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Bonesns JleBepxxu (BIl) (cun.: kxpacHsIil oTpyOeBHI-
HBII BOJIOCSHOM ITWIIAM, pityriasis rubra pilaris) — pen-
KHiA MHOTO(AKTOPHBI BOCIANUTENBHBIA JepMaro3s,
XapaKTepU3YIOIUicd  (QOIIIMKYISPHBIMH  NalyiIaMu
W/WIM  3pUTPOAEPMHUEH C PE3KO OrpaHMYCHHBIMU
OCTPOBKaMH BHIUMO 3[I0POBO KOXKH, a TAKXKE JTaJJOHHO-
MOAOIIBEHHBIM THIIEPKEPATO30M.

BriepBrle ManMeHTOB C CHMITOMamH, HallOMH-
HaromuMu Oone3Hb JleBepxku, omucan (paHIys-

ckuit yu€unrit K. Tappan (Claudius Tarral) B 1835 1,
KknaccupUIIpoBaB 3a00IcBaHNEe KaK Pa3HOBUIHOCTH
ncopuasza [1]. B 1857 r. Ha ocHOBaHUHU aHaU3a KJIHU-
Huyeckux ciydaeB K. Tappana dpanmysckuii nep-
maronor A. J[lesepxu (Marie-Guillaume-Alphonse
Devergie) Bbiienny MaTOJOTHIO B HOBYIO HO30JIOTH-
yeckyro popmy. YUEHBI OTMETHII, YTO KITMHUYECCKUI
ciyyaii K. Tappana 011 mpuMepoM KpacHOTO BOJIOCS-
HOTO OTpYOeBUAHOTO JuIas. 3aboneBaHUe TOTYYUIO0
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Tabnuua
Kuaccuduxanus 6one3nn esepxu, npemnoxennas W. Griffiths B8 1980 r. [3]
Yactora ..
PacnpocTpanénHocts Teuenune
Tun BCTPEYaEMOCTH, - KinnHu4eckas XxapakTepHCTHKa
o BBICHIIAHMIT U IPOTHO3
I Knaccuueckuit 55 I'enepanuzoBanHble  DOUKYJISIPHBIE TAMYJIbL, JPUTPOIEPMUS B GonbimHCcTBE
B3POCIBII C «OCTPOBKaMH BUANMO 370POBOH KOXIY, ClTy4JaeB
JIaJIOHHO-TIO/IOLIBEHHBII THIIEpPKepaTos, pasperaercs
OHUXOAUCTPODHUs (M3MEHEHHS HOTTEH); B TeYCHHUE 3 JIeT
pacIpocTpaHseTcsl KpaHUKayAaIbHO
II Bspocnblii aTUIMYHBINA 5 I'enepanmzoBannble  VxTHO3H(OPMHBIE U3MEHEHHS HA HIDKHUX XpoHuueckoe
KOHEYHOCTSX, SK3€MOIIOJJO0OHbBIE BBICHITAHUS
u nosieaeHue auddys3Hoit HepyOLOBOii anonenun
III FOBeHunbHBIN 10 T'enepanuszoBannbie  Cxox ¢ TurioMm I, pazBuBaercs y nereit B GonbrmHCTBE
KIIACCHYIECKUI B 1-2-if rox ’KN3HM WM B TOAPOCTKOBOM BO3pacTe CIIydaeB
pasperiaercs
B TeueHue 3 et
IV IOBenunbHbId 25 Jlokann3oBaHHBle  XOPOIIO OYEPUYEHHBIE OJISIIKH C THIIEpEeMHUEH, Pazpemraercs
o4YepIEeHHbIN y4acTKU (QOJUTUKYIAPHOTO KepaTo3a ¢ YETKUMH B TIO3IHEM
rpaHHULlaMH, JIOKAJIM30 BAHHBIE HA KOXKE JTOKTEeH MOAPOCTKOBOM
U CTOII; Pa3BUBAETCs B PAaHHEM JIETCTBE BO3pacTe
V  IOBeHunbHbIN 5 T'enepanuszoBannble  DOUIUMKYISIPHBINA THIIEPKEPATO3 B COUCTAHUU XpoHHueckoe
aTUMUYHBIH CO CKJIEPONOJ0OHBIMU U3MEHEHUSIMU KUCTEH
U CTOII; pa3BUBACTCS B PAHHEM JETCTBE
VI BUY-accouumnpoBaHHBIH <5 ['enepanu3oBanHble  TunuuHble GONIMKYISPHBIC TATYJIbI XpoHuyeckoe,
C y3JI0BaTO-KHCTO3HBIMH U ITyCTYIE3HBIMU TIPOTHO3

aKHe()OPMHBIMU JIEeMEHTaMH, aCCOLIMMPOBAH
¢ BUY-nndexmumeit. Otmeuaercst perpecc
2JIEMEHTOB TIPH AaHTHUBUPYCHOM JICUCHHU

HeOJIaronpusATHBIHN

Ha3BaHHeE «pityriasis rubra pilaris». Tepmun «001e3Hb
Hesepxxu» Obu1 BBen€H B 1889 1. dpaHy3ckum aep-
marojaorom J. benbe (Ernest Henri Besnier) [2]. o
JaHHBIM JTUTEpaTyphl, B EBpone u A3uu wactoTa 3a-
6oneBaemocTu b]l paznuuna: Tak, B BenukoOputanuu
oHa cocrtasisier 1 x 5000 [3], a B Uuauu — 1 k 50 000
CpeIu BCEX JepMaTOJIOTHUUEeCKUX nanueHToB [4]. bo-
JIe3Hb Pa3BUBACTCS OJMHAKOBO YacTO Y MYXYHH U
XKEeHIIUH crapure 50 JieT uiu B mepBoe JecsATHIIeTHE
KU3HU.

Knaccupuxanus

B nHacrosmee BpeMs coxpaHseT akTyalIbHOCTb KJlac-
cudukamnys, npeniokenHas B 1980 r. W. Griffiths, xo-
TOpBIA BbLAENsAeT maTh TUnoB B/ (cM. Tadmumy) [3].
OnpenensonmMe SBISIOTCS BO3pPacT, pacpoCTPaHEH-
HOCTH 3a00JIeBaHUs, YaCTOTa, MPOTHO3 M KIIMHUYECKOE
TeueHne. B mpakTtuke nepmarosnora 6onee 50% Bcex
cinyuaeB bJ] mpencraBieHbl KIaCCHUYECKUM B3POCIBIM
tunioM (I Tunm mo W. Griffiths) [3]. OtnenpHO HE0OXO-
JTIUMO BBIZICTUTH VI THIT, KOTOPBI ObLT JOOABJICH B Kiac-
cuduKaIuio B cBs3H ¢ acconuanueii ¢ BUU-undexueit
U UMEET CBOU KJIMHMYECKUE OCOOCHHOCTH.

T. Piamphongsant u R. Akaraphant [5] Ha ocHOBaHHK
obOcnenoBanus 168 manumenTtoB ¢ B/l (64 B3pocmeix u
104 pebGEnka) MpeaTOKUIN HOBBIN BapUaHT KiacCu(u-
Kalluu ¥ BbIIETWIN yeTbipe Tuna b/I;

» tun | — magoHHO-TIOAOIIBEHHAs KeparoaepMusi, 6e3

(hOITHKYIAPHBIX TIAITYIT;

» tun Il (coorBerctByer IV tuny mo W. Griffiths) —
JIaJIOHHO-TIOIOIIBEHHAsT KEPaTOICPMUsI, SpUTEMa Ha
JIOKTSIX M KOJICHSIX;

» tun III (coorBerctByer Il tTnmmy mo W. Griffiths) —
JIQJIOHHO-TIOAOIIBEHHAsT KEepPaToAepMusi, dpUTEMa C
BEIPQXCHHBIM MIEeNyIIeHHeM Ha JUIle, TYJIOBHIIE,
KOHEYHOCTSX; (DOJUTHKYIISPHBIE TTaITyITb;

* tur [V (coorBerctyer I u Il Tumam o W. Griffiths) —
JIaIOHHO-TIOAOIIBEHHAST KEPAaTOACPMHUS, SPUTPOJEP-
MUS C «OCTPOBKAMM» HOPMAIILHOW KOXKH, T€HEPAITHU-
30BaHHbBIE (POJUTUKYIISPHBIC MAMTYIIbL.

[IpemioxkenHas kiaccuuKaus HMEET DSl HENO-
CTaTKOB, OOBEAUHSS JIETSH U B3POCIBIX B OMHY TPYIILY,
TaK Kak TeUueHHEe 3a00JIeBaHuUs M MIPOTHO3 Y JTaHHBIX BO3-
PaCTHBIX TPYIII 4acTo pasiauyaercs. KpoMe Toro, nuaruos
B/l y narueHnToB, 00beIMHEHHBIX B TUN |, He ObUI MOJ-
TBEPKIEH TUCTONOTHYECKH [5]. B cBsI3M ¢ mepeuuncieH-
HBIMHU HegocTaTkamu kinaccugukaius T. Piamphongsant
u R. Akaraphant [5] He momyd4mia MIMPOKOTO PacCIpo-
crpanenns, a kiaccudukarus W. Griffiths [3] coxparser
CBOIO aKTyaJbHOCTBH JIO CHX TIOP.

JTHONMATOreHe3

Mo Hacrosiiero Bpemenu stuonarorenes b/ nesicen.
CylIecTBYIOT pa3inyHble TEOPHH Pa3BUTHsS 3a0oieBa-
Hus. bonee paHHHE TEOPUU OCHOBAaHBI Ha BO3MOXKHOM
ponu nedurmra Butamuaa A. Bmecrte ¢ Tem uccienopa-
HUS1, TIOCTPOCHHBIC HA COOJTIOICHUY MTUTAHUS ¢ euim-
TOM BUTaMHHa A B T€UECHHE 2 JIET, HE IPOJEMOHCTPUPO-
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Banu pa3sutus bJI. He coBnmagaeT Takke U KIIMHUYECKAs
kapruna B/l mpu nepunure ButammHa A [6]. Takum
00pa3zoM, Ha CErOJHSIIHHUN JICHb J0Ka3aTesIbCTBA 11aTo-
reHeTnueckoit cBsa3u b/l u BuTamMmHa A OTCYTCTBYIOT.
Bwmecrte ¢ Tem, u3yuas ponp peTHHONA, B Mja3Me Kpo-
BU OONBHBIX B/ ObUTO 00HAPYKEHO N3MEHEHHE YPOBHS
perunoncs3bBaronero Oenka (PCB), ydacTByromero
B IIpOIecce TepeHoca PETHHONA U3 TUTa3Mbl B JIIHEP-
muc [7, 8]. B cBoeM uccnemoBanuu A. Finzi u coast. [9]
aHanusupoBanu cogepxkanue PCB y 11 nanuenTos
¢ bJI. lnarHo3 rucrojoruuecku OBLI MONTBEPKAEH y
BceX manueHToB. KoHTponmpHas Tpymma cocTosuia u3
50 3M0pOBBIX YEIOBEK, CpPely KOTOPBIX OBUIH H POJI-
CTBEHHUKH MAllMEHTOB, HE UMeromue npossineHuid b/l
CHumxenne nokazareneit PCb BBIABIANIOCE HE TONBKO y
Bcex nanueHToB ¢ bJI, Ho n'y 12 310pOBbIX pOACTBEHHHU-
KOB TAIIMEHTOB (00IIIee YMCII0 POJACTBEHHUKOB, yU4aCTBO-
BaBIINX B UCCIIEOBAaHUM, HE yka3aHo). [Ipu nmepopaib-
HOM TpuéMe PEeTHHOHJA 2-TO MOKOJEHHS (allUuTPETHH)
koHreHTpanuu PCH ocraBannch HeW3MEHHBIMH, He-
CMOTps Ha BBICOKHE 03Bl Npenapara. [1o10xuTenpHblit
3 exT oTMeuascs UM MPU UCTIOTH30BAHUN MECTHBIX
PETHHOMIOB Ha KOXKE. ABTOPBI TakXKe MpPEATIOIOKUIH,
gT0 B 3TUX ciiydasx PCh He CBA3BIBaCTCS ¢ PETHHOIIOM,
a COOTBETCTBEHHO, W PETHHOWAAMH B IUIa3Me KpPOBH,
Y BBIBOIUTCS W3 OpPTaHW3Ma IMOYKaMH, a MOCTYIUICHHE
pETHHONIa ¥ PETUHOWIOB B AMHUAECPMHC yYMEHBIIAETCH.
JTO B HEKOTOPOU CTETIEHN OOBSACHSIET OTCYTCTBHE TIOJIO-
JKUTENbHOU KIMHUYECKON auHamuku B/l mpu neuenuun
CHUCTEMHBIMH PETUHOUAAMH y HEKOTOPBIX MAlUECHTOB.
B 3akmrouenun vccienoBaTeNny MPUILIU K BBIBOIY, YTO
PCB MoxHO Ha3BaTh OMOXMMHYECKUM MapKEPOM T'eHe-
TH4eckoro nedexra npu b/

L. Kanerva u coart. [10] mpoBoauiu MCClIeIOBaHHE
cofiepKaHHUA CBIBOPOTOYHOTO BHUTaMHHA A (peTHHOIIA)
u PCb 10 u BO Bpems nedeHus nanueHtoB ¢ b/l peru-
HOHUIOM 2-T0 TToKojieHus (3Tperunar). [lokazarenun PCh
¥ peTHHONA ObUIA B TIpeiesiaX HOPMBI y 3 U3 5 aHalu-
3UpPYEMBIX TAIMEHTOB BO BpeMs JIEUCHHS JTPETHHA-
ToM (B HadanbHOW m03e 75—100 Mr/Kr B CyTKH, Haiee
50-90 wmr/kr). Hopmansaspie 3Hauenus PCh y manuen-
ToB ¢ BJl CBHIETENBCTBYIOT O TOM, YTO HU3KHE ITOKa3a-
tenu PCB He sBnstoTes cnenuduaeckuM MapKepoM JUis
Bcex nanueHToB ¢ b/, T.e. nmpoBenénunrie B 1980-e roant
HCCJIEZIOBAHUS HOCAT POTHUBOPEUMBBIN XapaKTep.

B HacTosimiee Bpems cuurtaercs, 4To MaToreHeTHye-
ckoil ocHoBOM BJI siBisieTca reHeTnyeckas mpeapacro-
JIOKEHHOCTb.

D. Fuchs-Telem u coasr. [11] oOHapy»uiin 3KcHpec-
cuto reHa CARD14 B xoxe kak npu b/l, Tak u mpu 1ico-
puasze, 4To MOCIYKHUJIO OCHOBAaHWEM JUIS BOSHHKHOBE-
HUS Teoprno0 ayTocoMHO-IoMUHaHTHOU (hopme B]l kak
MIPOSIBIICHUN CEMEHHOM (hOpMEI TIcopHasa.

K nHacrosimemy BpeMeHU WACHTH(GUITUPOBAHBI TPH
rerepo3urotHele Mytauuu CARDI4, xoTopele clienu-
¢uaecku skcripeccupyrores B koxe rmpu b/l Ilpu cek-
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BEHHPOBAaHMM Komupyrooummx obmacreit CARDI4 'y
22 nanuenToB ¢ b/l mpoBenéH KoppenssrOHHBIN aHATN3
MyTalui ¢ KIMHUYECKUMHU TUTIaMU 3a00JIeBaHus, KOTO-
PBI IPOIEMOHCTPHUPOBAIT UX TATOTEHETUYECKYIO CBA3b.
B npouecce uccnenoBanus y 3 OONBHBIX C ceMeWHON
dhopmoii (V tun) B/l Obu1n 00HAPYKEHBI 1BE HOBBIE MY-
tarmu CARDI14 (p.Cysl127Ser u p.GIn136Leu) u ogHa
panee m3BectHas (p.Gly117Ser) [12].

J. Danis u coasr. [13] mpu uzyueHnn n3MeHeHHS 3Ha-
yeHni siepHoro paktopa kanma B (NF-kB) y manmnenTa
¢ cemeitHoit ¢opmoii (V Tum) B/l BRIABHIM dYeThIpe
HOBBIX MYTallMd MHCCEHC-BapuaHTa (MyTalOHHBIE
U3MEHEHUs] B HYKJICOTHIHOH IMOCIEA0BaTEIIbHOCTH
JHK) rena CARD 4.

Myrtanus CARD14 BavsieT Ha akTHBALUIO NTepeJavu
curnanoB NF-kB. CemelcTBO TpaHCKPUTIIIMOHHBIX (hak-
TopoB NF-kB/Rel cocTouT M3 HECKONBKHUX POACTBEH-
HBIX OEJIKOB, KOTOpBIE 00Pa3yI0T FTOMOANMEPHI K TETEPO-
JIUMEpBI U BKIIIOYaroT B ce0st pS0/p105, p52/p100, RelA
(p65) u c-Rel/NF-kB. Ouu OTBETCTBEHHBI 32 PETYJISIUIO
TeHOB-MHIIEHEH, SKCIPECCHIO0 BOCIATUTENBHBIX IIUTO-
KHHOB, IMMYHOPEIIETITOPOB W MOJIEKYJ KJIIETOYHOM aI-
resun. B mportecce ncciaenoBanus J. Danis u coasrt. [13]
BBISBIUIN B KOxke 00pHBIX BJl 1 icopra3zoM akTHBAIHIO
Oenmka p65, TMPUBOMAIIYIO K Pa3BUTHIO BOCIIATUTEINb-
HOW peakIHy B SMHUAECPMHCE, YTO IMO3BOJIMIO aBTOpaM
HazBaTh NF-kB meHTpambHBIM MeauaTopoM HMMYH-
HOU cucTeMbl yenoBeka. [Ipu npyrux 3abosieBaHMsX, a
MMCEHHO NPH UICTUHHOH aKaHTOIUTHYECKOH My3bIpUuarTke,
OpOHXHaJBHOW acTMe M JIeHKo3e, paHee MPOBEAEHHBIE
MCCIIeIOBaHMsI BBISIBUIIN ACCOLMALIMIO MOBBIILICHUS 3HA-
yeHud NF-kB co cTepougHOil pe3uCTEHTHOCThIO, YTO
00BbsicHsIeT HeA(D(DEKTUBHOCTH Tepanuu manueHToB ¢ b/
CHUCTEMHBIMH TIIIOKOKOpTHUKOCTepouaamu [ 14—16].

B onmxHoM 3 mccnenoBaHWH TPOAEMOHCTPUPOBAHO
noBbimenue nmokaszareneit MPHK ¢axropa Hekposa omy-
xomu anbda (tumor necrosis factor alpha, TNFa) B mopa-
JKEHHOM TKAaHM MO CPaBHEHMIO C HEMOPAKEHHOU KOXKEU
y 2 manmenToB ¢ B/ [ u V tuma [17]. Ctenens aktu-
Barun MPHK Obia comocraBuma ¢ TakoBoit y 1 Gonb-
HOTO TICOPHa30M (KOHTPOIIh). BrIsSBIEHHbIE N3MEHEHUS
MO3BOJIMIIM aBTOpaM Mpennonokutb, yTo TNFo moxer
OBITH OTHUM M3 KIIIOYEBBIX MEAUATOPOB B NaTo()U310II0-
THYECKOM MEXaHU3Me, KaK Mpu rcopuase, Tak u npu b1
OpnHako B JaHHOM Clly4yae BBIOOpPKa MaHeHTOB 10 KO-
4yecTBY OblIa HEAOCTATOYHOM JJ1s1 OOBEKTHBHOW OLIEHKU
MATOreHETHYECKUX (PAKTOPOB.

B nocnennue roapl ObUTH BBISBICHBI 3HAYUTEIBHBIC
UMMYyHHBIE HapywieHus npu bBJl, B nepByro odepenb
peub unét o6 akruBanuu T-mumdonuros [18].

A. Jha u coaBrt. [19] skcnpeccuu IpOBOCIATUTENb-
HBIX [IUTOKUHOB OTIPEIETISUIH C TIOMOIIBI0 MECCEHIKEp-
moit PHK (MPHK) m cpaBHuBamm ¢ oOpazmamMu KOXKH
OONBHBIX TICOPHA30M M 3MOPOBBIX MOHOPOB. OOpa3Ibl
OMONTaTOB MOPAKEHHON KOXH OBUTH B3ATHI Y 3 OOIB-
HBIX. B pesynerare uccnenoBanus ObUTIO OOHAPYKEHO
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MOBBIIICHUE 3HAYCHUH 3KCIIPECCUH OOJBIIMHCTBA MPO-
BOCIAJINTENIbHBIX IIUTOKUHOB, Takux kak TNFa, I1L-6,
IL-12, IL-23, IL-1B, IL-17A, IL-17F u IL-22. BeisBie-
nue posu [L-23 u Th17 B marorenese b/l mo3Bosinio BbI-
JIBUHYTH MIPeANooKeHne 00 00X 3BeHbSIX B POPMHU-
poBanuu Bocnianenus npu b/ u ncopuaze, HecMoTps Ha
KIMHAYECKUE W THCTOMATOJIOTHUCCKUE PasIudus IPH
3THX 3200JICBaHUAX.

IIpencrapieHo onucanue KJIMHUYECKOro ciaydasi b/l
[20] B coueTaHMM C MOBBIMICHUEM COAEPKAHUSI DO3UHO-
¢uoB 10 2,17 x 10°/n (mpu Hopme 0-0,7 x 10°/1). Tlo-
CJIe TOCTH)KEHUS PEMHCCUU B PE3YJIBTaTe MPOBEIEHHOTO
JICYSHUSI TIOKA3aTeI Y03MHO(PUIOB CHUZUINCH J0 HOP-
MBI, YTO MOXKET CBUICTEIHCTBOBATH O BO3MOXKHOM TOK-
CHKO-aJIIePrHYEeCKOM ATHOJIOTHU TaHHOTO 3a00JIEBaHHSI.

JdudpdepeHnnanbHbIH THATHO3

B/l B 3aBucuMocTH OT THna auhHEepeHIIUPYIOT ¢ Ta-
KUMH 3200JIeBaHUAMH, KaK TIcopras, T-KiIeTouHas M-
(homa, aronmuecknii AepMaTuT, POITUKYISPHBIA UXTH-
03, 6oe3ns ['posepa [21].

Oco0eHHO MHOTO OOIIEro BBISBISETCS B 3THOIATO-
reHe3e U KIMHUYECKUX MPOSBICHUSX APUTPOIECPMHUYE-
ckux popm BJl 1 ncopuaza. [Ipu oboux 3aboneBaHUAX
MOXKHO OTMETUTH TIEpBHYHBIE MOP(OJIOTHIECKHE dJIe-
MEHTBI, MTPEICTABICHHBIC MTANyJIaMU U OJIAIIKAMH, HMe-
IOIUMHU CXOXKHE KIIMHUYECKHUE TPU3HAKU, YTO 3a4aCTyIO0
MIPUBOAUT K AMArHOCTUYECKUM ommmOkam. OJHaKO mpu
B/l Oynyt HaOmromarbcs o4ard pe3ko OTTPaHUYCHHOMN
3II0OPOBOM KOXKH, «JIOCOCEBBII» OTTEHOK ChIMK U (HOJUIH-
KyJIpHbIe manyisl. HemanoBaxkHsili (hakTop — OTBET Ha
TEpaIuIo: K pUMepY, IIPU Icoprase yalie BCero Hadko-
JIaeTCsl OJIOKUTETBHBIN 3((deKT Ha QOoTOTEepaIuio, 4To
HecoWcTBeHHO BJI. Ilcopumas sBisieTcst XpOHUYECKUM
3a00JIeBaHNEM, B TO BpeMs Kak IMPU HEKOTOPHIX (hopmax
b1 BO3MOKHO CITOHTAHHOE BBI3IOPOBJICHUE.

JIlnarHocTuka

ITarorHomoHMuHBIX TpU3HaKoB b/l HE UMeeT, moaTo-
My JTUarHO3 MOXKET OBITh MOITBEPKAEH TOIBKO HA OCHO-
BaHUU KJIMHUYECKOW KapTUHBI U PE3yABTaTOB THCTOJIO-
TUYECKOTO UCCIIEN0BAHUS.

T'ucrosnornuecku BBISBISIOTCS HEPAaBHOMEPHBIN I'i-
IIEPKEPATO3, AKAHTO3, HAIMYME B YCTBIX BOJIOCSHBIX
(OJITUKYIIOB OPTOKEPATOTHYECKMX POTOBBIX IMPOOOK,
CKpBITEIA MU(Y3HBIN M 09aroBHIi Mapakeparos. YMe-
PEHHBII BHYTPU- U MEXKJIECTOUHBIH OTEK OTMEUYAETCS B
[IMIIOBAaTOM CJIO€, B JIepMe — JIUM(OTHCTHONUTAPHBIN
HHPHIBTPAT, OTEK COCOUYKOBOH 30HEL. [Ipu mpoBemeHnn
SIEKTPOHHOM MMKPOCKOIMHU BBIABICHBI PaCIIMpPEHUE
MEKKJIETOYHBIX MPOMEXKYTKOB, YMEHbBILICHUE KOJIHYe-
CTBa TOHO()MITAMEHTOB U IECMOCOM [22].

A. Zaouak u coaBt. [23] mpu moMoIy aBTOPaIHO-
rpaduyeckoro Meroja MeueHbiM H3-TuMuanHOM OBLTO
YCTaHOBJICHO YCHJICHHE KJICTOYHOW mpoiudepanuu
snyepmuca y 6onbHbIX BJl 10 cpaBHEHMIO ¢ HOPMO.
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CucremHas Tepanus

OcHoBHO# nenpio nedennus b/l sBisgeTcs mocTHxe-
HUE CTOMKOM PEMHUCCHUU U NMPEJOTBPAIEHUE PELIUANBOB,
YTO SBIIICTCS CIIOKHOMN 3a1a49ell B CBSI3U C PE3UCTEHTHO-
CTBIO K Pa3IMYHBIM BHIaM Tepanun. COrliacHO MHOTO-
YHCIICHHBIM KJIMHHYECKUM HaOIIONEHUsIM, Iperapara-
MU MEPBOM JUHHUH PacCMaTPHUBAIOTCA CUCTEMHBIE PETH-
HOMJIBI U MeTOTpeKcar. Jlanee, Mo 4actoTe MpUMEHEHUs
B HACTOsIIIEE BPEMs, MOKHO BBIACTHTH OHMOJIOTHYECKUE
npenaparbl. CUCTEMHBIE TITIOKOKOPTHKOCTEPOHIbI KaK
MPaBWJIO, HE OKAa3bIBAIOT MOJOKHUTEIBHOTO dPdeKTa, a
WHOTIa MOTYT BBI3bIBaTh U O0OCTpEHHE 3a00JICBaHHS.
Bo03MOXHO, NPUYMHOW PE3UCTEHTHOCTH SIBISAETCS I0-
BBIIIEHUE COAEP)KaHUS TPAHCKPUIIIMOHHOTO (hakTopa
NF-«xB, kotopeiii Omokupyer ux TpaHcmopT. OmHako
WCCIIEZIOBAaHUS, MOCBANIEHHBIE 3TONH Tpobieme, OTCyT-
cTBYIOT [14-16].

Hpyrue meronel Tepanuu, Takue kak UV-tepanus, To-
MMUYECKNE CTEPOUIBI, KaJIbIIUIIOTPUON M KEePaTOIUTHUKU
Yare BCEro NMPUMEHSIOTCS B Ka4eCTBE COITYTCTBYIOIIEH
Tepanud. B mocTymHO#N muTeparype IpencTaBiIeHo OIH-
CaHMe CIIyyaeB JOCTHKCHHS TOJHOW PEMHUCCUU TIPH Jie-
yeHnu b/l OnonornyeckumMu npenaparamu, a UMEHHO UH-
¢rKcUMaboM, YCTeKMHYMaOOM U ceKyKHHyMaOoMm [24].

Cucmemmnuvie pemunouodwt

PeTnHOMIBI ABIAIOTCS KIIACCOM XUMHUUYECKUX COEIH-
HEHHH, KOTOpPBIE OTHOCATCSI K CTPYKTYPHBIM aHAJIOTaM
BUTaMHMHA A, UMEIOT CXOXKYI0 OHOJIOTHYECKYIO aKTHB-
HOCTh W OONIQJar0T aHTHIPOIH(EPATUBHBIM (yMEHB-
LIEHUE TUIepKeparo3a u HopMaiuzauus aupdepeHnn-
POBKH KEPaTHMHOLUTOB), MPOTHBOBOCHAIUTEILHBIM H
MMMYHOMOAYJIUPYIOIIHUM ASHCTBUEM.

B Tepanuu B/l UCHONB3yIOT CUCTEMHBIE PETUHOM/IBI
1-ro u 2-ro nmokoneHus. Takue npenaparsl, Kak H30TPETH-
HOUWH (peTuHOH/ |-T0 MOKOJIEeH!st IO 1 MI/ KT Macchl Tena
B CYTKH B TeueHHe 12-26 Hem), STpEeTHHAT U allUTPETUH
(petuHOM B! 2-TO TIOKONEHUS 10 0,5 MT /KT Macchl Tena),
B JIMTEeparype yIMOMHUHAINCH Yalle OCTAJbHBIX M IMOKa-
3a7i CBOIO A (EKTUBHOCTh B MCCIICIOBAHISIX. BhIcOKas
TepaneBTHYecKas aKTHBHOCTb M30TPETUHONHA ObIjIa ITPo-
JIEMOHCTpHpoBaHa y 43 u3 45 maueHToB, IPUHUMABIIHX
BBICOKHE JI03bI Tipenapara (2,13 mr/kr B geHs) [25].

B npyrom uccnenosanuu y 4 u3 5 nauueHtoB ¢ B/I mpu
MPUMEHEHUHN M30TPETHHOWHA B 1103¢ oT 1 1o 1,5 mr/kr
TaKke ObUIAa NTOCTHTHYTa KIMHWYECKas pemuccus [26].
XopolMii OTBET Ha TEPANUIO HaOIIOAAICS TakxKe y 5 ma-
nuenToB ¢ b/l Tuna I npu npumenenun arurpetuHa [27].

AJMTPETUHOUH IOKa3all cBOIO 3()(HEKTUBHOCTD MpH
nedennu bJ] B 4 u3 5 cinyuaeB, 4TO MOXET CIYKUTh B
Ka4eCTBE OJHOI0 W3 JOMOJHUTEIbHBIX IPPEKTUBHBIX
BapUaHTOB cHUCTeMHOTO JiedeHus bJ] [28].

[Tpu orcyTcTBUM 3 deKTa OT IPUMEHEHHS PETHHOM-
JIOB B KauecTBe 2- JIMHUW Tepanuy Ha3Ha4aroTCs Ipe-
napartbl U3 IPyNIbl aHTUMETA00IUTOB, & UMEHHO METO-
Tpekcar [29].
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O630pHasn cTaTbs

Memompexcam

C. Dicken [30] oTMeuan MoJIOKUTENBHBIN pe3ynbTar
y Bcex O0onbHBIX BII, momywaBmmx merorpekcar. Mero-
TpeKcaT OKasbIBaeT aHTUIPOIU(EpaTUBHOE JEHCTBHE,
CHI)Kasi MUTOTHYECKYIO CKOPOCTh KEPaTHHOIIUTOB TI0-
CPEJICTBOM HHAYKIMH aronTo3a W OKHUCIUTEIHHOTO
cTpecca nponudepupyromux kepatuHonuToB [31]. He-
CMOTpS Ha TO, 9TO BpeMs Au(GHepeHITUPOBKH U ICPMH-
canpu bJI Belillie, uem B HOpMaJIbHOM KOXe, CKOPOCTH Jie-
JIEHUsI KJIETOK B CPAaBHEHHH C IICOPUA30M MeJIeHHee [32].
Bo3MokHO, IO3TOMY TIpH TICOpHa3e OTBET Ha TEPAIHIO
MeToTpekcaroMm OwicTpee, yem npu BJl [33]. Merorpek-
car Taxke o0nagaeT MPOTHBOBOCHAINTENBHBIMA U UM-
MYHOJETIPECCUBHBIMU CBOWCTBAMH, CHMXas JIEHCTBHE
MPOTHUBOBOCIIAIUTEIBHBIX IIUTOKUHOB, TakuXx kak IL-1
u TNFa [34].

B nutepatype umeercs myOnuKaius 0 CIoCOOHOCTH
METOTpEKcaTa MOJABISATh aKTUBALUIO TPAHCKPUIIIIMOH-
Horo (akropa NF-kB mocpencTBoM BBICBOOOXKIECHUS
aJICHO3MHA, YTO SIBJISETCS OJHUM U3 KITFOUEBBIX MOMEH-
TOB: €CIT Y HEKOTOPHIX marueHToB ¢axrop NF-kB mo-
BBIIIIEH, TO 3TO MOXXET OOBSACHUTH YCIIEIIHbIE CITydan
Teparnui METOTPEKCAaTOM, a COOTBETCTBEHHO, TpaHC-
kpunionsrid pakrop NF-kB urpaer BaxHyio pois B
narorenese b/I [35].

Azamuonpun

HNmmyHozmenpeccalT u3 TPyINIbl aHTUMETa0OJIUTOB,
OJIOKHMpYET KJIIETOYHOE JACJICHUE U Mpoaud)epalnio TKa-
HEW, MoJaBiseT peakiuio TKAHEBOW HECOBMECTUMOCTHU
M OKa3pIBaeT MuenojaenpeccuBHoe neicteue. Cymre-
CTBYET HECKOJIBKO ITyOIHMKAITHi O TTOIOKHUTEITEHOM (-
(exre azarnonpuna B nedeHnu bJl [36]. Oxnako B Ha-
CTOSIIIAA MOMEHT a3aTHONPUH TPUMEHSIOTCS He Tak
4acTo, HECMOTPS Ha OKAa3bIBAEMBIH MOJOXHUTEIHHBIN

addexr [37].
Huxnocnopun

VMMyHOZIEIIPECCUBHBIN TIpENapaT, OKa3bIBAOIIMIA
mbuparenpHOe jeiicTBue Ha T-TUMGOIUTHI, aKTH-
Banuro JuMdoruToB B dazax GO mwmu G1 xierodnoro
[IUKJIa, CHHTE3 ¥ BBICBOOOXKICHHE ITUTOKUHOB, BKIIIOYAs
IL-2 (daktop pocta T-1uMpOIUTOB), TaK)KE HHTHOUPY-
romuit mponudeparto keparuHoruToB [38]. Ha cerom-
HAIIHANA JeHb NaHHBIE 00 3(P(PEKTUBHOCTH IHUKIIOCIIO-
puHa ripu b/l HEeMHOTOYHCIIEHHBI ¥ TPOTHBOPEYUBHL.

B uccrnenoBanun K. Usuki u coasrt. [39] nocTurayT
YCTOMYMBBIN KIMHUYECKUH OTBET B TeueHHE 2—4 Hen
Tepanuy Ipy MPUEME 5 MI/KT B CYyTKH, OAHAKO IPH CHU-
KEHHUH J03bI HUKJIOCTIOpUHA A0 1,2 MI/KT B CyTKH OTMe-
qanoch yXy[IlIeHHe KoKHOro mpouecca. A. Rosenbach
u N. Lowe [40] nmpuMeHsUTH IHUKIOCIIOPHH Y OONBHON
B/, koTopad 10 3TOro mnojiydyaja pPEeTUHOU]IBI, OJHAKO
n3-3a OBICTPO pa3BUBAMIIMXCS TOOOYHBIX 3(DPEKTOB
mpemnapar ObUT 3aMEHEH Ha HHU3KHE JT03BI UKIIOCIIOPH-
Ha ¢ XOopomnM TepaneBTrudeckuM 3¢pdexrom. A. Ghazi u

KANHUKA, AUATHOCTUKA N NEYEHUE AEPMATO30B

F. Laso-Dosal [41] oTmMeuany 3Ha4UTENEHOE YIyUILICHHE
IIpu npuéme nuKIocnoprHa, Ho P. Mayer u P. van Voorst
Vader [42], Hao00poT, HaOOnAIM OTCYTCTBHE 3 deKrTa
OT IPOBOAUMOMN TEpanuH.

buojgornueckue npemaparbl

B mocnemnue Toapl CTANH MOSBIATHCS MTyOIUKAITUT
0 TIpUMEHEHWH OWOIIOTWYEeCKHX TpemnapatoB mpu b/l
Bonpioe yrcno HaydHBIX paboT MOCBsIIeHO Tepanuu b/
naruouTopamu TNFa. Yamie Bcero B mpencTaBIeHHBIX
KIIMHUYECKUX CITyYasxX IPUMEHSITH HHIIMKCUMA0, KOTO-
pBIil ABIAETCS XUMEPHBIM MBIITHHO-YEIOBEUECKUM MO-
HOKIIOHAJBHBIM aHTHTENoM (75% 4yenoBedeckoro Oenka,
25% wmbrmuHOTO Oeika). B 2013 1. ucciieoBarenu mpo-
BEJIM CHUCTEMaTU4YecKuii 0030p Tepanuu bJ] nHruouTo-
pamu TNFa, Brarodaromuii B ce0si aHaIU3 pa3InyHbIX
KIMHUYECKUX ciay4yaeB. beuto ycTaHoBIEeHO, 4TOo y 12
3 15 manmenToB Ha Tepanuio mHruOuTopamu TNFa
oTMedalics perpecc Beickimanuit Ha 80%, y 2 mamueH-
TOB OBUIO JOCTUTHYTO OYHINEHHE KOXHBIX TTOKPOBOB
ot BeIchmanuii Ha 50%, y 1 manmeHTa nedeHue oxa-
3anock HedQPpexTuBHBIM. ClieyeT OTMETUTh, 9TO Ya-
CTO XOpOIIIHEe pe3yibTaThl B eueHnu bJ[ mocturamich
py KOMOWHHUPOBaHHOW Tepamuu WHOIMKCUMAOOM C
auutpetuoM [43]. IMeroTcs u Apyrue uccieloBaHus,
MTOATBEPKAAIONINE TTONOKUTENbHBIH 3 (eKT HHPINK-
cumaba y nanuenTtoB ¢ BJI [43-45].

[Ipoananu3upoas nyonukauu no jedeHuro b/l nu-
(hnrkcMaboM, MOXKHO CJeJaTh BBIBOJ, YTO MPHMEHE-
Hue naruoutopoB TNFa onpasnano, ocodeHHO y nanu-
€HTOB, PE3UCTEHTHBIX K PETUHOWJIAM U JPYTUM CHCTEM-
HBIM TpernaparaM. Ho, HeCMOTpsi Ha MOJOXHUTEIHHBIE
PE3YNbTaThI, B IUTEPATYPE TAKKE UMEIOTCSI ITyOITHKaI[IH
0 penuanBax nocie nHpnukcumaba [46, 47]. Takue xe
pe3ynbTaThl OBLUTH MONTyYeHBI Tpu JiedeHnu b apyrum
OmoyornyeckuM TmpemnaparomM — wuHTHOHTOpoM TNFO
azamuMyMaOoM (TIOJTHOCTBIO HMICHTHYHBIE dYelloBeue-
CKAM MOHOKJIOHAJIbHBIE aHTHUTENA): TIOCIE TOCTIKEHUS
3HAYUTEIHHOTO YITYUIICHUS WIN KIMHAYECKOTO H3JIede-
HUS TaKKe OTMEYaIUCh peUUuIuBHI [48].

YenenHo npuMeHsIFoTCs ¥ JpyTrue OMOoIOTHIecKHe rmpe-
maparbl, B YaCTHOCTH YCTEKHHyMal, CeKyKHMHyMad u Jp.
B 2017 1. Obu10 MPOBEACHO HCCIIEOBaHUE, OCHOBHOM
LENBI0 KOTOPOTO SIBISUIOCH OmpeaeieHue 3PQPeKTUuB-
HOCTH ycTekuHymMaba — uHruoutopa IL-12/IL-23 npu
neueHuu B/I. [lonoxuTenpbHas ITMHAMUKA KOXKHOTO ITPO-
1iecca Habmoanach yepes 2 Hell, a uepe3 1 Mec — mouTu
MOJHBIN perpecc BeIchmanui [18].

Cexykuaymab (marudurop IL-17A) ycmemmo mpu-
MeHsuIcsa uccienoBarensamu B 2016 1. y marmmenTta ¢ b/
I THITa, KOTOPEIH MOITyYaT MOIKOXHO CeKykrHyMao 300 Mr
eKeHeZeTTbHO B TEYEHHE 5 HEM, a 3aTeM eXeMECSIHO.
ViryuireHre KITMHNIEeCKON KapTHHBI HAOMIOaIoCh B TeUe-
HUe 3 HeZl ¥ OYTH MOJIHOE pa3peleHue yepes3 6 mec [49].

Ha ceronusinamii neHp B Tepanviu b/] Guonornueckue
npenaparsl ABISIOTCS HanOoIee MepCIeKTHBHBIMH.
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CLINICAL PICTURE, DIAGNOSIS, AND THERAPY OF DERMATOSES
UV-tepanus

VYnprpaduoneToBast Tepamus HCHOIb3yeTCs IOCTa-
TOYHO YacTO IPH Pa3IMYHBIX J€pMaro3ax, B TOM YHC-
ne u npu BJI. UV-uznyueHue uMeeT UMMYHOCYIIpeC-
CHBHYIO (DYHKLHMIO, BIMSICT Ha M3MEHEHUE KOIWYEeCTBA
LUTOKMHOB U amnonto3 T-kineTok. B perpocnexTnBHOM
HCCIIEIOBAHUU OTMEYAIM OTCYTCTBHE MOJOKHTEIBHON
JUHAMHUKH Y 5 TAIMEHTOB, MOJyYaBIINX (HOTOXUMHOTE-
panuro (ITYBA) [50]. Bmecte ¢ Tem B ureparype ume-
I0TCS MyOnuKanuu Apyrux aBTopoB [51, 52], ycnemHo
npumensiBiux [1YBA u PellTYBA (koMOMHUpPOBaHHBIN
metox — [TYBA + npuém peTHHONI0B BHYTPb) TEPAIHIO
nis nedenus b1,

BaxHO OTMETHTB, UTO OTBET Ha JICYEHHUE C TOMOIIIBIO
Pe-ITYBA 06511 HaMHOTO MEJJICHHEE Y TIAITUEeHTOB ¢ b/,
geM y OOJBHBIX TIcoprazoM [27].

Pa3pemenne knmuHMYecKux mposBieHni 10 90% ort-
MeuaJld aBTOpBI MOCHIE Kypca KOMOMHUPOBAHHON Tepa-
nuu u3orpetuHonHoM U UVB 311 uM B Teuenue 5 mec.
Ho, HecMOTpsi Ha TOJIOKHUTENbHBIE PE3YAbTAThl HEKO-
TOPBIX HCCIEAOBaHUH, 3PQPEeKTUBHOCTL (hOoTOTEpanuu
OCTaéTCid COMHMTEIBHOM M MPOTHBOPEYMBOH, T.K. He-
penKo mocie NpekpamieHus JISYeHNsT HaCTyNalld pelu-
JMBBI, & B HEKOTOPBIX clydasx — o0ocTpeHue Ha (oHe
nedyeHus [51].

MecTHOE JIeueHHue

MecTHas Tepanus BKII0YACT DIFOKOKOPTHKOCTEPOU/IBI,
KaJIbIUIIOTPHOJI, KCPATOJIUTHUKH, CMATYHAIOMIUC CPCI-
cTtBa [53, 54], KOTOpBIE MPUMEHSIFOT OOBIYHO B COUCTAHUH
C CHCTEMHOM Tepammel ¢ IeNbI0 YMEHBIICHUs M000d-
HBIX 3P PEKTOB U yBeamueHU 3()OEKTUBHOCTH Teparin
B 1esioM. OTMedaeTcsi XopoIasi MHAMUKA TIPH HCIOb-
30BaHAW TOIMYECKOTO KpeMa TPETHHOWHA, OAHAKO TPHU
TeHEPaIM30BaHHBIX JPUTPOJIEPMHUUECKUX (PopMax IMpH-
MEHEHHS TOJIbKO MECTHOH Tepanuy HeJI0CTaTOYHO.

3akiaoueHue

B]l siBnsieTcs peakuM epMaTo30M, MOPa)KarolUM B
PaBHOM CTENIEHH MY)KYMH, >KCHINUH U AeTed. J(uarno-
CTHKa 3a00JIeBaHHs JI0 HACTOSILEro BPEeMEHHU 3aTpy.l-
HEHA U HEOJIHO3HAYHA, a [aTOr€HE3 OCTAETCS HESCHBIM.
[lepuonnyeckue CIOHTaHHBIE PEMHUCCHH ITO3BOJSIOT
MpeamnoaraTb MPHUCYTCTBHE TOKCHYECKOTO TPUITEP-
HOro (hakTopa B Pa3BUTHH 3a00JEBaHUS y HEKOTOPBIX
MallAEHTOB.

B ucrtouHumkax nureparypbl HE HaWJIEHbl JIBOMHbBIE
clernble  IIareO0KOHTPOIUpPYeMble PaHIOMU3APOBAH-
HbIE UccienoBaHus 1o tepanuu b/, a npencraBneHHbIe
OMNMUCAHUSI METOJOB JICUECHUS] U UX PE3YNIbTaThl y pas-
JUYHBIX OOJILHBIX JIEMOHCTPHUPOBAIIA MPOTUBOPEUYHUBHIE
JAaHHBIE.

Takum o0Opazom, HEOOXOOMMO AajbHEHIIEE U3yde-
HUE BOIpocoB 3THonarorenesa b1 amst pazpaboTku an-
ropuT™Ma o0ciIeJoBaHHs ¥ Ha3HAUCHHS TALUeHTaM a/IeK-
BaTHOM Tepanuu.

Review article
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