158 Net,2019 OB30P NUTEPATYPHI

https://doi.org/10.25208/0042-4609-2019-95-1-15-20

YOKOPHEAIBHBIN ITyCTyJ1e3 CHEIOHA — YUJIKUHCOHA:
O630p COBPEMEHHOM JIMTEPATYPHI

OpoxpuHa M. B.", Kowkun C. B.

KNpOBCKIIA rOCYAAPCTBEHHbIN MEOUUUHCKUA YHUBEPCUTET MUHMCTEPCTBA 3apaBo0XpaHenns Poccuiickoin Meaepauni
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B cTatbe onncaHbl COBPEMEHHbIE AaHHbIe O B3aMMOCBA3M PEAKOro AepmMarosa, CyOKkopHeanbHOro
nyctynesda CHegaoHa — YUNKMHCOHA, C pasnuyHbiMy 3a00neBaHnaMm BHYTPEHHWX OPraHosB,

06 0COBEHHOCTAX MMMYHONMOMMYECKNX U3MEHEHWI, PONN AECMOKOMMMHA-1, XeMOaTTPaKTaHTOB,
NHTepnenknHa-18, HTepnerkmHa-6, HTepnenknHa-8, nHrepnerikuHa-10, nekotpueHa B4, dakTopa
Hekpo3a onyxonu-anba 1 dpakumn Ksa komnnemeHTa B natoreHese 3abonesaHuns. OnmcaHsi
0COBEHHOCTU KIMMHNYECKOW KapTWHbl 3a60NeBaHNg, KpUTEPUN OMArHOCTUKM, BKNOYAs NPUMEHEHNE
3nekTpodopesa CbIBOPOTOYHOro NpoTenHa. NoapobHO 06CYKAEHLI TMCTONOIMHYECKNE OCOBEHHOCTH
3abonesaHns. [NpencTaBneHbl COBPEMEHHbIE METOOMKN NEYEHNA AAHHOrO 3ab0neBaHns, BKYas
NpPUMEHEeHMEe fancoHa, aumMtpetuHa, nHdnukcumaba, MNYBA-Tepanuu.

Knto4eBble CrnoBa: cy6kopHeanbHbIi nycTynes, IgA-MOHOKNOHamNbHaA raMManaTus, AeCMOKOMNMMH-1, XeMoaTTpaKTaHTbl,
WHTepneikuH-1B, UHTepNenkuH-6, MHTepneiknH-8, nHtepneikuH-10, neiikoTpueH B4, dakTop Hekposa onyxonu, anekTpocdopes
CbIBOPOTO4HOIO MPOTEeUHa, AanCoH

KOHQOMUKT MHTEPECOB: aBTopbl 3a9BMs0T 06 OTCYTCTBUN NMOTEHUMANbHOr0 KOHQMMKTa MHTEPecoB, TpedytoLLero
pPacKpbITVs B JaHHOM cTaTbe.
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neddon — Wilkinson disease: Review of the modern
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The article provides a current overview of the correlation between a rare dermatosis — subcorneal pustu-
losis (Sneddon — Wilkinson disease) — and various diseases of internal organs; features of immunologi-
cal changes; the role of desmocollin 1, chemoatractants, interleukin-18, interleukin-6, interleukin-8, inter-
leukin-10, leukotriene B4, tumour necrosis factor-alpha and K5a complement fraction in the pathogenesis
of the disease. In this work, the authors describe the features of the clinical picture of the disease, as

well as diagnostic criteria, including the use of serum protein electrophoresis. Histological features of the
disease are discussed in detail. In addition, modern methods for treating this disease, including the use of
dapsone, acitretin, infliximab, PUVA therapy are presented.
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[l Cy6xopHeanbHbiin nycTynea CHepgaoHa — YWNKMHCOHA
(CIN) — pepkoe XpOHMYECKOE peumamBUpyloLLiEe BE3UKY-
no-nycTynesHoe 3abonesaHne, xapakrepuayoLLieecs nosie-
NIEHNEM MHOXECTBEHHbIX BHYTpuUanuaepmarsbHbIX MycTyn,
cogepxawmx HenTpocpunbl. Bnepeble onucaH Sneddon
n Wilkinson B 1956 rogy [1, 2]. 3a6oneBaHuve 4alle BCTpe-
YyaeTcs y nofen cpefHero Bo3pacta M MOXMUIbIX XXEeHLLMH,
HO B nUTepaType onucaHbl N Ka3yncTuyeckune cry4am Bos-
HWKHOBEHMA AaHHOW natonorun y geten [3]. Kak npasuno,
KNMUHWKa 3abonesaHus npefcraBfieHa BANbIMU MNycTyna-
MU UNKU CrPYNNMPOBaHHbLIMU BE3MKYNaMu, nopaxaroLmmm
nNpeuMMyLLIeCTBEHHO crnbaTenbHble NOBEPXHOCTU. B pegkux
cfny4asx B Natosiormyeckuin Nnpouecc BOBMEKalTCs NnuUo,
nafioHn 1 nogoLBsl [4].

B HacToswee Bpems cuutaetcs, yto CIl aensetcs
OfHUM 13 ABYX NOATWUMOB IgA ny3bipyaTky, 4TO NOATBEp-
XOaeTcs BbIBASEMbIMUA MEXKNETOYHbIMA OTIIOXKEHNAMU
nmmyHorno6ynuHa A (IgA) npoTvB rMMKonpoTenHa Aecmo-
konnuHa-1 (pa3HOBMOHOCTb JECMOCOMAanbHOro Kagreopu-
Ha) B BEPXHMX CMOAX INMAEPMMUCA, YTO MOXHO BbISIBUTb
npu npamon PUD, a Takxe LMPKYNUpyOLLMX B Kposu IgA
npw HenpsMon nMMyHodnropecLeHumu [5]. B HacTosLwee
BpeMs NPUHATO HasblBaTb ACMOKONMMH-1 LenesbiM ayTo-
aHTUreHoMm cybkopHeanbHoro nyctynesa. CsasbiBaHWe aH-
TnTen IgA ¢ Fc-peuentopom CD89 Ha NOBEPXHOCTU KIETOK
BbI3bIBAET MACCUBHYIO BOCNANUTENbHYIO peakuuo, NpuBeo-
OALLYI0O K HENTPOUILHON WHUNBTPaUMM anuvpgepmuca,
KOTOpas KIMMHWYECKU NposiBnseTca B Buae ny3bipen 1 06-
pasoBaHusa nycTyn. XoTa MyLleHn aHtuten IgA 6binm ngeH-
TUOMLMPOBAHbI, TOYHbIM NOLLArOBbIN MEXaHU3M, feXaLLlnii
B OCHOBE MOSy4atoLLEeNCs KIIMHWYECKON KapTUHbI Ny3bIp-
yatku IgA, HeoCcTaTo4YHO U3BECTEH U TpebyeT pJanbHewn-
Lero nayyeHusi. HakonnexHme HeMTpPoUIOB Nog PoroBbIM
CfoemM CBMOETENbCTBYET O HaNM4uMu XemMoaTTpakTaHToB
B BEPXHEM anuaepmMuce, HO cybCcTaHUus Ons CTUMYNu-
poBaHWA MPUBMNEYEHNs OaHHbIX XemMOoaTTPaKTaHTOB Moka
He naeHTuduumposaHa. MNMoBbILLEHHOE codepXaHne ypoB-
Hel WHTepnerkuHa-1B, WHTepnenkuHa-6, WHTepnenkn-
Ha-8, nHTepnerkmHa-10, nerikotpmeHa B4 n dpakumm Ksa
KOMMSIEMeHTa 6bINn BbISIBMEHbl Y NauMeHToOB C Cy6Kop-
HearnbHbIM NYCTYNe30M B CPaBHEHUU C FPYMMon KOHTPOss,
HO BbINOSMHSAIOT NN OHU (PYHKLMN XeMoaTTpaKTaHToB, rnoka
JoKasaTb He yaanochk. YCTaHOBIEHO, YTO B CbIBOPOTKE KPO-
BU W My3bIPHOM XMAKOCTM nauneHTtoB ¢ CI1 3HaunTensHo
nosbieH ypoBeHb PHO-a [5, 6]. Tem He MeHee NpuMeHe-
HWe B TepaneBTU4eckmx uensx 6nokatopos ®HO He no-
ka3ano 100 % 3dhheKTUBHOCTb Yy BCEX BOMbHbIX C CyHKOp-
HearnbHbIM NYCTYNe3oM, XOTA eCTb U BecbMa YyCneLlluHble
COO6LLEHNS O MPUMEHEHUN STUX NpenapaTos Y NaLneHToB
cChnf7, 8.

MwmetoTtcs onucanusa CIT B accoumauum ¢ Tak HasblBa-
eMbiMK IgA MOHOKIOHasnbHbIMU rammanaTnamm [9], MHo-
XecTBeHHon muenomoi [10] M ayTouMMyHHbIMU 3aboneBsa-
HUAMK, TaKUMU KakK peBMaTouaHbli apTpuT [11]un 60neaHb
Kpona [12].

Mo MHEeHWI0 HeKOTOpbIX aBTOPOB, CyOGKOpHearsb-
HbIA NyCTyne3 MoXeT ObITb KnaccuuuMpoBaH Kak OfuH
M3 HEUTPOMUNBHLIX AEepMaTO30B BMECTE C FaHrpeHO3HON
nuogepmuei, cuHgpomom CBUTa U CTOMKOW BO3BbILIA-
towlerica aputemonn Kpokepa — Bunbsimca [3], B TO Bpe-
Ms Kak gpyrve npuuncnsioT CI K rpynne rHOMHUYKOBBIX
HEUTPOMUIIbHLIX — ayToBOCNaNUTENbHbLIX — 3abofnesaHui,
TakuMx Kak nycTynesHbii ncopuas [14]. DT 3abonesa-
HUS  ABMAKOTCA  O6LLENPU3HAHHO  accouMMPOBaHHbLIMU
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C cybKopHeanbHbIM MyCTyne3oM (OHM MOryT pas3BuBaTbCA
Kak 0o, Tak M rnocne BbicTaBfieHHOro gnarHo3a CI1). Kpo-
Me TOro, B nocnegHee BpeMs 6bINv BbIIBIEHbI accoumanmm
Cl v c gpyrumu pgepmaro3amu, XapakTepusyloLwmummcs
VMHPUNETPaUMENn KOXK HerTpodunamm, TakuMu Kak raH-
rpeHosHas nmopgepmmsa u cuHgpom SAPHO (cuHoBWT, akHe,
raHrpeHo3Has nuogepmus, octemnT) [15]. EcTb coobLyeHus
o B3aumocsasmn CI1 ¢ annactuyeckon aHemmei [16], Muko-
nnasmeHHo NHeBMoHMeRn [17], LMCTO3HLIMU MOpPaXKeHUs-
MU MEeYEeHN MpU HEeKOTopbIX refibMuHTO3ax [18], rmnepTu-
peosom [19] n Tumomon [20].

Y nauneHToB € cy6KopHearnbHbIM NyCTYNe30M AOMKEH
6bITb TLLATENbHO cobpaH CeMelHbI aHamHe3 ncopmasa,
Tak Kak gndcpeperumposatb CI1 OT nycTyne3Horo ncopuma-
3a nHorpga 6bIBaeT Ype3BblHanHO TPYLAHO.

MHorouncneHHble nonbITKM [OokasaTb B3auMOCBSA3b
Cy6KOpHeanbHOro nycTynesa U Kakux-Nnmbéo WMHEEKLMOH-
HbIX areHTOB UM UMMYHHbIX TPUITepOB He Aanu pesynesra-
ToB. CogepXvMMoe TFHOMHWYKOB CHMUTAETCH CTEPWUSIbHBIM,
XOT$Sl Ka3yMCTUYECKN MOXET ObITb BTOPUYHO MHPMLMpOBaA-
HO 30M10TUCTbLIM CTaUIOKOKKOM WM HEKOTOPbLIMW BUAA-
MU CTPENTOKOKKOB. B 0gHOM U3 nccnenosaHuin B copep-
XMMOM nycTyn 6bina BbiceaHa Micoplasma pneumonie,
HO, NO AaHHbIM 3TOrO Xe UCCNefoBaHns, NauneHT nony4an
3-Mecs4HOoe neyeHne [ancoHoM 1 peumausa 3abonesaHuns
3aperncTpmpoBaHo He 6bI10, HECMOTPS Ha OTCYTCTBUE aH-
TUbnoTMKoTepanum [17].

['oBOpPSA 0 KNMHUKE CyOKOpHeansHoro nycTynesa, Heo6-
XOAUMO OTMETUTb, YTO BE3UKYNO-MYyCTyne3Has Cbinb UMeeT
peuManBrpYIOLLMIA XapakTep C BOBMEYEHNEM B NaTosoru-
YeCKW npoLecc TynosuLLia U NPpoKCMMarbHbIX OTAENOB KO-
HeyHocTen (puc. 1-3).

Puc. 1. 06 BUA NaLeHTa ¢ CyOKOPHeanbHbIM NyCTy1e30M
Fig. 1. General view of a patient with subcorneal pustular dermatosis
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Puc. 2. BosneyeHue B naronoruyeckuil npoLecc TynosiLLa 1 NPOKCUMATbHbIX
OT/IE/10B KOHEYHOCTEN

Fig. 2. Involvement of the trunk and proximal extremities into the pathological
process

Puc. 4. Bsinble NOBEPXHOCTHBIE NYCTYAbI, CKMOHHbIE K CAUSHUIO
Fig. 4. Flaccid surface pustules having a tendency to merge

KnuHuyeckne nposiBNeHUss MpeacTtaBfieHbl BANbIMU
nycTynamu, pacnofioXeHHbIMA MOBEPXHOCTHO, BENNYU-
HOM 2-5 MUNNUMETPOB B guamMeTpe, Ha HEN3MEHEHHOM
WINN 3pUTEMATO3HON Koxe (puc. 4).

BHOBb nosiBnsOLLMECH NYCTYNE3HbIE BbICbINAHNA UMe-
10T TEHOEHUMIO K CIIUAHUIO M 4acTO 06pa3yloT KOMbLEBbIE
WV NpUYyAnvBbIE 3MEeEBUIHbIE Y30pbl (pUc. 5).

Y HeKOoTOopbIX O6O0MbHbLIX NATONIOMTMYECKUA MpPO-
LEecC MOXeT BO3HWKHYTb B T€YEHWE HECKOSbKUX 4a-
coB. 3y4 U pasgpaxKeHue KOXHbIX NMOKPOBOB O6bIYHO
He SABNSATCA 3Ha4YMMbIMKM cumnToMamun. Bo Bpewms
o60CTpeHns 3aboneBaHUs He OTMevarTCss MHTOKCU-
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Puc. 3. Bug c3amn
Fig. 3. Rear view

Puc. 5. CnuBLunecs anemenTbl 06pa3yHoT NPUHyAINBbIE Y30pb
Fig. 5. Merged elements forming fancy patterns

KaLWOHHO-BOCNANUTENbHbIA CUHAPOM U CUCTEMHOCTb
nopaxeHus. Y naynMeHToB, Kak NpaBuno, OTCyTCTBYIOT
CUMMNTOMbI MOPaxXeHus cnmM3ucTbix obonoyek. MNMocne
paspeLlleHnst KIMHUKK 3a4acTylo ocTaeTcs fierkas ru-
nepnurMeHTauus.

OuddepeHumnancHbii - anarHo3 BKJO4YaeT B cebs
OCTPbIA reHepann30BaHHbIA 9K3aHTEMATO3HbINA MYCTynes,
OepMaTouUTUIO, 303MHOMUIIBHBIN NYCTYNE3HbIA PONNNKY-
1T, repnetudopmMHbIi gepmartos [iopuHra, CTpenTOKOK-
KOBOE UMMETUI0, MUrPUPYIOLLYIO 3pUTEMY, @y TOUMMYHHbIN
NMHenHbIN IgA-3aBUCUMBbIV GynnesHbIn gepmaTtos 1 nycTy-
Ne3HbIA ncopuas.


http://emedicine.medscape.com/article/1062640-overview
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JlabopaTopHas pguarHocTuka 3a pyoeexom ocylLle-
CTBNSIETCA MOCPEACTBOM MNPUMEHEHUs 3neKTpodopesa
CbIBOPOTOYHOr0 npoTenHa. [JoKkymMeHTanbHO NoaTBepXae-
Ha accoumauus napanpoTeMHeMum C Cy6KOpHeanbHbIM
nyctyne3oM. CumTaercs, 4TO Lenecoobpas3Ho MPOBOAUTHL
NOBTOPHbIE MPOCMNEKTUBHbLIE UCCMefoBaHWA  MeTOOOM
3neKTpodopesa CbIBOPOTOHHOIO NPOTENHA, TaK Kak pa3su-
TVe napanpoTenHeMUN MOXET MPOUCXOAUTL faxe CnycTs
HECKOMbKO NEeT nocne Bnepsble guarHocTuposaHHoro Crl.

Broncuio KoXun NPoBOAAT C LeNbio paHHen anarHocTu-
KW AN TMCTONOMMYECKOro aHannsa n npUMeHeHus NpsiMoro
UMMYHOMNIOOPECLEHTHOrO TECTUPOBaHUS.

Knaccuyeckoe rmcTonorn4eckoe uccnegosaHve
npu CI1 BbISBNSET B COQEP>XXMMOM NYCTYI raBHbIM 06pa3oMm
HenTpouibl U eanHUYHble 303MHOUIBLI. OgHako aHano-
rMyHas ructonormyeckas KapTmHa MOXeT OblTb BbiSIBlIeHa
W Npu pyrux gepmarosax, Takmx Kak rnycTynesHbin ncopu-
as, OCTpbIA reHepann3oBaHHbIA 3K3aHTEeMAaTO3HbIA MyCTy-
nes, NINCTOBUAHASA Ny3blpyaTka, CTPENTOKOKKOBOE UMMNETUIO
n npu gepmatodutuax. Tem He meHee npu CrI1, B oTnm4me
OT NyCTYNe3Horo ncopuasa, annaepmMmc 06bIMHO MMeeT MU-
HYMaIbHBIN CNOHMMo3. [epma npu cybkopHeanbHOM MycTy-
nese VMeeT NPU3HAKWN MepuBacKynapHOM WHUNLTpaumm
HenTpounaMmm 1 egUHNYHBIMU MOHOLIMTaMK, a Takxe 303u-
Hohmnamu. FIBneHns akaHTonnaa oTCyTCTBYIOT.

Mpsmasa n HenpaMas MMMyHOyopecLeHUNA 06bI4HO
OEMOHCTPUPYIOT oTpuuaTenbHble pedynstaTbl Npu cyeKop-
HeanbHOM nycTyne3e CHeggoHa — YWUNKMHCOHaA.

Jleyenue CI1 B HacTosiLLee BpeMsl MOABEPXKEHO ANCKYC-
cun. MNpenapatom BbiGopa NS Tepanun faHHOro Aepma-
To3a aBngeTca gancoH. OTBeT Ha NnieyeHne chopmmpyeTcs
6onee MegneHHo, YeM npu repneTMopmMHOM AepmMaTose
HiopuvHra, coctaBnseT 06bI4HO OKONO 4 Hepenb. Kak Tosb-
KO MPOWCXOAUT paspeLleHre KIMHUKK 3abonesaHns, 0osy
npenapata cpasy Xe Ha4uMHalT CHWXaTb A0 MUHUMYMa
B KayecTBe nogaepxueatollen tepanuun. CynsanmpmnamnH
N cynbhamMeToKcHnepmaasuH Takxe UCnonb3yTes, HO MH-
dopmauus 06 nx adhppeKTMBHOCTM MNpeaAcTaBneHa B Nn-

TepaTtype 04YeHb CKyaHO. Y nauneHToB, He BOCNPUNMHMBBIX
K [OarcoHy, NPeanoXxeHo UCMosb3oBaTh B KAYECTBE ansTep-
HaTMBbI TEpanMIo auUTPETMHOM (3TpeTuHaTom). Mpennara-
€MbIA METO[ NEeYeHUs C UCMOoNb30BaHNEM U30TPETUHONHA
B fo3upoBke 0,5 Mr/kr/cyT okazancs HeadhHEKTUBHbIM.

MonoxwuTtensHble oT3biBbI Monyyuna [MYBA-Tepanus
C WCMNONb30BaHWEM McopasnieHa B KadecTBe (DOTOCEHCU-
évnusartopa [21], wnpokononocHas UVB un y3kononocHas
UVB oTaenbHO nnm B KOMGMHaLUMK C JancoHOM u/vunu pe-
TUHOMZdamu [22].

B KkavecTBe OOMNOMHUTENBLHOW Tepanuu psg aBTOPOB
npegnaratoT UCnosib3oBaTb MHAMKCUMat, MakcakanbLm-
Ton [23, 24], Mn3opunbuH [25], keToKoHa3on [26], TeTpauuk-
JINH, MUHOUMKIWH, 6EeH3UNNeHnunnnnH, sutammH E [27],
asuTpoMuumH [28], umknocnopuH [29, 30], KonxuunH, apa-
nmMmymabé ¢ MmkodeHonaTta mogetunom [31].

CuncTemHble U TONMMYECKNe KOPTMKOCTepouabl, Kak npa-
BWUJ10, HE AAlOT BbIPaXXEHHOro 3hdekTa, HO B psfe cnyyaes
MOFYT YaCTMYHO KOHTPONMPOBATh Mpouecc. 3a4acTyio ux
MCNomnb3yloT B KOMOUHaUMW ¢ gancoHoM. B cnydae ecnu
HabnogaeTcs XopoLUnii OTBET Ha NPUMEHEHNE CUCTEMHbIX
KOPTMKOCTEPOWAOB, crneayeT 6onee BHUMAaTENbHO UCKIIO-
YWUTb AMarHo3 nycTynesHoro ncopmasa.

Cy6KopHeanbHbI MyCcTyne3 ABMASETCA XPOHWYECKM
peuvanBmpyloLLMM 3aboneBaHnemM, HO MPOrHO3 Mpu Hem
pobpokadecTBeHHbIn. Accoumaumsa CI1 ¢ napanpoteunHe-
Muen unum numdonponugepaTMBHLIMA paccTporcTBamu,
0COBEHHO MHOXECTBEHHOW MUWESIOMOWN, MOXET M3MEHUTb
NPOrHo3.

MapanpoTenHemusi, Mmenoma u nycTynesHbln ncopmas
MOTYT pasBUTbCH Yepes HECKONbKO J1IET NOcre nepBoHaYarb-
HO gmarHocTupoBaHHoro CI1. BbisBneHve aTux COCTOSHWINA,
a Takxe Opyrvx conyTCTBYIOLLMX OAMArHO30B MOXET Yrny4y-
LUNTb MOHUMAaHWEe 3TUONOrMM U naTtoreHesa CybkopHearsb-
Horo nyctynesa CHegooHa — YWUNKWHCOHA, NPOSICHUTL ero
B3aMMOCBA3b C ayTOMMMYHHON NHEHOM IgA nysbipyaTkomn
M NyCTyNe3HbIM NcopuasoMm, a Takxe NnoMo4b onpeaennTb
ero Hozornornyeckyto knaccudpukaumo. JJi
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