HO €CTb COOOLLIEHNSI O Pa3BUTUM JAHHOM I1aTOJIOTUU Y AeTei
2 JIeT ¥ IOKWJIBIX JIIOJeH. BoNbIIMHCTBO CiTydaeB JaHHOTO
3a00J1eBaHUsI 3aperuCTpUPOBaHbI B JITIOHNM, a TAKXe Cpe-
I YepHOKOXMX kuteneit 3anmagHoit Mugum n FOxHoit
Adpuxku [79].

JnarHo3 ycTaHaBIMBaeTCS Ha OCHOBAHUM KIMHUYE-
ckoii kaptuHbl. HabmonatoTcst yelnyityaTble Cyxue 4eTKO
OYEepUYCHHBIC KPYIJIBIC C BHICTYITAIOIINMHM BOJIOCSHBIMHU
doJuKynaMu, Ho 6e3 BoCHaJIUuTEIbHOM 3pUTEMBbI OJISIIII-
KM, KOTOpbIe MOTYT cauBaTbcsa. MIX pasMmep BapuabesieH
(or 1 mo 20 cM u Oozee), a KOIUIECTBO KOJIEOIETCS OT
OITHOTO 0 HECKOJIBKUX IECATKOB, HO PEIKO IPEBHIIIACT
100. JIumrait poroHaa IopaxaeT B OCHOBHOM TYJIOBUIIIE,
SITOMMIIBI ¥ IIPOKCUMAJIbHBIC OTAEIIBI KOHEUHOCTe . JInIIo,
PYKA U HOTM OOBIYHO CBOOOJHBI OT BBICHIIAHUIA. Y He-
KOTOPBIX OOJIbHBIX MOTYT HaOJIIOAATHCSI COIYTCTBYIOIIIE
IMOpaxkeHMsS KOXH B BUAE BYJIbrapHOTro nxtro3a [80].

[ucTonaTonornyeckue JaHHBIE HOCSAT BCIIOMOTaTe Ib-
HBII XapaKTep W He SBISIIOTCS AuarHocthudeckumu. Kak
MpaBWJIO, TIPU JIMIIIae POTOHAA HAOJIOAIOTCS OPTOKEpa-
TOTUYECKMU WM MAapakepaTOTUYECKUN TUIIEPKEPaTo3,
rcoprasnudopMHasi AMUIepMalIbHAs TUTICPIUIA3HS C OT-
HOCHTEJIbHBIM 0YarOBBIM TUIIOTPAHYJIE30M, TTOBBIIIICHHAS
IMUTMEHTALMS 0a3aJIbHOKJIETOYHOIO CJIOSI M PEIKUIA M0~
BEPXHOCTHBIN ITePUBACKYISIPHBINA BOCTIAIUTEIbHO-KJIIS-
TOYHBIN MHGWIBTPAT. [1pu yIETpacTpyKTYpHOM HCCIIEIO-
BaHUU OMOINTATOB KOXHM OTMEYaeTCs HaJIW4KWe BHYTPHU
SMNUAePMHUCA JINITUAHBIX BaKYOJIeH M KPUCTAJUIOIIOTO0HBIX
BKJIIOUEHMI. 3EpHUCTHIN CJIOI peaylrpoBaH 10 OTHOTO
cllos1, Takke HabJromaeTcs: 00bII0e KOJIUYECTBO LIEMEH -
Tupylonero BemecTsa [81]. OnmcaHbl CHUKEHHAsT 9KC-
IIpeccysi JOpUKpUHA U DIIarrpiHa B y4acTKax IMOpaxkeH-
HOI KOXM, IOJIHOE OTCYTCTBHUE N-KOHIIEBOIO ITOMEHA
mpoduaarrpuHa U yMeHbIIIeHe 3KCIIPECCUM BIUIEp-
MaJIbHOTO (bIUIAITPUHA, YTO TAKXKE OTMEUYEHO MPU BYJIb-
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rapHOM UXTHO3€, aTOITMIECKOM IEPMATUTE U BYJIbrapHOM
ncopuase [82].

Cnenyer nuddepeHIMpOBaTh JUIIAil pPOTOHAA U OT-
pyOEeBUIHBINI, OMOSICHIBAIOLIMI, PO30OBbIM, OC/IbII JUIIANA,
SpUTPaA3My, HYMMYJISIPHYIO 9K3eMY, TPUOOBUIHBIA MUKO3
paHHel cTannu, GUKCHPOBAHHYIO JICKAaPCTBEHHYIO peak-
110, GUTypHYIO 3pUTEMY U IIpoKa3sy [83].

Cunppom CButa

Cunapom CBuTa, WIN OCTPBINA (peOPMIBHBIN HEHTPO-
UIBHBIN OepMaTo3, SABIIETCS PEIKUM 3a00JIcBaHUEM U3
TPYIIIBI HEUTPODWIBLHBIX IepMaTo30B. JaHHasI ITaToI0THsI
XapaKTepU3yeTCs PELIMINBUPYIOIINM TeUCHUEM, BHE3AITHBIM
HavyaioM Ha (hOHe IToIbeMa TeMIIePaTyPhl (JIMXOPaIKH), Heil-
TPOUIEHBIM JISUKOIIMTO30M B KPOBU (HAPSIIy C ITOBBIIIIC-
HYIEM CKOPOCTH OCEIAHMSI SPUTPOLIATOB, YPOBHEN IIEJIOYHOM
docdaraspr 1 C-peakTUBHOTO OejiKa), apTpaIrueil 1 MosIB-
JIeHreM 00JIe3HeHHBIX OJIECTSIIIIX, HECKOJIBKO OTEYHBIX 3PU-
TEMAaTO3HBIX MAITyJI, Y3/I0B WX OJISIIIIeK TUIOTHOM KOHCHCTEH-
Uy, CcauBalOIUXCs APYT C APYroM, OT PO30BOIO [0
KpacHO-(proJieToBoro 1peta. Pexke HaOMoIaroTCs MyCTYIIbI
Ha 3pUTEeMAaTO3HOM (hOHE, BE3UKYJIbI WJIU ITy3bIpY C HaIIpsI-
JKEHHOM ITOKPHIIIKONA ¥ CEPO3HO-THOMHBIM COICP>KMMBIM.
ITocne BCKphITHS ITy3bIpeit MU 3BOJIIOLIMY 04aroB (U3bsI3BIIe-
HMSI) 00pa3yIoTCs SI3BHI, 3 CYET KOTOPBIX KIIMHITIeCKast Kap-
THHA BBICHITIAHMI HAIIOMMHAET TAHTPEHO3HYIO ITMOICPMUIO
[84]. BrIchImaHus JTOKAMM3YIOTCS TTPEUMYIIIECTBEHHO B 00-
JIACTSIX TOJIOBHI, I1Ien 1 KoHeuHocTel. [1pu cuampome CBuTa,
aCCOIIMMPOBAHHOM C OHKOJIOTMYECKMMU 3a00JICBaHUSIMH,
BBICHITIAaHKST CTAHOBSITCST O0OJIee pacIpOCTpaHEHHBIMU, a KITH-
HMYeCcKask KapTMHA MOXKET UMETh aTUITMYIHOE TeYeHHe (MHO-
JKECTBEHHBIE ITYCTYJIe3HBIC U ITy3bIPHBIC BEHICHITTAHNS).

ITaToMopdonornueckas KaptiHa cuHapoma CBuTa xa-
paKkTepU3yeTCsl BBIPAKEHHBIM aKaHTO30M SIHICPMMUCA
C 9K30LIUTO30M HENTPODIIIBHBIX TPAHY/IOLMTOB B IIUIIOBA-
ThIH CJ10 U (pOPMUPOBAHKIEM BHYTPHUPOTOBbIX MUKpOAOCLIeC-
COB, HayureM J1dpdy3HOro HeHTpOoUIHLHOrO MH(MMIBTpaTa
B BEpXHEM CJIO¢ IEPMBI 0€3 IIPU3HAKOB ITIEPBUYHOIO JIEHKO-
LIMTOKJIACTUYECKOTO BACKYJIUTa (OTCYTCTBYIOT OTJIOXKEHMSI
¢ubdprHa 1 HEUTPOGIIIBL B CTEHKAX COCYIOB), OTEKOM CO-
COYKOBOTO CJIOSI AEPMBI, (hparMeHTALIEH simep HEUTPO(DIIIOB.
B nonkoxkHo->X1poBOii KjleTYaTKe TaKKe HaOII0Jal0TCsI OTEK
U HeliTpodubHas nHgunsTpauys [3, 85]. s 3aboneBaHust
XapakTepeH (peHOMEH MaTepruu, 3aKII0YaIOIIUiAcsS B BO3-
HMKHOBEHUW HOBBIX TUITMYHBIX BHICBHITAHWIA B MECTax I1O-
BPEXXIECHMS KOXXHOTO ITOKPOBA Pa3IMIHOTO Xapakrepa (0m-
OICHSI, UHBECKIIHY, YKYCHI HACEKOMBIX, IIPOBEICHIE JTyIeBOI
Tepanuu) (puc. 6).

Breipensior 3 Buna cunapoma CBura:

1) wuamonaTmyeckuii (KiIaccuueckuii);

2) MeaWKaMEeHTO3HBIN (MHIYLMPOBAHHBIN JieKap-

CTBEHHBIMU IIpeIiapaTaMm);
3) mapaHeoIUIaCTUYECKMI (ACCOIMMPOBAHHEIN C Ha-
mmanem 3HO) (puc. 7).
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Puc. 6. Peromen namepauu Koxu 8 obnacmu 5200uypl 8 pesyibmame HeoBOCHOBAHHbIX MHO20KDAMHbIX BHYMPUMbILEYHbIX UHbeKYUU aHmu-

6uomuka y pebexka 1 200a

Fig. 6. Phenomenon of skin pathergy in the glute area due to unsubstantiated multiple intramuscular antibiotic injection in a 1-year-old child

HWnunomnarnueckomy cuHapomy CBUTA 3a4aCTyIO MpeI-
LIECTBYeT MHGbEKINS BEPXHUX IbIXaTeJbHbIX IYTel WIK
KEJTyI0YHO-KUILIEYHOI'O TPAKTa; B PsIIE CJIy4aeB OH MOXET
OBbITh CBSI3aH C BOCHAJIMTEIbHBIMM 3a00J€BAHUSIMU KK~
LIEYHMKA U 1axe oepeMeHHocThIO. B 30 % ciy4aeB BcTpe-
YyaeTCs COYeTaHUE 3TOTO CUHAPOMA C UMMYHOIEMULIMT-

Puc. 7. Taxensili cnyyali mpyoHo nodoaruie20cs nedeHuro pacnpocmpaHeHHo20 cuHopoma (8uma, accoyuupo8aHHo20 ¢ 0CMpPbIM MUEIOUOHbIM

sieliko3oM, y pebeHka 7 mec

HbIMU cocTostHUsAMHU [86]. Bosee mHTepecylommii Hac
BapMaHT pa3BUTHS cuHIpoMa CBUTa KaK (paKyIbTATUBHO-
ro MapaHeoIUIaCTUYECKOTo IepMaTo3a HabIro0aeTCs Py -
6sM3UTeNbHO B 21 % ciiydaes, py 3TOM IIPUMEPHO B 85 %
CJlydaeB MPUYMHOI €ro BOBHUKHOBEHUS SIBJISIIOTCSI TEMO-
0J1aCTO3bI: MIPEUMYILIECTBEHHO OCTPbI MUEJIOUIHBINI JI1eiK03

/Achie

Fig. 7. Severe case of hard to treat advanced Sweet syndrome associated with acute myeloid leukemia in a 7-month-old child
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(40 % cnyyaeB), pexe — muMdomMa XomkKuHa, 1uddy3Hast
B-xpymHOKIeTOUHAs TMMbOoMa, MUACTIOOUCILIACTIYCCKII
CUHAPOM, MUEI0(GUOPO3 ¥ UICTUHHAS TTonuuuTeMus [4, 87,
88]. OcraBiumecs 15 % ciydyaeB apaHEOIUIACTUYECKO (hop-
MBI TAaHHOTO CHHIPOMA ITPUXOISITCSI Ha COJTMIHBIC OITyXOJIH,
Ccpear KOTOPBIX YaIlle BCETO BBISIBIISIIOT PaK MOJIOYHOM 3Ke-
JIe3bI, MOYEIIOJIOBOTO U XETYITOYHO-KUIIIEYHOTO TPAKTOB
(57 % cny4aeB) [4]. [Ipu 3ToM cuHapoMm CBuUTa MOXET
OBITH TIEPBBHIM IIPU3HAKOM €IIIe He TUAarHOCTUPOBAHHOIO
OHKOJIOTUYeCcKOTOo 3a00ojeBanus win peuuauba 3HO mo-
CcJIe IIPOBEACHHOTO JICUeHHs. TakoKe OH MOXKET ITOSIBUTHCS
Ha (poHe yKe YCTaHOBJIEHHOM 310Ka4eCTBEeHHOI 1TaToJI0-
MU U YKa3bIBaTh HA MeTacTa3upoBaHue onyxoiu [87].

OB30OPHBIE CTATHBUM |

Crenyer OTMEeTUTh, 4T0 Y 50 % maLKMeHTOB C mapa-
HEOIUIaCTUYECKUM CHHIpPOMOM CBHTa MOTYT BCTPEeYaTh-
cs He XapaKTepHBIe (aTUMUYHBIC) IS KIaCCHUICCKOM
(opMBI IIPOSIBICHMSI, B TOM YHCJIe BHEKOXKHBIC, KOTOPHIC
yarie HabJII0Ja0TCs IIPU aCCOLIMAIIUM C TeMAaTOJIOTIC-
ckumu 3HO, yem npu commaHbix onyxojistx. K aTuM mpo-
SIBJIEHUSIM OTHOCSIT IlepuopOuTaibHble 00pa3oBaHUsI,
IIPOBOLIMPYIOIINE MEPUOPOUTATIBHBIN LIEJUTIOIUT, OTEK
sI3bIKa, 3pUTEMaTO3HbIe 00JIE3HEHHbIE OJISIIIKU U BOC-
MMAJINTEIbHBIC U3MEHEHUS B 001acTH IMMGEIeMBI TTOCTIe
MIPOBEICHUS MACTIKTOMUHM ((PeHOMEH MaTepTrum), a Tak-
K€ pa3IMnYHbIe I3MEHEHUS BHYTPEHHUX OPraHOB M TKa-
Heit [89-91].

Tabnuua 2. BrexoxHble npossieHus cuHdpoma Cauma

Table 2. Extracutaneous manifestations of Sweet syndrome

BHekoxHbIe
NposIBJICHUST

OnopHo-1BUTa-
TeJbHasl cucTeMa
Musculoskeletal
system

LlenTpanpHas
HEepBHasl cUcTeMa
Central nervous
system

KenynouHo-ku-
IIEYHBIN TPAKT
Gastrointestinal
tract

CeplieuHO-COCYIUC-

Tasl cucTeMa
Cardiovascular
system

JIpIxaTenbHas
cucTeMa
Respiratory system

OpraH 3peHus
Visual organ
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KinHnyeckue XapakTepucTHKH

OCTpbIi CTEPUIIBHBIN apTPUT, APTPAJITUM, OYArOBbIN aCENTUYECKUI OCTUT, MUTMEHTHBI BUILTOHOLYJISIP-
HBI CHHOBUT, CTEPUJILHBIN OcTeoMueNuT. [1pr MarHUTHO-pe3oHaHcHOM ToMorpaduu (T1-/T2-
B3BEIIEHHbIE N300paXKeHMs) OTMEYAIOTCS BBICOKAsI MHTEHCMBHOCTD CUTHAJIA U (DAaCIIMUTA, a TAKXKe
TEHIVUHWTA U TEHOCUHOBUTA

Acute sterile arthritis, arthralgias, focal aseptic osteitis, pigmented villonodular synovitis, sterile osteo-
myelitis. Magnetic resonance imaging (T1-/T2-weighted images) show high signal intensity and fasciitis,
as well as tendonitis and tenosynovitis

OcTpblil JO0OPOKAYECTBEHHbINM SHIIEMATNUT, ACENTUYECKUIT MEHUHTUT, MOpaxKeHUe CTBOJIa TOJIOBHOTO
Mo3ra, cuHapom [uiteHa—bappe, nanonatuyeckuii runepTpoPuIecKuii KpaHMaJIbHbBINA MaXMMEHUHTUT,
HWIMOIaTUYeCcKasl IIPOTPecCUpyIolias IBYCTOPOHHSISI HEMPOCEHCOPHAs TYTOyXOCTh, Mape3bl LIEHTPaIbHO-
ro reHesa, MoJIMHeUponaTysi, ICUXUaTpUIECKUE CUMITTOMBI

Acute benign encephalitis, aseptic meningitis, abnormalities of the brain stem, Guillain-Barré syndrome,
idiopathic hypertrophic cranial pachymeningitis, idiopathic progressive bilateral sensorineural hearing loss,
central paresis, polyneuropathy, psychiatric syndromes

ITpusHaku BeipaxkeHHOTO AMMGY3HOro HEUTPODUIBLHOTO BOCTIAEHUS B KUILIEYHOM CTEHKE, HEHTPO-
(UIBHBIN MHOWIBTPAT B MOAB3IOIIHON KUIIKE, TAHKOJIUT (MUKPOOUOJIOTMIECKUI TTOCEB OTPUILIATE b~
HBIi1), TIeUeHOYHasl opTaJbHas TpUana ¢ HeUTpOoMUIbLHBIM BOCTIAJICHUEM, TTOBBIIIIEHHUE ITEYEHOYHBIX
TpaHCaMUHa3, TelaToMeraiusi, CluieHOMeraaus

Signs of marked diffuse neutrophile inflammation in the intestinal wall, neutrophil infiltrate in the ilium,
pancolitis (negative microbiological assay), portal triad of the liver with neutrophil inflammation, elevated
hepatic transaminase level, hepatomegaly, splenomegaly

CTeHO03 aopTHI (CErMEHTapHBI), AQ0PTUT, KApAUOMETaVsI, OKKITIO31sI KOPOHAPHBIX apTepUid, CEpAeYHasT
HEJ0CTaTOYHOCTh, MHOWIBTPAIUS MUOKapIa HeUTpohmIaMu, TUIaTaIus COCYI0B (a0pThl, Opaxeorie-
(habHOTO CTBOJIA M KOPOHAPHBIX apTEePHIiA)

Aortal stenosis (segmental), aortitis, cardiomegaly, coronary artery occlusion, heart failure, neutrophil
infiltrate in the myocardia, dilated vascular diseases (aorta, brachycephalic stem and coronary arteries)

ITycTyss! B 6poHXax ¢ KpacHOM KaliMO# 1 HEUTPODUILHBIM BOCTIAJIEHUEM, TUIEBPATIbHBIN BBITIOT C 0OJTh-
IIAM KOJIMYIECTBOM HEUTPO(DUIOB, 6€3 MaTOJOTMIeCKNX MUKPOOPTaHU3MOB, IPOTrPECCUPYIONIast MH(PUIb-
TpaLysl CIU3UCTON 000JIOUKY MIIOTKU U OTEK, MPUBOASIINIA K OOCTPYKLIMY BEPXHUX IbIXaTeIbHBIX ITyTei
Pustules in the bronchi with red border and neutrophil inflammation, pleural effusion with large number
of neutrophils without pathologic microorganisms, progressive infiltration of the throat mucosa and edema
leading to obstruction of the upper respiratory airways

Briecdaput, KOHBIOHKTUBAIbHBIE SPUTEMATO3HbIE TOPAXKEHUS C HEUTPOMDUITEHBIM BOCTIAIEHEM, KOHBIOH-
KTUBAIbHBIE KDOBOUIIUSIHNS, KOHBIOHKTUBUT, JaKPUOAEHUT, SMUCKIIEPUT, IJIayKOMA, UPUAOLUKIIUT,
WPUT, IEPUOKYIISIPHBIN OTEK, TIepr(epruuecKuii SI3BEHHBIN KEPATUT, BACKYJIUT CETYATKHU, CKIIEPUT, YBEUT
Blepharitis, conjunctival erythematous abnormalities with neutrophil inflammation, conjunctival
hemorrhages, conjunctivitis, dacryoadenitis, episcleritis, glaucoma, iridocyclitis, iritis, periocular edema,
peripheral ulcerous keratitis, retinal vasculitis, scleritis, uveitis
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CaMoii pacrpocTpaHeHHOM BHEKOXHOM JIOKATU3aLI-
el cuHapoma CBHUTA SABISICTCS OPAXKEHUE AbIXaTeIbHOMI
cucteMbl. CHUMIOTOMBI BapbUPYIOT OT JIETKOM OIBIIIKHI
IO OCTPOT'O PECIUPaTOPHOro AucTpecc-cuHapoma. [1o maH-
HBIM KOMITBIOTEPHOI TOMOTpachu OTMEYAIOTCST 3aTeMHE-
HMS 110 TUILY «MaTOBOIO CTEKJIa» U 30HbI KOHCOJIMIALIUM.
Bponxockornmueckast KapTUHA TTO3BOJISIET BBISIBUTh MHO-
KECTBEHHBIC ITYCTYJIbI C U3BSI3BICHUSIMU B TPAXeOOPOH-
XHAJIBHOM JIepeBe, a OPOHX0AIbBEOJISIPHBIN JTaBaXk XapakK-
TepusyeTcs IpeodiiagaHeM HeiTpoduos [92].

Jlpyrue Hanboee 3HaYUMble BHEKOXKHBIE ITPOSIBJICHNS
cuHgpoma CBuTa npencTaBieHbl B Ta0I. 2.

IMopaxenue a3 mpu NapaHeOILUIACTUIECKOMN U Jie-
KapCTBEHHO-MHAYLIMPOBAHHOM (popmax cuHapoma CButa
BCTpeYaeTCs pexke, 9YeM IIPH KIIacCUIECKoit ¢popme, Toraa
KakK ITopaXkeHHe CIU3UCTOM O0OJIOUKHU PTa B BUIAEC SI3B Y
MalMEeHTOB ¢ Kjiaccu4eckoil (hopMoii 3a00JieBaHus, Ha-
MpPOTUB, HAOIIOJAETCS Yallle, YeM Y OOJIbHBIX C ITapaHeo-
IractTudeckoit opmoii [3].

B ciygae acconunpoBanHoro ¢ 3HO cunapoma Ceura
Y HEOOJIBIIIOTO YKCIa TTAIIMEHTOB TP ITATOMOPdOIormyec-
KOM HCCJIeIOBaHUM OMONTATa KOXM BBISIBJIEHO 00pa3oBa-
HHe MHOUIbTpaTa, COCTOSIIETO He TOJIBKO U3 3PEJIBIX 0~
JIMMOP(HOSIIEPHBIX KJIETOK (XapaKTepHBIX IUISI CUHIpOMa
Caura), HO 1 U3 JIeHKeMUYECKIX OJIaCTOB (09aru JIeMKO03-
HOM MHOUIBTpALIMM KOXM) WUIM HE3PETbIX MUETIOMIHBIX
KJIETOK-IIpeAnIecTBeHHUKOB [93]. TouHsle maTou3noIo-
TUYECKUEe MEXaHU3MBbI, JIEXKAIKe B OCHOBE ITapaHeoIlIa-
cTrnyeckoi ¢opMbl cuHapoMa CBHUTA, 0 KOHLIA HESICHEI.
HemanoBaxHyo poib B pa3BUTUM JAHHOM ITaTOJOTUHU
WUTPAIOT TUIIEPIPOLYKIINS U AUCPETYIISIIINS ITPOBOCITAIH-
TEJbHBIX LIUTOKUHOB, Takux Kak I1L-1, 1L-3, IL-6, IL-8,
rPaHyJIOLMTAPHBINA KOJIOHUECTUMYIUPYIOMNIA (hakTop
(G-CSF) u rpanyonuTapHO-MaKpodaraIbHbIi KOJIOHUE-
ctumynupytommuit pakrop (GM-CSF) [12].
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Kpome Toro, yBennyeHue 3a0071€Ba€MOCTH CUHJIPO-
MoM CBuTa HabII0gaeTCs MOCIe MIPEAIIeCTBYIOIIETO IPH-
MEHEHMSI psia IIPOTHUBOOITYXO0JIEBBIX IIPEapaToB, BKIIIOYAsT
ITOJTHOCTBIO TPAHC-PETUHOEBYIO KUCIOTY (all-trans retinoic
acid, ATRA), mHru6urtops! nporeacoM (00pTe30Muod),
TUITOMETIJINPYIOIIME areHTHI (a3alIUTUANH, ICIIUTa0WH),
WHTUOUTOPHI TUPO3MHKUHA3EI (MMAaTUHMO) U JICHATIUIO-
mun [91, 94].

Cunapom CBUTa OOBIYHO XOPOIIIO MOIIACTCS JICYEHUIO
CHCTEMHBIMU KOPTUKOCTEPOUIAMM, HE3aBUCHMO OT CO-
nyrctBytoiiero 3HO, a mocneayioliee JedeHre HEOTUTa3uu
MNPUBOAUT K MOJHONM peMuccUU 3a0oseBaHuUs1. JleueHue
JMAHHOTO CMHIPOMA, BEI3BAHHOTO IIPUEMOM ITPOTHUBOOIIY-
XOJIEBBIX IIPETIapaToB, IPEATIoaracT OTMEHY WA BPeMEH-
HOE IpeKpalleHue IIprueMa JeKapCTBEHHOI'O CPEeaCTBa, HC-
ITOJTB30BaHUE CHCTEMHBIX KOPTUKOCTEPOUIOB C IIOBTOPHBIM
BBEIICHIEM TOT'0 K€ IIPOTHBOOITYXO0JIEBOTO TIperapara Wit €0
3aMeHbl. TeM He MeHee 0J00pPEHHBIX peKOMEHIALIUIA 110 Te-
parmu 3Toro 3aboyeBaHus, cBszanHoro ¢ 3HO, HeT.

3aknueHue

B Hacrosiiiee BpeMsi B CBSI3U C pOCTOM 3a00J1€Ba€MOCTHU
3HO u yBenuueHMeM UX JOJIU B OOILIEH CTPYKTYpe CMepT-
HocTH HaceneHns: PO akTyanpHOE 3HAYCHME MMEET PaHHSIS
JIMarHOCTHUKA OHKOJIOTMYECKHMX 3a00JIeBaHUIA, YeMY CII0CO0-
CTBYET pacItO3HaBaHKE MapaHEeOIIAaCTUIECKIX IePMATO30B,
MPEIIIECTBYIONINX OITYXOJIEBOMY ITPOIIECCY WJIU IPOTEKAI0-
X OMTHOBPEMEHHO ¢ HUM. KoXKHBIe IIpOsIBIICHMSI 3710Kade-
CTBEHHOI1 OITyXOJI1 MOTYT OBITh KpaiiHe pa3HOOOpPa3HBIMU,
ITO3TOMY KJIIMHUIIVCTHI IOJDKHBI 3HATh OCHOBHBIE, HANOOJIee
tunmyHblie [1/1, yTo661 BoBpeMs 3anono3puth 3HO u mipo-
BECTH TILIATEJIGHOE OOCIICIOBAaHME IMAIIEHTA C IIENIBIO ero
BBISIBJICHVSI ¥ HA3HAYEHUST IIPOTHBOOIIYXOJICBOTO JICYCHMSL.
B monrocpouHoii IepcreKTrBE 3T0 MOXKET Y/IyUIIUTh IIPOTHO3
1 TIOKA3aTeJI BBLKUBAeMOCTH OOJTbHBIX.

R EFERENTCTES

6. Powell E.C., O’Kane M. Management of pyoderma
gangrenosum. Dermatol Clin 2002;20(2):347—55.
DOI: 10.1016/s0733-8635(01)00029-8

7. Powell EC., Su W.P,, Perry H.O. Pyoderma gangrenosum:
classification and management. J Am Acad Dermatol
1996;34(3):395—409. DOI: 10.1016/s0190-9622(96)90428-4

8. Pereira N., Brites M.M., Goncalo M. et al. Pyoderma gangrenosum —
a review of 24 cases observed over 10 years. Int J Dermatol
2013;52(8):938—45. DOI: 10.1111/5.1365-4632.2011.05451

9. Tolkachjov S.N., Fahy A.S., Wetter D.A. et al. Postoperative
pyoderma gangrenosum (PG): the Mayo Clinic experience
of 20 years from 1994 through 2014. J Am Acad Dermatol
2015;73(4):615—22. DOI: 10.1016/j.jaad.2015.06.054

10. Allen C.P,, Hull J., Wilkinson N. et al. Paediatric pyoderma
gangrenosum with splenic and pulmonary. Pediatr Dermatol
2013;30(4):497—9. DOI: 10.1111/pde.12138

2024 | Tom16 | Ne1

47



48

11. Braswell S., Kostopoulos T., Ortega-Loayza A. Pathophysiology
of pyoderma gangrenosum (PG): an updated review. J Am Acad
Dermatol 2015;73(4):691—8. DOI: 10.1016/j.jaad.2015.06.021

12. Marzano A.V., Fanoni D., Antiga E. et al. Expression of cytokines,
chemokines and other effector molecules in two prototypic
autoinflammatory skin diseases, pyoderma gangrenosum
and Sweet’s syndrome. Clin Exp Immunol 2014;178(1):48—56.
DOI: 10.1111/cei.12394

13. Su W.P, Davis M.D., Weenig R.H. et al. Pyoderma gangrenosum: clini-
copathologic correlation and proposed diagnostic criteria. Int J Derma-
tol 2004;43(11):790—800. DOI: 10.1111/5.1365-4632.2004.02128.x

14. Weenig R.H., Davis M.D.P., Dahl P.R. et al. Skin ulcers
misdiagnosed as pyoderma gangrenosum. N Engl J Med
2002;347(18):1412—8. DOI: 10.1056/NEJMo0a013383

15. Gameiro A., Pereira N., Cardoso J. et al. Pyoderma gangrenosum:
challenges and solutions. Clin Cosmet Investig Dermatol 2015;8:
285-93. DOI: 10.2147/CCID.S61202

16. Weizman A., Huang B., Targan S. et al. Pyoderma gangrenosum among
patients with inflammatory bowel disease: a descriptive cohort study.

J Cutan Med Surg 2015;19:125-31.

17. Clark L.G., Tolkachjov S.N., Bridges A.G. et al. Pyostomatitis vegetans
(PSV)-pyodermatitis vegetans (PDV): a clinicopathologic study of 7 cases
at a tertiary referral center. ] Am Acad Dermatol 2016;75(3):578—84.
DOI: 10.1016/j.jaad.2016.03.047

18. Schoch J.J., Tolkachjov S.N., Cappel J.A. et al. Pediatric pyoderma
gangrenosum: a retrospective review of clinical features, etiologic
associations, and treatment. Pediatr Dermatol 2017;34(1):39—45.

DOI: 10.1111/pde.12990

19. Madkaikar M., Italia K., Gupta M. et al. Leukocyte adhesion deficiency-I
with a novel intronic mutation presenting with pyoderma gangreno-
sum-like lesions. J Clin Immunol 2015;35(4):431—4.

DOI: 10.1007/s10875-015-0155-3

20. Kechichian E., Haber R., Mourad N. et al. Pediatric pyoderma gangreno-
sum: a systematic review and update. Int J Dermatol 2017;56(5):486—95.
DOI: 10.1111/ijd.13584

. Landis E.T., Taheri A., Jorizzo J.L. Gulliver’s sign: a recognizable
transition from inflammatory to healing stages of pyoderma
gangrenosum. J Dermatolog Treat 2015;26(2):171-2.
DOI: 10.3109/09546634.2014.883061

22. Rajan N., Das S., Taylor A. et al. Idiopathic infantile pyoderma
gangrenosum with stridor responsive to infliximab. Pediatr Dermatol
2009;26(1):65—9. DOI: 10.1111/j.1525-1470.2008.00825.x

23. Deregnaucourt D., Buche S., Coopman S. et al. Pyoderma gangreno-
sum with lung involvement treated with infliximab. Ann Dermatol
Venereol 2013;140(5):363—6. DOI: 10.1016/j.annder.2013.01.428

24, Miller J., Yentzer B.A., Clark A. et al. Pyoderma gangrenosum: a review
and update on new therapies. J Am Acad Dermatol 2010;62(4):646—54.
DOI: 10.1016/j.jaad.2009.05.030

25. Mendez E.P, Liptonn R., Ramsey-Goldman R. et al. US Incidence
of juvenile dermatomyositis, 1995—1998: results from the National
Institute of Arthritis and Musculoskeletal and Skin Diseases registry.
Arthritis Rheum 2003;49(3):300—5. DOI: 10.1002/art.11122

26. Rider L.G., Nistala K. The juvenile idiopathic inflammatory myopathies:
pathogenesis, clinical and autoantibody phenotypes, and outcomes.

J Intern Med 2016;280(1):24—38. DOI: 10.1111/joim.12444

27. Morris P, Dare J. Juvenile dermatomyositis as a paraneoplastic
phenomenon: an update. J Pediatr Hematol Onco 2010;32(3):189-91.
DOI: 10.1097/MPH.0b013e3181b29a2

28. Reed A.M., Pachman L., Ober C. Molecular genetic studies of major
histocompatibility complex genes in children with juvenile dermato-
myositis: increased risk associated with HLA-DQAL1 *0501. Hum
Immunol 1991;32(4):235—40. DOI: 10.1016/0198-8859(91)90085-n

29. Mamyrova G., Rider LG., Ehrlich A. et al. Environmental factors
associated with disease flare in juvenile and adult dermatomyositis.
Rheumatology (Oxford) 2017;56(8):1342—7.

DOI: 10.1093/rheumatology/kex162

30. Bowles N.E., Dubowitz V., Sewry C.A., Archard L.C. Dermatomyositis,
polymyositis, and Coxsackie-B-virus infection. Lancet
1987;1(8540):1004—7. DOI: 10.1016/50140-6736(87)92271-9

2

—

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXoan KoXu

OB30OPHBIE CTATHBUM |

31. Kwa M.C,, Silverberg J.1., Ardalan K. Inpatient burden of juvenile
dermatomyositis among children in the United States. Pediatr
Rheumatol Online J 2018;16(1):70. DOI: 10.1186/s12969-018-0286-1

32. Wienke J., Deakin C.T., Wedderburn L.R. et al. Systemic and tissue
inflammation in juvenile dermatomyositis: from pathogenesis
to the quest for monitoring tools. Front Immunol 2018;9:2951.

DOI: 10.3389/fimmu.2018.02951.

33. Papadopoulou C., McCann L.J. The vasculopathy of juvenile dermato-
myositis. Front Pediatr 2018;6:284. DOI: 10.3389/fped.2018.00284

34. Bohan A., Peter J.B. Polymyositis and dermatomyositis
(first of two parts). N Engl J Med 1975;292(7):344—7.

DOI: 10.1056/NEIM197502132920706

35. Ponyi A., Constantin T., Garami M. et al. Cancer-associated myositis:
clinical features and prognostic signs. Ann NY Acad Sci 2005;1051:64—71.
DOI: 10.1196/annals.1361.047

36. Buchbinder R., Forbes A., Hall S. et al. Incidence of malignant disease
in biopsy-proven inflammatory myopathy. Ann Intern Med 2001;134(12):
1087—95. DOI: 10.7326/0003-4819-134-12-200106190-00008

37.Chen Y.J., Wu C.Y., Shen J.L. Predicting factors of malignancy in der-
matomyositis and polymyositis: a case-control study. Br J Dermatol
2001;144(4):825—31. DOI: 10.1046/5.1365-2133.2001.04140.x

38. Buchbinder R., Hill C.L. Malignancy in patients with inflammatory
myopathy. Curr Rheumatol Rep 2002;4(5):415-26.

DOI: 10.1007/s11926-002-0087-9

39. Bernard P., Bonnetblanc J.M. Dermatomyositis and malignancy. J Invest
Dermatol 1993;100(1):128—32. DOI: 10.1111/1523-1747.ep12356956

40. Cleary M.L., Nalesnik M.A., Shearer W.T. et al. Clonal analysis of trans-

plant-associated lymphoproliferations based on the structure of the geno-
mic termini of the Epstein—Barr virus. Blood 1988;72(1):349—52.

. Kamel O.W,, van de Rijn M., LeBrun D.P. et al. Lymphoid neoplasms

in patients with rheumatoid arthritis and dermatomyositis: frequency
of Epstein—Barr virus and other features associated with immuno-
suppression. Hum Pathol 1994;25(7):638—43.

DOI: 10.1016/0046-8177(94)90295-x

42. Naschitz J.E. Rheumatic syndromes: clues to occult neoplasis. Curr Opin
Rheumatol 2001;13(1):62—6. DOI: 10.1097/00002281-200101000-00010

43. Stockton D., Doherty V.R., Brewster D.H. Risk of cancer in patients
with dermatomyositis or polymyositis, and followup implications:

a Scottish population-based cohort study. Br J Cancer 2001;85(1):41-5.
DOI: 10.1054/bjoc.2001.1699

44. Young G., Toretsky J.A., Campbell A.B. et al. Recognition of common
childhood malignancies. Am Fam Physician 2000;61(7):2144—54.

45. Swafford C., Roach E.S. Juvenile dermatomyositis and the
inflammatory myopathies. Semin Neurol 202040(3):342—S8.

DOI: 10.1055/5-0040-1705120

46. Anhalt G.J., Kim S.C., Stanley J.R. et al. Paraneoplastic pemphigus.
An autoimmune mucocutaneous disease associated with neoplasia.

N EngJ Med 1990;323(25):1729-35.
DOI: 10.1056/NEIM199012203232503

47. Nguyen V.T., Ndoye A., Bassler K.D. et al. Classification, clinical mani-
festations, and immunopathological mechanisms of the epithelial variant
of paraneoplastic autoimmune multiorgan syndrome: a reappraisal
of paraneoplastic pemphigus. Arch Dermatol 2001;137(2):193—206.

48. Solimani E, Maglie R., Pollmann R. et al. Thymoma-associated para-
neoplastic autoimmune multiorgan syndrome-from pemphigus to liche-
noid dermatitis. Front Immunol 2019;10:1413.

DOI: 10.3389/fimmu.2019.01413
49. Kim J.H., Kim S.C. Paraneoplastic pemphigus: paraneoplastic auto-
immune disease of the skin and mucosa. Front Immunol 2019;10:1259.
DOI: 10.3389/fimmu.2019.01259
50. Mimouni D., Anhalt G.J., Lazarova Z. et al. Paraneoplastic pemphigus
in children and adolescents. Br J Dermatol 2002;147(4):725—32.
DOI: 10.1046/5.1365-2133.2002.04992.x

. Paolino G., Didona D., Magliulo G. et al. Paraneoplastic pemphigus:
insight into the autoimmune pathogenesis, clinical features and
therapy. Int J Mol Sci 2017;18(12):2532. DOI: 10.3390/ijms 18122532

52. Lambert J., Bracke S., van Roy F et al. Serum plakophilin-3 autoreac-
tivity in paraneoplastic pemphigus. BrJ Dermatol 2010;163(2):630—2.
DOI: 10.1111/5.1365-2133.2010.09845.x

4

juay

5

—

2024 | Tom16 | Ne1


https://doi.org/10.1093%2Frheumatology%2Fkex162
https://doi.org/10.3389%2Ffped.2018.00284
https://doi.org/10.3389%2Ffimmu.2019.01259
https://doi.org/10.3390%2Fijms18122532

53. Zimmermann J., Bahmer E, Rose C. et al. Clinical and immuno-
pathological spectrum of paraneoplastic pemphigus. J Dtsch Dermatol
Ges 2010;8(8):598—606. DOI: 10.1111/j.1610-0387.2010.07380.x

54. Numata S., Teye K., Tsuruta D. et al. Anti-alpha-2-macroglobulin-
like-1 autoantibodies are detected frequently and may be pathogenic
in paraneoplastic pemphigus. J Investig Dermatol 2013;133(7):1785—93.
DOI: 10.1038/5id.2013.65

55. Reich K., Brinck U., Letschert M. et al. Graft-versus-host disease-like
immunophenotype and apoptotic keratinocyte death in paraneoplastic
pemphigus. BrJ Dermatol 1999;141(4):739—46.

DOI: 10.1046/5.1365-2133.1999.03123 x

56. Cummins D.L., Mimouni D., Tzu J. et al. Lichenoid paraneoplastic
pemphigus in the absence of detectable antibodies. J Am Acad Dermatol
2007;56(1)153—9. DOI: 10.1016/j.jaad.2006.06.007

57. Wang D., Chong V.C., Chong W.S., Oon H.H. A review on pityriasis
rubra pilaris. Am J Clin Dermatol 2018;19(3):377—90.

DOI: 10.1007/s40257-017-0338-1
58. Griffiths W.A. Pityriasis rubra pilaris. Clin Exp Dermatol 1980;5:105—12.
59. Auffret N., Quint L., Domart P. et al. Pityriasis rubra pilaris in a patient
with human immunodeficiency virus infection. J Am Acad Dermatol
1992;27(2 Pt. 1):260—1. DOI: 10.1016/s0190-9622(08)80734-7
60. Lamberg O., Cao S., Sabater-Geib S. et al. A case of recurrent and
paraneoplastic pityriasis rubra pilaris. JAAD Case Rep 2021;12:74—6.
DOI: 10.1016/5.jdcr.2021.04.025

. Richey PM., Fairley J.A., Stone M.S. Transformation from pityriasis
rubra pilaris to erythema gyratum repens-like eruption without asso-
ciated malignancy: a report of 2 cases. JAAD Case Rep 2018;4(9):944—6.
DOI: 10.1016/5.jdcr.2018.07.009

62. Hsu Y.S., Lien G.S., Lai H.H. et al. Acrokeratosis parancoplastica
(Bazex syndrome) with adenocarcinoma of the colon: report of a case
and review of the literature. J Gastroenterol 2000;35(6):460—4.

DOI: 10.1007/5005350070092

63. Akyani M., Mansouri P., Taheri A., Asadi Kani Z. Paraneoplastic
acrokeratosis (Bazex syndrome) associated with breast cancer. Klin Exp
Dermatol 2004;29:429—30. DOI: 10.1111/5.1365-2230.2004.01540.x

64. Wu S.L., Bai J.G., Xu J. et al. Necrolytic migrating erythema as the first
manifestation of a neuroendocrine tumor of the pancreas. World J Surg
Oncol 2014;12:220. DOI: 10.1186/1477-7819-12-220

65. Tierney E.P., Badger J. Etiology and pathogenesis of necrolytic
migrating erythema: literature review. MedGenMed 2004;6(3):4.

66. Al-Fauri A., Ajarma K., Algazawi S. et al. Glucagonoma and glucagono-
ma syndrome: a disease report with an overview of recent advances
in management. Case Rep Surg 2016;2016:1484089.

DOI: 10.1155/2016/1484089

67. Teixeira R.S., Niko M.M., Gideti A.S. Necrolytic migrating erythema
associated with glucagonoma: a report on 2 cases. Clinics (Sao Paulo)
2008;63(2):267—70. DOI: 10.1590/s1807-59322008000200016

68. Asri H., Suali M. Leser-trélat sign: think about lung adenocarcinoma.
Pan Afr Med J 2018;30:270. DOI: 10.11604/pam;.2018.30.270.16337

69. West L., Carlson M., Wallis L., Goff H.V. A sign of Leser-Trelat
and malignant black acanthosis associated with carcinoma of the fallo-
pian tubes. Obstetrics Gynecol 2018;132(5):1116-9.

DOI: 10.1097/A0G.0000000000002920

70. Pipkin V.A., Lio PA. Skin manifestations of malignant neoplasms
of internal organs: review. Dermatol Wedge 2008;26(1):1—15.
DOI: 10.1016/j.det.2007.08.002

71. Kimayi-Asadi A., Kotcher L.B., Jih M.H. Molecular foundations
of hereditary palmar-plantar keratodermy. ] Am Acad Dermatol
2002;47(3):327—43. DOI: 10.1067/mjd.2002.124814

72. Chamcheu J.C., Siddiqui I.A., Syed D.N. et al. Keratin gene mutations
in human skin diseases and its appendages. Arch Biochim Biophysis
2011;508(2):123—37. DOI: 10.1016/j.abb.2010.12.019

73. Avshalumova L., Fabrikant J., Koriakos A. Review of skin diseases
associated with mutations of the connexin gene. Int J Dermatol 2014;
53(2):192—205. DOI: 10.1111/ijd.12062

6

—

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXonn KoXu

OB30OPHBIE CTATHUM |

74. Gedike M.M., Traupe H., Fischer B. et al. On the characteristics
of palmar-plantar keratodermia caused by mutation with enhanced
loricrin function: family analysis and literature review. BrJ Dermatol
2006;154(1):167—71. DOI: 10.1111/j.1365-2133.2005.06995.x

75. Lai-Cheong J.E., Sethuraman G., Ramam M. et al. Recurrent
heterozygous missense mutation. p.Gly573Ser in the TRPV3 gene
in an Indian boy with sporadic Olmsted syndrome. Br J Dermatol
2012;167(2):440—2. DOI: 10.1111/5.1365-2133.2012.11115.x

76. Badri T., Hafsi W. Pityriasis rotunda. Available at:
https://www.ncbi.nlm.nih.gov/books/NBK459240

77. Al-Refu K., Al-Tarawneh A., Odeibat H. Pityriasis rotunda. A clinical
study in Jordan: experience of 10 years. Int J Dermatol 2018;57(7):759—62.
DOI: 10.1111/ijd.13994

78. Friedmann A.C., Ameen M., Swale V.J. Familial pityriasis rotunda
in black-skinned patients; a first report. Brit J Dermatol
2021;156(6):1365—7. DOI: 10.1111/j.1365-2133.2007.07874.x

79. Fuller L.C., Higgins E.M. Racial influences on skin disease. In: Rook’s
textbook of dermatology. Ed. by Griffiths C.E.M., Barker J., Bleiker T.O.
etal. 9" edn. 2017.

80. Wick M.R., Patterson J. Cutaneous paraneoplastic syndromes. Semin

Diagn Pathol 2019;36(4):211—-28. DOI: 10.1053/j.semdp.2019.01.001
. Bonito E, Costin A., Cunha H., Bartolo E. Pityriasis rotunda. Australas
J Dermatol 2020;61(3):275—6. DOI: 10.1111/ajd.13261

82. Suzuki Y., Aoshima M., Fujiyama T. et al. Pityriasis rotunda associated
with acute myeloid leukemia. J Dermatol 2018;45(1):105—6.
DOI: 10.1111/1346-8138.13802

83. Riley C.A., Badri T., Hafsi W. Pityriasis Rotunda. Treasure Island (FL):
StatPearls Publishing, 2022.

84. Kocapesa 1.H., [llabanmuH A.P., Enumesa H.H. Cunapom Csuta.
KnuHuueckast nepmaronorus v BeHeposorus 2014;12(4):18—21.
Kosareva I.N., Shabalin A.R., Episheva N.N. Sweet’s syndrome.
Klinicheskaya Dermatologiya i Venerologiya = Clinical Dermatology
and Venereology 2014;12(4):18—21. (In Russ.).

85. Halpern J., Salim A. Pediatric Sweet syndrome: case report and literature
review. Pediatr Dermatol 2009;26:452—7.

86. Garcia-Romero M.T., Ho N. Pediatric Sweet syndrome. A retrospective
study. Int J Dermatol 2015;54(5):518—22. DOI: 10.1111/ijd.12372

87. Cunha D.G., Campos-do-Carmo G., Marujo J.M., Verardino G.C.
Paraneoplastic Sweet’s syndrome. An Bras Dermatol 2018;93(4):576—8.
DOI: 10.1590/abd 1806-4841.20187353

88. Gille J. Sweet’s syndrome as initial presentation of diffuse large B-cell
lymphoma. J Am Acad Dermatol 2002;46(2):11-3.

DOI: 10.1067/mjd.2002.104970
89. Morgan K.W,, Callen J.P.,, Kentucky L. Sweet’s syndrome in acute
myelogenous leukemia presenting as periorbital cellulitis with an
infiltrate of leukemic cells. J Am Acad Dermatol 2001;45(4):590-5.
DOI: 10.1067/mjd.2001.119032
90. Bamelis M., Boyden B., Sente E et al: Sweet’s syndrome and acute
myelogenous leukemia in a patient who presented with a sudden massive
swelling of the tongue. Dermatology 1995;190(4):335—7.
DOI: 10.1159/000246736

. Garcia-Rio 1., Pérez-Gala S., Aragiiés M. et al. Sweet’s syndrome
on the area of postmastectomy lymphoedema. J Eur Acad Dermatol
Venereol 2006;20(4):401—-5. DOI: 10.1111/j.1468-3083.2006.01460.x

92. Shugarman I.L., Schmit J.M., Sbicca J.A. et al. Easily missed
extracutaenous manifestation of malignancy associated Sweet’s
syndrome: systemic inflammatory response syndrome. J Clin Oncol
2011;29(24):702—5. DOI: 10.1200/1C0.2011.35.3540

93. Paydas S., Sahin B., Zorludemir S. Sweet’s syndrome accompanying
leukaemia: seven cases and review of the literature. Leuk Res
2000;24(1):83—6. DOI: 10.1016/s0145-2126(99)00140-x

94. Arun B., Berberian B., Azumi N. et al. Sweet’s syndrome during
treatment with all-trans retinoic acid in a patient with acute
promyelocytic leukemia. Leuk Lymphoma 1998;31:613—5.

DOI: 10.3109/10428199809057622

—

8

9

—_

2024 | Tom16 | Ne1

49


https://doi.org/10.1016%2Fj.jdcr.2018.07.009
https://doi.org/10.1155%2F2016%2F1484089
https://doi.org/10.1590%2Fs1807-59322008000200016
https://doi.org/10.1111/j.1365-2133.2012.11115.x
https://www.ncbi.nlm.nih.gov/books/NBK459240
https://www.amazon.com/s/ref=dp_byline_sr_book_1?ie=UTF8&field-author=Christopher+E.+M.+Griffiths&text=Christopher+E.+M.+Griffiths&sort=relevancerank&search-alias=books
https://www.amazon.com/s/ref=dp_byline_sr_book_2?ie=UTF8&field-author=Jonathan+Barker&text=Jonathan+Barker&sort=relevancerank&search-alias=books
https://www.amazon.com/s/ref=dp_byline_sr_book_3?ie=UTF8&field-author=Tanya+O.+Bleiker&text=Tanya+O.+Bleiker&sort=relevancerank&search-alias=books

50

Bkuag aBropos

OB30OPHBIE CTATHUM |

T.T. Banues, T.C. bensiena, [I.U. Copponos, 10.E. Paoyxuna, M.!. Casenbea, I1.A. 3eiitHanoBa: 0030p JUTEpATyphl 110 TEME CTaTbU, aHAJIU3

JAaHHBIX, HAITMCAHUE TCKCTA CTaTb!, PEAAKTUPOBAHUE,

H.H. MypaHJKI/IH, P.A. BaHOB: 0630p JIMTEPATYPHI IO TEME CTaTb!, aHAJIN3 JaHHBIX, HAITMCAHUE TCKCTA CTaTbU, PCAAKTUPOBAHUEC, IIPEOIOCTABJICHUEC
PpE3YyabTaTOB COOCTBEHHBIX KITMHUYECKUX Haﬁfl]O[[eHHﬁ, WUTIOCTPUPYIOUIUX OIMMUCAHHBIC B CTATHE ITATOJIOTUYECKUE COCTOAHMA.

Authors’ contribution

T.T. Valiev, T.S. Belysheva, D.I. Sofronov, Yu.E. Ryabukhina, M.I. Savelyeva, P.A. Zeynalova: literature review on the subject of the article, data analysis,

scientific conception formation, article text writing, editing;

N.N. Murashkin, R.I. Ivanov: literature review on the subject of the article, data analysis, article writing, editing, presenting a results of own clinical

cases for pathological condition illustration.

ORCID aBtopos / ORCID of authors

H.H. Mypamkus / N.N. Murashkin: https://orcid.org/0000-0003-2252-8570
T.T. Banmes / T.T. Valiev: https://orcid.org/0000-0002-1469-2365

T.C. benpriea / T.S. Belysheva: https://orcid.org/0000-0001-5911-553X
P.A. UBanos / R.A. Ivanov: https://orcid.org/0000-0002-0081-098 1

JI.W. Codponos / D.I. Sofronov: https://orcid.org/0000-0001-9557-3685
T0.E. Pa6yxuna / Yu.E. Ryabukhina: https://orcid.org/0000-0001-8443-8816
M.U. CagenbeBa M.I. Savelyeva: https://orcid.org/0000-0002-2373-2250
II.A. 3eitHanoBa / PA. Zeynalova: https://orcid.org/0000-0003-1564-424X

KondmkT unTEpecoB. ABTOPHI 3asBJISIOT 00 OTCYTCTBUU KOH(IUKTA UHTEPECOB.

Conflict of interest. The authors declare no conflict of interest.

®unancuposanue. PaboTa BHITIOTHEHA 6€3 CITOHCOPCKOM MOIIEPXKKH.
Funding. The work was performed without external funding.

Cratps nocrymuia: 14.11.2023. IlpunsTa K myommkamum: 17.12.2023.
Article submitted: 14.11.2023. Accepted for publication: 17.12.2023.

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

2024

Tom 16 Volume 16 | Ne1 Issuel





