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AHHOTauuA

KpacHbin BonocaHom nuwaii (KBJ1, cH.: 6onesHb [leBepku, KpacHbI BONOCAHOM OTpy6eBMAHBIN VLA, TUTUPWA3 KPacHbI BONIOCAHON OTPYOEBUAHDIN,
pityriasis rubra pilaris) - pegKoe navonaTnyeckoe namnynesHo-CKBaMmo3Hoe BoCranuTenbHoe 3aboneBaHne KoXu, XxapakTtepusyoleecs GonnmkynsapHbl-
MV POroBbIMU Marnynamu, NafioHHO-MOAOLWBEHHON KepaTofepMyiel, WenyLwalmmMuca 6awKaMmn opaHXeBo-KpacHOro LiBeTa C XapakTepHbIMW oYaramu
HernopaXxeHHOM KOXW. MCTonornyeckn yepeayowminca naTTepH opTo- U Napakepatos3a CYMTaeTcAa OTIMYmTeNbHON YepTon KBJ1 (WwaxmaTHbIv runepke-
pato3). HapyLieHre perynaumnm BpoXaeHHOro MMYHUTETa ABNIAETCA KOMMOHeHTOM naTtoreHesa KBJ1. BpoxaeHHble myTaumm reHa CARD14 nnm conyT-
CTBYIOLLVIE @HTUTEHbI, KOTOPbIE MOTYT NMPUHMMaTb GOPMY ATPOTEHHBIX MOPAXKEHUIA, MHOEKLMI UNK 3NI0KAYECTBEHHBIX HOBOOOPa3oBaHUIA, MOTYT ObITb
HayvaNbHbIMW NYCKOBLIMW MeXaHV3MaMu 3aboneBaHuA, XOTA STUONONA YacTo nanonaTnuyeckas. Knaccuyecky nogpasaenatoT 5 noaTnnos 3abonesaHna
B 3aBVICYMOCTU OT BO3pacTa Hauasa 1 KIIMHuYeckon KaptuHbl. KBJ1VI Tuna accouumpoBaH ¢ nHdekuyen, Bbi3BaHHOW BUPYCOM UMMYyHoAedULUTa Yesno-
Beka. CARD14-accouumpoBaHHas naryne3Ho-CKBaMO3Has CbiMb 1 AUCKOUAHbIA AepMaTUT ML NPeACcTaBsioT cO60 HOBble KIMHMYecKe GeHoTUMbl
KBJ1. MocnepHwWin oka3sblBaeT BblpaXeHHOe HeraT1BHOe BMAHME Ha KaueCTBO XMN3HY, a 3ab0neBLUMe NOABEPXKEHbI MOBbILIEHHOMY PUCKY Aenpeccun 1 Cy-
nuupy. Mikceknsymab, METOTPEKCaT 1 CEKYKMHYMab MOryT paccmaTprBaTbCA Kak CCTeMHble npenapartbl 1-ro Bbi6opa. Mpy Hanuumm NpoTMBoMoKasaHma
K MIMMYHOCYNPEeCCMBHOW Tepanu peKoMeHAyeTCA NpueM BbICOKUX 403 M30TPETUHOWHA. B KauecTBe AOMONHUTENbHO Tepanuy NPUMEHSIOTCA MeCTHble
CPeACTBa, BKIIOUasA KanbLMNOTPUEH, UHIMOUTOPbI KalbLMHEBPUHA, CMATYaloLLMe CPeACTBA M TONMYECK/Ee KOPTUKOCTEPOUADI.
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Pityriasis rubra pilaris: A review
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Abstract

Pityriasis rubra pilaris (PRP, syn.: Devergie's disease) is a rare idiopathic papulo-squamous inflammatory skin disease characterized by follicular
papules, palmar-plantar keratoderma, scaling plaques of orange-red color with characteristic foci of unaffected skin. Histologically, the alternating
pattern of orthokeratosis and parakeratosis is considered a distinctive feature of PRP (staggered hyperkeratosis). A violation of the regulation of
innate immunity is a component of the pathogenesis of PRP. Congenital mutations of CARD 14 or concomitant antigens, which can take the form of
iatrogenic lesions, infections or malignant neoplasms, can be the initial triggers of the disease, although the etiology is often idiopathic. There are
classically five subtypes of the disease, depending on the age of onset and clinical picture. Type VI PRP is associated with infection caused by the
human immunodeficiency virus. CARD 14-associated papulosquamous rash and discoid dermatitis of the face represent new clinical phenotypes
of PRP. Devergie's disease has a pronounced negative impact on the quality of life, and those who become ill are at increased risk of depression
and suicide. Ixekizumab, methotrexate and secukinumab can be considered as systemic drugs of the first choice. If there is a contraindication to
immunosuppressive therapy, high doses of isotretinoin are recommended. Topical agents, including calcipotriene, calcineurin inhibitors, emollients
and topical corticosteroids, are used as additional therapy.
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BBegeHune

Kpacnbiit BonocsHoit mumait (KBJI, cun.: 6oesus [leBepixu,
KPAacHBIII BOTIOCAHOM OTPYOEBUIHBIN JIMILIAl, MUTUPUA3 Kpac-
HbIil BOJIOCSIHON OTPyOeBUHBIIL, pityriasis rubra pilaris) — pep-
KO€ MJMOIATHYeCKOoe MaIly/Ie3HO-CKBaMO3HOe BOCIIA/INTE/IbHOE
3abormeBaHMe KOXU, XapaKTepuayroleecs (QOIMKYIAPHBIMU
POTOBBIMY IAITy/IaMM, JTa/JOHHO-TIONOIIBEHHOIT KepaTofiepMIelt,
Iy IAMMUcs O7IsAIIKaMy OpaHXeBO-KpacHOro IIBeTa ¢ Xa-
PaKTepHBIMY O4araMy HellOpaXkKeHHOI KoXu [cM. TofpobHee: 1].

ITepBbIil 3apernCTPUPOBAHHBII C/Iy4Yail JaHHOTO 3abojeBa-
HUA gaTupyeTcsa 1835 I u ycTaHOBIEH (PPaHI[y3CKUM JIOKTO-
pom JIxx. Knasauem Tappainem, kotopsiit cuntan KBJI pasHo-
BUJHOCTBIO Hicopuasa [1]. B 1856 r. KBJI npusHaH OTAe/IbHBIM
3abomeBaHreM HOKTOpOM AsnbdoHCOM [leBepKu, KOTOPBI
Has3BaJl 3TO COCTOsAHME OTpybeBMAHBIM MuiraeM [1]. B 1889 r.
mokrop DpHect BeHve BBen TepMmuH “pityriasis rubra pilaris”,
KOTOPBII1 O6y/eT UCIIONb30BAThCS BIIOCAEACTBUY [1].

nugemuonorusa

3a6oneBaemoctb KBJI cocrasnser 0,002% (Mupgusa) u 0,02%
(BenmkoOpuTaHNsI) COOTBETCTBEHHO, FeH/IEPHBIX PA3/ININIL He
Habmopaercs [2, 3]. okrop 3. Ipuddurc B o6paennn k die-
HaM bpuraHckoit accoumanum gepmaronoros B 2003 1. pep-
TIOTIOXKWJL, YTO pacnpocTpaHeHHocTh KBJI gocturaer 2,5 Man
C/Iy4aeB, YTO B CpefiHeM cocCTaBiAeT 1 cmydait Ha 400 ThIC. Ha-
cenenus [3]. KBJI MoxkeT mopakaTb JIofiell BCeX BO3PacTOB, C
He3HauNTEIbHBIMY MKaMI B paHHEM [eTCTBE U Y JIUI] B BO3-
pacre 50-60 met [1-3].

MaToreHes n npoBouupylowme ¢pakTopbl

B narorenese KBJI BblABIEHBI HapyLIEHUs DeTyIALUAU
IIPOBOCIIA/INTENbHBIX IIyTeit MHTepneiikuHa (VIJ1)-23/T-xen-
nepoB 17 u HapyuleHne 6apbepHOi QYHKLMYM SIUEPMIUCA 1
koxu [1]. CymmecTByIOT HOKa3aTe/lbCTBAa 3HAYMTENHHOTO COB-
nafieHus natoreHesa mncopmasa u KBJI, uto nmogrBepxmaeTcs
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Puc. 1. DonnukynsapHbie runepkeparoruyeckme nanynbi KBJ1.

yCIexoM OMOIOTMYeCKUX areHTOB Tepaluy Icopuasa mpu Ux
ucronb3oBanun s nedenuss KBJL [1, 4]. IIpoBeneHHbIe Te-
HeTUYECKUe JCCIIENOBaHMsA IPEOCTABIAIT JI0Ka3aTeIbCTBa
TOro, 4to myrtauuu rena CARD14 (caspase recruitment domain
family member 14 - ceMmeifcTBO ZOMEHOB peKpyTMHIa Kac-
nas, WieH 14) cBA3aHbI B IepBYI0 odepenb ¢ ceMeltHbiM KBJI
(tum V). Tlokasano, uto CARD14 wrpaeTr ponb B aKTUBAL[N
HyKJIeapHOTo (akTopa Karma-6u, IpOBOCIaTNTEIbBHOTO Mef-
aropa [5, 6].

ITpepnoxxen tepmun CAPE, unmu mamynesHo-cKBaMO3Hble
BbIChIIaHMA, cBg3aHHble ¢ CARDI14, onyChIBAIOIIM JIIOJEN C
myTanusamu CARDI4, KoTopble IPOABIAIT IPU3HAKK IICOPU-
asa un cemeriHoro KBJI [7]. Ilepexpbitue myranmit CARDI4 n
K/IMHMYECKUX NPOsIBIeHuI rcopuasa u cemertnoro KBJI mpen-
osaraet o0IMe MyTH [aTOreHe3a I MOXKeT CTaTh TeMOIT A
OyAyILMX UCCIIe[OBAHMIL.

IMTatodusuonorns KBJI mo cux mop IOTHOCTBIO He U3yde-
HAa, YTO IPUBOJUT K HEOINPENENeHHOCTY B OTHOIIEHUU TOTO,
4TO BBI3BIBACT MM 3aIycKaeT 3aboneBanue. Hambomnee gacto
YIOMUHAEMBIMM IIPOBOLUPYOWNMY (AKTOPAMU SIBJIAIUCD
6akTepuanbHble X BUPYCHbIe MHEKLNY, BaKI[MHALVA IPOTUB
kopoHasupycHoit uapexuuu (COVID-19), 310KayecTBeHHbIE
HOBoOOpasoBaunus (3HO) u COVID-19 [4]. COVID-19 u Bak-
LUHAONA ABJIAIOTCA IOTeHIMATbHBIMU IPUIMHAMY YU JOJDK-
HBl YYUTBIBATbCSl BpayaMu Inpyu BosHukHoBeHuy KBJI mmm
KBJI-n1ogo6HbIX BhIChITanmii [4].

IMoTtenunanpHoit npuyanHOil Moxer 6bite 3HO, uyro mo-
3BOJIAET MpefuonoKuTb: KBJI MokeT OBITH NMapaHeOoIIacTH-
4yecKoy chinbio. C BO3MOYKHON 3/10Ka4eCTBEHHON OIyXO/bIO
CBA3aHBI pas/IMUHbIe IePMATONOTMYECKIE BBICHIIIAHNSA UM CO-
crostHus [8]. ComytcrByromye 3HO Habmomanucs y 8,2-10%
mopeit ¢ KBJI. BolABIeHO HeCKOIbKO TUIIOB paKa: XpOHMYe-
CKMit TMMQOLUTAPHBIN JIEIIKO3, XOMTAaHTMOKapI[THOMA, pakK
MIPEMICTATENbHOI JKe/le3bl, MUETOMMCIUIACTUYECKUI CUH/IPOM,
aJlcHOKapIMHOMa JIeTKMX, HemudQepeHIMpOBaHHbII MeTa-
CTAaTMYEeCKNI IJIOCKOKIETOYHBI pakK, paK TONCTONM KMIIKM,
HMAIVUISIPHBIN YPOTENINANbHbLl PaK U LiepeOpanbHas MEHMH-
rnoma. Ilpenmonaraerca BosmoxHasa cBasbh Mexay 3HO u
KBJI, u KIMHUMIMUCTHI KO/MKHBI 3HaTh, 4T0 KBJI mnu KBJI-mo-
HOOHbIe BBICBIIIAHUA MOTYT OBITb CBA3aHBI C HEOIIO3HAHHBIM
paxowm [1, 4].

KnuHnka

Knaccuveckoe mposienenne KBJI - dommukynspHsie Tu-
MepKepaToTNIecKue MaIyIbl, KOTOpble CIMBAIOTCA B PacIpo-
CTpaHeHHBble OJIAIIKY JI0COCEBOTO I1IBeTa, M MEXAY 9TUMIU
ONAIIKaMY OOBIYHO MOXKHO HAJITVM OCTPOBKM HEHOPaXKeHHOI
koxun (puc. 1). Kpome Toro, y manuenros ¢ KBJI gacto o6Ha-
PY’KMBaeTcA /aflOHHO-TIOf[OIIBEHHEIN TUIIepPKepaTos, a Takxke
MO>KET BO3HMKATh PacIPOCTPaHEHHOE TTOPayKeHNe KOXU C AB-
nenuaAmMy s3putpopepmuy. OTHAKO KIMHUYECKNUE TPOABIEHNUA
KBJI 3Ha4unTeNnbHO BapbUPYIOTCS, U Ajst 60JIee TOYHOI OLIeHKNU
VMHIVMBUYaTbHOTO IIPOTHO3a 1 BBIOOpA /ledeHns HeoOXoauma
KIMHUYecKas cTpatudukanms sabonepanns [1-3].
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Puc. 2. FleHepanun3soBaHHbIii KBJ1 c ocTpoBKamMun HenopaKeHHo
KOXW.

B 1980 r. zoxtop W. Griffiths paspa6oran cxemy xmaccudu-
kauyy KBJI Ha ocHOBe Bo3pacTa Havyasa ¥ KJIVHWYECKON Kap-
tuasl [9]. On Beigermn 5 BapuanTtoB KBJI: tum I (kmaccmaecknit
B3pocsiii), T 11 (arumansiit B3pocsiit), Tui I (kraccuye-
CKUIT I0BEHM/IbHBIIN), TUI IV (OrpaHnYeHHbIN I0BEHNUBHBIIT) U
mvn V (aTMnmMyHbIi 10BeHnIbHbIN) [9]. Bonee mosgune ucce-
HOBAHNS MOKA3a/Iy, YTO MOP(OIOrMYeCKIIT IOATHUII He TIpef-
CKa3bIBaeT OTBET Ha TePAINIO VIV BEPOSATHOCTb PEMUCCHNL.

KBJI I muna (xnaccuueckuii y 63pocnvix). SIBnsiercst Han6o-
7lee PacIpOCTPAHEHHBIM IOATUIIOM, Ha JIO/TI0 KOTOPOTO IIpu-
xopuTcst mpuMepHo 55% Bcex caydaes KBJI. Mopdomnornueckn
KBJI T Tuna xapakTepusyercs HalyJaaMyu J0COCEBOTO 1IBeTa,
KOTOpble II€PBOHAYa/JbHO MHOSABIATCA B (PO/UIMKYIAPHOM
pacnpenesieHny, a 3aTeM C/IMBAIOTCS B OJISAIIKA C XapaKTepPHbI-
MM OCTPOBKaMM HeHOpPaKeHHOI Koxu (puc. 2). 3aboneanne
00BIYHO HAYMHAETCS HA TO/IOBE U e, BEPXHeIl YaCTH TYTOBHU-
I1a C TOC/IeYIOUIM PacCIpOCTPaHEHNEM CBEPXY BHU3 U MOJKET
mporpeccupoBars fo spurpopepmuu (puc. 3). BockoBupnas
JIaJIOHHO-TIOAOLIBEHHAsI KepaTofepMusi BMecTe C (OIMKY-
JIAPHBIMU TIAIy/IaMU TIPEfCTABIIAIT COOOI BaXKHbIe OTIMYM-
tenbHble TpusHaku KBJI (puc. 4, 5). bonee yem y 80% maru-
€HTOB MOTYT Ha0/II0aThCs1 M3MEHEHVsI HOTTEll, KOTOPbIe MOTYT
IPOAB/IATBCA B BUJE YTO/IIEHNSI HOITEBON IIACTMHBL, KPOBO-
U3NVSHUIL IIO TUITY 3aHO3BL, IOZHOITEBOTO TUIIepKepaTo3a UK
kcanToHyxuu [10, 11]. Y HeKOTOpBIX OGOIBHBIX OTMEYAIOTCS
9KTPOIMNOH, 60/Ib B CyCTaBax, BblafieHue Bonoc [10, 11]. Jla-
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Puc. 3. Hauano 3a6oneBaHus C ronoBbl 1 Wen 1 fanbHeiilee
pacnpocTpaHeHue cBepxy BHU3 (uedanokayaanbHoe).

Puc. 4. BockoBupaHan keparogepmus nagoHei npu KBJ1.

6oparopHoe 06cIeoBaHe MOXET BBIABUTD IepydepIIecKyo
so3uHounuo [12]. Y 72% manueHToB 3ab0jeBaHMe IEPCH-
cTupyert B cpefiHeM B TedeHme 58 Mec [10]. CyxocTb KOXI, 3y,
IIOKpacHeHNe, IIeTyIleHue, CTAHYTOCTb KOXKI ABJIAIOTCA Xa-
PpaKTepHBIMM IIpU3HAKAMI.

KBJI II muna (amunuunviii y é3pocnvix). bonee penxmit
noprun KBJI y B3poc/bIX, Ha [OM0 KOTOPOTO HPUXOAMUTCH
npuMepHo 5% ciaydaes 3aboneBanusa. KBJI I Tuma xapakTe-
pU3yeTcs UXTUO30MO[OOHOI Hellryell ¥ BhIPaKEeHHBIM JIaJlOH-
HO-TIOJJOLIBEHHBIM Iunepkeparo3oM. B ormrune ot KBJI I tnna

CONSILIUM MEDICUM. 2024;26(8):485-491.

Puc. 5. MopowBeHHas 3puTeMa N BOCKOBUAHDII rMnepKkeparos.

neasoKaysanbHOTO PacpoCTpaHeHus: OOBIYHO He Habmoxa-
eTcsA, ¥ MIOPaXKeHM s, KaK IIPABUJIO, 3aTParuBaloT HIDKHME KO-
HeyHocTH. Y manuenToB KBJI II tuma oTrmedaercs BbIpaskeH-
Has ajormenus [9].

KBJI III muna (xnaccuumeckuii ronoweckuii). CocTaBis-
er mpubmusurenbHo 10% cmygaes KBJI. 3to 3abonepannme
BCTpedYaeTcs y feTeil n moxoxke Ha npossiaenua KBJI I turma,
HO 3HAYNTENbHO pexxe HabmoaeTcs apurposepmust. [Ipu stom
MIOATHUIIE YACTO MOPAYKAIOTCS IO M KUCTY C MEHBIIVM BOBJIE-
YeHMeM TYIOBMILA 1 KOHewHOCTeit [9, 13].

KBJI 1V muna (ozpanuuentouii toéenunvroui). Hanbonee
pacnpocTpaHeHHbIll BapuanT KBJI y meteit: Ha ero fomo Ipu-
xoputcst 25% Bcex cmydaes 3aboneBanust. OH XapaKTepyu3yeTcs
OYepUYEeHHBIMY PO3OBBIMU MMAITyaMM C IIPEMMYIIeCTBEHHBIM
PacronoXXeHneM Ha pasrubaTeNbHBIX IIOBEPXHOCTAX U aXmi-
noBoM cyxoxunun. Ectrectsennas ucropua KBJI IV tuma nsy-
YeHa HeJJOCTATOYHO XOPOLIO, XOTA MOXKET XapaKTepU30BaThCs
peLVanBUpyoWNM TedeHneM [9, 14].

KBJ1 V muna (amunuunviii toéenunvhoii). CaMblit pef-
xuit BapuanT KBJI y pereit, coctaBnatomuit 5% Bcex cnyyaes
KBJI. On yacTto accouuupyetca ¢ myrauusamu B rede CARD14
U MOXET paccMaTpuBaTbhcA Kak reHopepmaros. KBJI V tuma
0OBIYHO HPOAB/IAETCA B HMepBble 2 O XKM3HU U KIMHUYECKU
XapaKTepu3yeTcs 5K3€MaTO3HbIM JlepMAaTUTOM C MXTMO3OIO-
mo6HOII dernyeil. JlOMOMTHNTEIbHBIE MIPOSIBIEHUS BK/IIOYAIOT
(bOTIMKY/ISIPHBII TUITEPKEPATO3, MISMEHEHN ST HOITel (UCTab-
HBIIl OHMXO/IM3MC U OHUXOTPU(O3) U CKIEPOfIePMOIIOLOOHbIE
M3MEHEHN IUCTATbHBIX KOHeYHOCTel [9].

KBJI VI muna. B 1991 r. A. Blauvelt u coasr. [15] nepBsI-
My coobum o 2 cnydasx KBJI, Bo3Hukmmx Ha ¢oHe 3apa-
sxkenust BYY. B 1995 r. E. Miralles u coasr. [16] mpemmtoxmmm
xnaccuduuyposars KBJI, accounnpoanubiit ¢ BUY, kak KBJI
VI tuma. Stot KBJI VI Titia MO>keT ObITH CBSA3aH C COIy TCTBY-
IOLIVMMY KOHITIOOATHBIMM YIPSIMM, THOMHBIM TIMAPASeHUTOM
VTN ILUTIOBATBIM JIUIIaeM — 3a60JIeBaHMAMY, KOTOPBIe 00pasy-
10T TeTpany QOIMKY/LIPHOI OKKII03KN. Y HareHTos ¢ VI tu-
IIOM YacTO pasBUBAETCS spuTpopepmus [17-19].
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Ta6nuua 1. Knaccudpukauma KBJ1 B mogundukaumm c yueTom HoBbIX KNMHUYeCKUX ¢peHoTunos n pononHenunsamu [1,4,7, 9, 11, 20, 23, 24]

Tun HasBaHune

KnuHunyeckas xa PaKTepucTKa

| Knaccnuecknin B3pocnbii

Camblii YacTbii TMN (55% cyyaes), SpUTPOAEPMUA, OCTPOBKN HEMOPAXKEHHON KOXU, GONNKYNAPHDINA runep-
KepaTo3, NafloHHO-NOAOLBEHHAA KepaToAePMMA C WeNYLIaWMMACA 6rALIKaM/ OPaHXeBO-PO30BOTO LiBeTa

|l ATUNNYHBIN B3POCIIbIN

V|XTVIO3VId)OpMHbIE BbICbIMAHWA Ha rONIeHAX, NaAOHHO-MOAOLWBEHHbIN KepaTto3s, peakne BoNOChl Ha ronose

] Knaccnuecknii oBEHUNbHBbI

Moxox Ha | Tvn, nopa<aeT AeTel NePBOro AeCATUNETUA XKU3HW, TEHEPANTM30BaHHbIE TMNepPKepaToTNUECKe

donnuKynapHble nanynbl 1 GRAWKN

Yetko o4yepyeHHble, Wwenywawneca 6NAWKN N ¢OJ'IJ'II/IKyJ'IF|prIe rmnepkepartoTnyeckmne nanynbol,

\% OrpaHUYeHHbI IOBEHUSTbHbBIN
NPenMyLLEeCTBEHHO Ha KONEHAX W JIOKTAX, TaJOHAX 1 NMOAOLLIBaX

Hauano 3aboneBaHus — B nepBble roAbl XU3HM 1 €ro XpOoHNYeCcKoe TeueHne, CeMelHble Cilyyaun; cknepopep-

\' ATVNUYHBIV IOBEHUNbHBIN MOMof06Hble MOPaXeHWA KNCTel 1 CTOM; reHepann30BaHHbI UXTUO3NPOPMHbIN fepMaTUT; GONNNKYNAPHDIN
rmnepkeparos
Vi BUY-accoLMMpoBaHHbIii Y310BaTO-KMNCTO3HbIE U MYCTyNe3Hble akHepOopMHble BbiCbiNaHuA. LUnnoBuaHble NnopaxeHna ¢ yAnMHEeHHbIMU
P oNNUKYNAPHLIMU MPOBGKaMMN. IPUTPOAEPMUA Kak YaCTOE OCNIOKHEHNE
VI A [lnckomaHble, NanynoCcKBamMO3HbIe BbICbIMAHUA C MPENMYLLECTBEHHbIM MOPaXKeHNeM NNLA, PE3NCTEHTHbIE
K Tepanuu
VIl Manyne3Ho-ckBamO3HaA CbiMb, acco- PaHHMI1 BO3pacT Havana 3a6oneBaHuA (8o 2 NeT); XPOHUYECKoe TeueHne; nopaxkeHne nmua
uumnpoBaHHas ¢ CARD14 (CAPE) C PO30BO-KPACHbIMM MATHaMK Ha LEKax 1 noabopoake
IX* MapaHeonnacTueckuit CBA3aH C remaToNIorMyecKmMm ANCKpasnamm (ocTpblii HendpdepeHLUPOBaHHbIV NENKO3, XPOHNYECKUNIA
NMMPONenKos n MMeNnoancnIacTMUecknin cuHapom) 1 3HO conmaHbIX opraHos
OcTpoe TeueHmne, KOTOPOMY NPEALIECTBYIOT CUMMNTOMbI MHPEKLNY; HET KNNMHUYECKUX UK N1abopaTOPHbIX

X* MocTVHPEKUNOHHDBIN OTKIOHeHW; GONUKYAPHbIE Nanysibl C NOABIEHMEM Knaccuyeckoro oBeHunbHoro KBJ1 uepes

HEeCKOJIbKO Hefenb

*Yka3aHHble Tunbl KBJ1 eLe He MeoT YeTKoii CTpaTuduKaumm.

CoBceM HeJaBHO ONMCAHbI 2 HOBbIe (OPMBI, KOTOPBIE
KIMHNYECKM U TUCTONOrMYecku HamomuHaor KBJI, - ma-
IIy/lIe3HO-CKBaMO3HasA Cblllb, acconuuposanHasds ¢ CARDI4
(CAPE), n auckoupnsii gepmarut muua (11, facial discoid
dermatitis) [7, 20]. Ilpennosxen eme ogun mogrun KBJI - ma-
paneornactudeckuit KBJI - A onmcanus ciaydaes 3abore-
BaHms, cBsasa”ubix ¢ 3HO [1].

B 2018 r. B. Craiglow u coaBT. ommcanu 15 manueHToOB C
CAPE [7]. PasHOBUAHOCTY UAEHTUGUIMPOBAHBI C UCIIOIB30-
BaHJEM CEeKBEHMPOBAH BCETO 9K30Ma JI/Is BBLABIEHMS [1ATO-
reHHbIX BapuanToB B CARDI14. Bce maryeHTs! ObIIN B BO3pac-
Te 0 2 JIeT, U Y BCeX, KpoMe 1 60JIbHOrO, ObIIO BbIPaXKEHHOE
HOpaKeHMe NLa C PO30BO-KPACHBIMU MATHAMM Ha IIeKax U
ox60poiKe, 3a MCKIIOYeHNeM ITOATYOHOI obnacTu. B To Bpe-
Ms KaK paHHMII BO3pacT Hayaja ¥ XPOHMYECKMII XapaKTep
3a0omeBaHusa ObUIM COBMeCTUMBI ¢ auarHosoMm KBJI V tuma,
y OONBIIMHCTBAa MAaIMEHTOB OTCYTCTBOBAIU CKIIEPOLIEPMO-
HOZOOHBIE VISMEHEHNUS KUCTe Y CTOII, KOTOpBIe KIacCUYecKn
accoumupytorcst ¢ KBJI V tuma, xo1s1 y 2 601pHBIX Habmona-
JIMCb VI3MEHEHUs, TIOX0XKNe Ha cKiepopepmuio. Kpome roro, y
HEeKOTOPbIX IMALMEeHTOB OBUIM TeHepaan30BaHHbIe Yellylida-
Thle O/IALIKY, KOTOpbIe OOMIbIe COOTBETCTBOBA/IM OOLIMPHOMY
OmsmedHoMy rcopuasy. Takum o6pazom, Mopdomorndeckue
oco6enHoctu CAPE MoryT coderatbes ¢ ncopuasom u KBJI, Ho
OHM TaKXKe MOTYT OBbITh KJTACCUYECKVMU [/ TOTO WY IHOTO
3aboneBanusa (u He coyeraTbca Hu ¢ 9eM) [7]. CoBceM HeaBHO
N. Li u coasr. [21] ommcanu sxTponnoH y nanuenta ¢ CAPE, a
T. Takeichi u coasT. [22] coobmunu o cnydae KBJI ¢ mpusHaka-
MU, TOJOOHBIMM aTOIMMYECKOMY JIePMaTHUTY, YTO ellle OOJIblIe
pacumpuio GeHOTUIIMIECKNI CIIEKTP STOTO COCTOSIHUS.

Huckouonoui oepmamum nuya. B 2010 r. C. Ko u coasr.
omycany 3 ManeHTOB C JUCKOUJHO-TAIYIe3HBIMI MOpaXe-
HUSIMU, OrpaHndeHHbIMuU oM [23]. [lopaxenns Obuin He-
BOCIPUVMMYNMBBL K HEKOTOPBIM MECTHBIM METOfAM JIeYeHVs],
BKJIIOYasl IIPOTVBOIPUOKOBBIE IIpPEraparsl, Ka/lbIUIIOTPUEH,
petrHouzbl u MectHble Koptukoctepounsl (KC). I[mcromato-
JIOrMsl BBIABMIIA Hecnelyduieckue IcopuasonofoOHble n3Me-
HeHMs. ABTopbl npennoxwm tepmuH JIUJI pis onpenenenns
9TOr0 HOBOTO KaMHMYeckoro ¢enoruna [23]. ITocre goxmama
C. Ko 1 coaBT. 06aB/IeHO HECKOIBKO JOIIOJTHUTETbHbIX C/Tyda-
eB JIJ1JI, nof4yepKkuBaloOIuX HeKOTOpoe cXofcTBo ¢ KBJT [24].
B 2018 r. E. Gan u coaBT. coobumm eme o 8 cayvasx 11 -y
1 u3 arux nauuentos passuaca KBJI II Tuma, 9ro nosponser
HPeANONOXUTb CBA3b MEXAY 3TUMU 2 cOCTOAHMAMMU [25].
B 2022 r. K. Rypka u coaBT. coob6mmmu o cayyae JJJI co 3Ha-
YNUTENbHBIM YIy4IIEHNEM IIOC/Ie JIeYeHUs YCTEKMHyMaboM,
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nBoitHBIM mHrubuTopoMm WJI-12/23, 06b19HO JCIIONIb3YEMbIM
npu KBJI [26]. OTnndHbI1 OTBET HA JIeYeHNE YCTEKMHYMaboM
MO>KET yKasbIBaTb Ha obwmit narorenes mexnay JJJI n KBJI,
4TO ellle 6OMbIe MOATBEPXK/AET IPEHIIONIOKEHNE O TOM, YTO
9Tu 2 3a60/1eBaHMsA OTHOCSATCS K OJHOMY CIIEKTDY. Y UUThIBas
9TV 0O0Inue NPK3HAKY, HEKOTOPBIE aBTOPbI IIPENIIONOXIIN,
gto JIJIJT Mo>xeT 6BITH KiIaccuUIMpPOBaH KaK HOBBII BAPUAHT
KBJI (KBJI tima VII) [20].

Iapaneonnacmuueckuii KB/I. Coo61mjanocs 0 MHOXeCTBe
HOBOOOpa3oBaHMit, cBsA3aHHbIX ¢ KBJI, BK/II04ast Kak reMaToyo-
rudeckue guckpasun (ocTpoiit HeguddepeHIMPOBaHHBII Teli-
KO3, XpOHMYeCKUII MuMQONeiKo3 ¥ MMUeTOfUCIIACTUIeCKMIT
cuazpom), Tak u 3HO commpHbIXx OpraHoB (KapLmHOMAaTO3
OpIOIIHOJ IIONIOCTH, PaK MOJIOYHOI >Kefe3bl, OPOHXOTeHHYIO
KapIHOMY, XOJIAHTMOKAPIIMHOMY, a[leHOKapLXHOMY TOJICTON
KUILIKY, TeIaTOLe/UTIIAPHYI0 KaplMHOMy, capkomy Karmorn,
KapITHOMY TOPTaHM, KapIMHOMY MepKers, HeMelTKOK/IeTOd-
HBII paK JIeTKOTO, PaK MPelCTaTeIbHO XKele3bl, aflecHOKapIiy-
HOMY JIETKOTO ¥ TI0YeYHO-K/IeTOUHYI0 KapiHomy) [27]. Heko-
TOpbIE aBTOPbI IPeANoNoXuu, 4To KBJI MoXeT pefcTaBnATh
co00i1 apaHeoIIacTNIeCKNl (peHOMEH, ¥ TO3ITOMY IIPeIO-
>KeH NapaHeorutacTiyecknit KBJI B kauecTBe HOBOrO MOATHMIIA
3abonesanus [1,11].

OcHoBuble KamHndeckue ocobennoctu CAPE, IJ1JI, KBJI
VI tuma n nogrunos Ipuddurc npexcrasiens! B Tabom. 1.

AnarHoctuka n guppepeHuymvanbHbIn UarHos3

Iuarnos KBJI ycraHaBnIMBaeTCss Ha OCHOBAHMM >Kajo6 ma-
LUEHTa, CEMEIHOTO aHaMHe3a, XaPaKTE€PHOW KIMHUIECKON
KapTuHbI 3a00/1eBaHNsA, JAHHBIX IMCTONIOTMYECKOTO MCCTIeNo-
BaHyA (61orcym Koxmn). ViccnenoBanus He BBIABMIN CEPOTIO-
TMYIECKUX MM MMMYHOTMCTOXVMIYECKMX MapKEPOB, KOTOPbIE
Mo OBl IOMOYb B IMarHocTuke [1,4].

Tucmonozus. KBJI xnaccudecky NposABsAeTCs HepaBHOMeP-
HBIM HCOpI/IaSO(i)OpMHbIM AKAHTO30M 3IUaepMyca U Xapak-
TE€PHbIM PaCIOJI0KEHHbIM BbIIIE «IIAXMATHBIM» PUCYHKOM
IapakepaTosa, 4epefyIIMMCA BepPTUKATbHbIM M TOPU3OH-
TaZbHBIM OPTO- 1 ITapaKepaTo30oM. MoyKeT Takxe Hab/ofaThb-
51 3aKyIHopKa (O/UIMKY/IOB C IapaKepaTo30M, PaCIIVPSIOINM
orBepctue ¢omnmukyna. O6Hapy>keHue TONCTHIX, @ He TOHKUX
CyNpananwUIsApHbIX IVIACTMHOK U OTCYTCTBUE HEHTPOIIOB
B POTOBOM C7I0€ MOTyT IoMo4b oTnnyuuth KBJI oT ncopuasa.
O6bruno npu KBJI 3epHUCTHIIT €10/ HOPMAJIbHbI WIN YTOT-
IleH TOJ, yJacTKaMM IIapaKepaTros3a IpM TUCTONOTMYECKOM
uccnegoBannu. Kpome Toro, coobmianoch o BapuabenbHOM
HOBEPXHOCTHOM II€PMBACKYIAPHOM MMQOIMCTHOLNTAPHOM
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uH}UIbTpaTe, MHOIGA O HE3HAYMTEIbHOM SINAEPMATbHOM
CIIOHTHMO3e, 303MHOGNIAX ¥ OYarOBOM aKaHTOMUTUYECKOM
[UCKepaTo3e, KOTOPBIil IMCTOIIATONOrMYeCK) HallOMIHAET 60-
nesHb [poBepa, HO OHV He OOHAPY>KMBATCA HOCTOSIHHO [10].
XoTs aKaHTO/IN3 MOXXHO Hab/MoaTh B 6oree yeM 25% ciydaes,
3TO OTKPBITHE MOXKET HOIOTHUTEIbHO TOMOYb OTINYNUTh KBJI
oT ncopuasa [3,11].

Iuddepentmanbubni guarno3 KBJI Bappupyercs B 3aBUCH-
MOCTH OT HOJTHIIA ¥ IIPOrpeccupoBaHms 3abonesanus. K-
geckue npossrennsa KBJI B Han6obllell CTeleH COBNafaloT ¢
ncopuasoM. Ilcopras MOXKeT MPOSIBIATHCS PERKUM (POTIIMKY-
JIIPHBIM TIOATUIIOM, HO OT/IMYUTE/IbHBIM IIPU3HAKOM KOTOPO-
r0 ABJAETCA OTCYTCTBUE JIaf[OHHO-TIOIOLIBEHHOI KepaTofiep-
mun [2, 3]. Jpyrumm fOIOMHUTeNbHBIMY AV depeHIaTbHbIMI
OT/INYMSIMIU MOTYT OBITD Te, KOTOPBIE IIPUBEEHBI [JATIEE.

ITopascenue eonocucmoii uacmu 20106v1. Pannee 3a60neBa-
HUe KOXU To/oBbl, BbIsBaHHOe KBJI, MOXKeT BapbMpOBaTh OT
MeJIKUX 0 607Iee KPYITHBIX IVIACTMHYATBIX YelllyeK, 0ObIYHO Ha
9PUTEMATO3HOM OCHOBAHMI, VI MOXeT OBITh IIOX0XKe Ha IIPOsIB-
NeHus ce60PEeHOro AepMATUTA U/IM A/IEPTIUYeCKOr0 KOHTAKT-
HOTO lepMaTuTa.

JladonHo-nooouiéeHHas Kepamoodepmus. XapaKTepHbIl Kpac-
HO-OPAH)XEBBIII 1IBET, Bapuabe/bHbIl OTeK M BOCKOBVZHAS I10-
BEPXHOCTb Kimaccuyeckoro KBJI MoryT momouyb OTAMYUTD OT
IIcOpyasa, TapaHeoIIaCTUYeCKOTo aKpoKeparosa (cuHapoma Ba-
3eKca), IXTI03a, HaC/IeICTBEHHOI! JIaJIOHHO-TIOfIOLIIBEHHOI! Kepa-
TOZEPMIYL, SPUTPOKEPATOREPMUN ¥ TPUOOBIIHOTO MIKO3a.

Spumpooepmusa. MHorue BOCIaIUTeNbHblE 3a00/IeBaHUA
TPYZHO PpasAMuYUTb IpU TeHepanusaluy B 3PUTPOJEPMMIO,
Bkmoydaa KBJI, ncopnas, rpM6OBM11HbII7[ MuKko3, cuagpom Ce-
3apy, aTONMYECKUI JE€PMATUT, AJUIEPTUYECKUI KOHTAKTHBI
HepMaTUT, MeAVIKAMEHTO3HYIO TOKCUIEPMUIO, ITAPAHEOIIACTH -
YeCKYI0 SpUTPONEPMUIO M MAMOIATUYECKYIO SPUTPOJEPMMIO.
Huarnos arunmynoro KBJI, B yacTHOCTH, C/lefyeT yCTaHaB-
MBaTb C OCTOPOXKHOCTDBIO, IIOCKOIbKY 3PpUTPOAEpMMUYecKasd
¢dopma rpuboBupHOro Mukosa u cuugpom Cesapy MOIyT BO
MHoroM umutuposars KBJI, nHOIrma faske 1eMOHCTpUpYs Xa-
PpaKTepHble OCTPOBKM Hellopa’keHHoI Koxxy. Hanmdne Bocma-
JINTEIBHOTO 3a00/IeBaHMsI MOXET [IOMOYb B ITIOCTAHOBKE [ja-
THO3a, XOTA Y HEKOTOPBIX IanneHToB ¢ KBJI nmeeTcs mM4uHbI
UM ceMeHbIN aHaMHe3 IIcopuasa.

Ilopascenus nozemeii. ’Kenro-KopuyHeBble TUNEPKEPATOTH-
4YecK1e HOTTY C pa3HOOOpasHbIMY ITOHOTTEBBIMI HAaleTaMU B
CcOYeTaHMM C KOXKHBIMY M3MEeHEeHUAMM 4acTO MOXKHO IPUHATD
3a nicopuas. [Ipu KBJI He nponcxoguT n3MeHeHmit, 3aTparusa-
IOIIVX NPOKCUMAJIbHBI MaTPUKC HOITA WIM HOITEBOE JIOXe,
TaKUX KaK HOI'TeBble AMKI VM MAac/IsIHbIe IATHA, YTO BO MHO-
TUX C/Ty4asX MOXKeT IOMOYb OT/IMYUTD OT IICOpMa3a.

Bbonv 6 cycmasax unu moimuyax. Ipu KBJI y B3pocibix ya-
CTO HaOMIONAIOTCS APTPAITUM, & MCTUHHBIN BOCIIA/INTEIbHBII
apTPUT BCTPeYaeTcs PefKo, Ho MHOr#a mpucyrcrsyet [2]. Op-
HAKO eC/Ty MALMEeHThI COOOIIA0T O C1abOCTH, TO CIeAyeT Mpefi-
IIOJIOXKUTD AEPMAaTOMUO3NUT THIa Bonra. [lepMaToMnosuT tumna
Bonra - peskmit BapuaHT, XapaKTepUSYIOLIMIACA KepaToTude-
CKUMU (OJUTUKY/IAPHBIMY TAIyIaMM, KOTOPble MOIYT MMM-
tuposarb KBJI. Iucronornyeckoe mccieopaHme IOKa3bIBaeT
¢donnuky/sipable u HeONIMKY/SIPHbIE paspacTaHWs SINLEP-
MIICa, 3aII0/IHEHHBIe KepaTnHOM [2, 3].

Amunuunvie sapuanmuot KBJI, Bxmouas tunsl 11 n'V, xapak-
TePU3YIOTCA UXTUO3UGPOPMHBIMY U3MEHEHUAMU, KOTOPBIE Clle-
LyeT OTIMYaTh OT APYIUX GOpM IPUOOPETEHHDIX 1 BPOXK/EH-
HBIX UXTUO30B [2, 3].

Tepanua KBJ1

Ycranosnennoro anroputMa nedenus KBJI ne cymecTsyer,
IIOCKO/IbKY He OIlyO/IMKOBAaHO PaH[JOMU3MPOBAHHBIX KOHTPO-
NMPYeMBIX MCCTIEOBAHMIA, 1 IpefilaraeMble METOJbI TepaInm
OCHOBaHbI Ha HEOONDIINX CepUsAX CIydaeB U OTHENbHBIX pe-
3y/IbTaTaX KIMHMYECKUX oT4eToB [28]. [Toutn Bce omyOmmKo-
BaHHbIe laHHbIe 0THOCATCA K KBJI 1 Tina, B TO BpeMs Kak OITBIT
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nedeHns Apyrux KamHndeckux Tunos KBJI moka HemHorounmc-
JIEHHBIIT 1 ero HeoOxoxMMO HakommTb. [Tockonbky KBJI sBis-
eTCst peIKuM 3ab0/eBaHeM, I Y ALMeHTOB MOXKeT HaCTYIINTb
CIIOHTaHHAsi PEMMCCHs, HAyYHO OOOCHOBaHHAs OILIEHKA €ro
TepaIeBTUYECKOI! 1IeHHOCTHU 3aTPyAHEeHa I IOTpebyeT MHOro-
LIEeHTPOBBIX VICCTIemoBanmit [1, 4, 28].

ITpobnema mectHoro nevenmsi KBJI saxmiowaercst B TOM,
9TO [y IOMYYeHUsI YCTOMYMBBIX Pe3ylIbTaToOB IMOTpedyeT-
csl IJINTeNIbHOE WCIIONb30BaHNMe JIEKAPCTBEHHBIX CPefCTB, HO
B [IVICTBUTEIBHOCTH MX IIPVYMeHeHMe Ha GOMbLINX yIacTKax
[IOpaXKeHWsI OTPAaHNMYEHO BCIEHCTBME IIOBBILIEHHON abcop6-
LMY, a HEKOTOpble MeCTHbIE IIperapaTbl MOTYT BbI3BaTb pas-
OpaskeHMe. MecTHbIe CpefiCTBa, KOTOpble OKa3alaucb MHOTO-
oberaomumu, 0CO6EHHO MpY JIETKOM TedeHMN 3a00/IeBaHms,
BK/IIOYAIOT 9MOJIEHTBI, KepaTOUTIYECKIe CPefICTBA, TaKue KaK
MOYEBMHA, Ca/lMLMIOBasA KIUCIOTa WM Iperaparsl, CofiepKa-
mue o-TUPOKCUKMUCIOTEL, Tommdeckue KC, TazapoTeH, Kajb-
LUIIOTPMEH M MECTHBIE MHTMOUTOPHI KabLiMHeBpHHa [2, 3,28].

Momnotepanns nepopanbabiMu KC nMeeT 04eHb OTpaHNYeH-
Hy® 3¢ dekruBHOCTD pu KBJI, HecMOTpsl Ha TO 4TO Apyrue
BOCIIA/INTe/IbHbIE [iepMaTo3bl (HalpyuMep, aTOMMYeCKUil Jep-
MaTUT ¥ KPAacHbIl IJIOCKMIT /IMINAi) OOBIYHO YMEHbIIAIOTCS
npu npueme nepopanbHbix KC, ograko KBJI mpepncrasnser
c0o601t 3aMeTHOE UCK/TIOYeHHe.

Hanb6omee 4acTo MCIONB3yeMbIMI CHCTEMHBIMU METOAMMU
nedenns KBJI ABnA0TCcA peTMHONBI, METOTPEKCAT U TepaNns
ynsrpaduroneroBsiM (YP) o6myuenuem. CHCTeMHBI PETUHO-
up auuTpeTnH 9¢(PeKTUBEeH B COYETAHUU C Y3KOIOIOCHBIM
YODb, YOAL n ITYBA/Re-IIYBA (PUVA, P - doTocencubm-
mm3satop [ncopanen], UVA - miMHHOBOMHOBBII ciekTp YO).
BcnencrBue BoamoxxHoro ¢oroobocrpenust KBJI mepen nede-
HIEeM PeKOMEH/YeTCs IPOBecTH (HOTOTeCTVPOBAHNIE.

Cpeny CUCTeMHOII Tepalny peTMHON bl MOYKHO PacCMATpPH-
BaTh Kak Tepanuio 1-it imHunm g KBJL. [Josnposka nsorpe-
TUHOMHA COCTaB/sANMa 40 MT 2 pasa B [leHb MM 2 MI/KT B JIeHb.
CucreMHas Tepanus aluTpeTHOM (25-50 MT B [leHb) TIpUBe-
7a K YaCTMYHOMY WM BBIPAKEHHOMY KIMHUYECKOMY OTBe-
Ty [28, 29]. OT™MeueHa BbIcOKast 9 (PEKTUBHOCTD ATUTPETUHO-
MHa B fo3e 30 MT B JieHb, IIperapaT MoXeT 6bITh 9 (HeKTUBHBIM
IIpu JedeHny oBeHnIbHbIX popm KBJL. B kimHMYecKoit mpak-
TUKE pPeKOMEHJyeMas CYTOYHas 71032 M3OTPETMHOMHA I
B3pocnbix c KBJI cocrasnsaer0,5-1 mr/kr B cytkn u 0,3-0,5 Mr/kr
B CYTKM alMTpeTMHA U 3TpeTuHaTa. COOTBETCTBYIOLINII pe-
JKIM [03MPOBaHMA CUCTEMHBIX PeTVHOMTOB y feTell yCTaHOB-
JIeH He TaK IOoC/IefloBaTeIbHO.

JIns manueHToB, KOTOpble He PearupyoT Ha CUCTEMHBIE pe-
TUHOMJBL WM KOTOPLIM IIPOTUBOIIOKAa3aHO MCIIONb30BaHME
PETMHOUMIHOI Tepanuy, MeTOTPeKCaT MpeNIokKeH B KauecTBe
CUCTEMHON Tepanmu 2-1i IMHUM — 110 KpaiiHell Mepe, B Iepu-
Of1 0 3pbI 6MoIpenapaToB. 3aJOKyMEHTUPOBAHHBII OTBET HA
METOTPEKCAT COCTaBUII TONbKO 39%, HO ipyrue MCcCIefoBaHmsA
TOKa3asy JTyvlnne pesyabratsl [9, 28]. Hapagy ¢ meTorpekca-
TOM JPyT#i€ MMMYHOJEIIPECCAHTHI, B YACTHOCTY LIMK/IOCTIOPUH
U a3aTHOIPHH, ObUIM TakxKe 3 dexTuBHbI A5t nedenus KBJL

3a mocnenaue 20 eT HOsBIEHME OMOTOIMYECKIUX METOLOB
NedeHys1 U3MeHWIO TepaneBTrdecKuii manguradr KBJI [1, 28].
ITockonbky KBJI 1 nicopmas nMeroT HeKOTOpbIe 001ye KIIVHNA-
YeCKye V1 TUCTO/IOTMYeCKIe XapaKTePUCTIKY, @ O10TIOTdecKme
IIpemapaThl, TaKle KaK aHTUTeNa, MHIMoupyomye paktop He-
kposa onyxomu a (PHO-a), V1JI-12/23p40 u 17A, ogobpeHsbI
IUIsI TIe9eHNs TICOpMasa, 3TU OMOIOTMYeCKIIe ar€HThI CTaIN Te-
paneBTHYeCKUM BapuaHTOM neyeHnsa KBJL

Vudnukcumab mpepcrabisgeT coboil XMMepHOe MOHOKJIO-
HaJIbHO€ aHTUTENO, KOTOPOEe CBA3bIBAET IPOBOCHAINTE/IbHbIN
untoknH PHO-a u Takke MOXKeT UTpaTh pelIaolylo poib B
passutuy KBJI [1, 28]. B TsKe/bIX MM PE3UCTEHTHBIX CITy4Yasx
KBJI undnuxcumab cunraercs 3¢pHeKTUBHBIM albTePHATHUB-
HbIM JedeHneM. KombyHanms nnmmkcrmada ¢ MeTOTpeKca-
TOM WM alMTPETMHOM ONMCAHBI KaK JIONOMHUTEIbHbIE BO3-
moxxHoctyt KBJI-tepannu [1,28].

489



Ob30P

https://doi.org/10.26442/20751753.2024.8.202860

OTaHepLenT sB/SAETCS OMOMTOTMYECKUM BeIeCTBOM, KOTO-
poe [ieficTByeT Kak pewentop u cBasbiBaeT kKak PHO-a, Tak u
®HO-P, nenass PHO 6uonornyeckn HeakTuBHbIM [28-30]. ITa-
unenTaM ¢ KBJI HasHavyanyu sTaHepuenT B fose 25-50 Mr 2 pasa
B HeJ[e/I0, a HEKOTOPbIe 13 HYUX MOMy4anu KOMOMHIPOBAHHYIO
TepalMio STaHepLEeNTOM ¥ AUTPeTUHOM, METOTPEKCaTOM U
YO®AL [28,29].

Apanumymab mpepcrasisieT co60ii MOHOK/IOHAIbHOE aHTH-
Tel0 MMMYHOINIOOyMuHa Kmacca Gl ¢ BBICOKMM CPOZICTBOM K
genoBeyeckomy OHO. Tepanusa agamiMymaboM OblIa ycren-
HOI1, Ja)Ke KOTZIa OHa IPOBOAN/IACH BTOPMYHO IO CPAaBHEHMIO C
MIpeAbIAYIINMY HeYTauHBIMY MECTHBIMU U CHICTEMHBIMM METO-
mamu nedenns (petunougamu u Y®-tepamnueit) [31].

Inst nevenust KBJI mcnonp3oBaH Apyroit OGMOIOTMYecKuit
areHT, Has3bIBaeMblil YCTEKMHYMaO, KOTODBII IIpefcTaBisieT
c000i1 YeroBeYeCKOe MOHOK/IOHAIbHOE aHTHUTETIO, Halje/IeHHOE
Ha cyb6bepuunny p40 VMJI-12 u 23. ]. Wohlrab u coasr. Brep-
Bble COOOLIMIN 06 yCIEIIHOM IPYMeHeHNI YCTeKMHyMaba y
naryenra ¢ KBJI I tuma, KOTOpBIit ObIT YCTOMYIMB K TIPENbIAY-
meit cxeme (aumtpervHoM u K ITYBA-BanHa-tepammm) [32].
M. Napolitano u coaBT. OTMETWIN, YTO YCTEKMHYMAO IpUMe-
HAMN y 18 manyeHTos, npu sToM y 14 (78%) 13 HUX JOCTUTHYT
BBIP@XEHHBIIT IIOTHBIIL OTBET, ¥ 2 (11%) — 9acTu4HBI OTBET, a
y 2 (11%) - orcyTcTBMe OTBeTa Ha Tepanuio [33].

Vkcexusymab, buonorndeckuit uaruburop VJI-17A, Ha3Ha-
yany B3pocibiM ¢ KBJI oT yMepeHHOIt 10 TAXeNOil CTeIeHMu,
YTO IPUBOAWIO K YIYYIIEHNIO KIVHIYECKOI TsKeCTH 3aborte-
BaHMA B cpefiHeM Ha 61,3% uepe3 24 Hep 6e3 KaKux-1mbo ce-
Pbe3HBIX He)Xe/laTeTbHbIX ABNIeHNI [34].

CexyknHyMab — ato unHruburop VMJI-17A, KOTOpBI MOKa-
3a71 MHOroobemarorue pesynsrarsl B nedenun KBJL. B 2022 .
B. Boudreaux 1 coaBT. IpOBefeHO OZHOKPATHOE OTKPBITOE VC-
cnefoBaHue ¢ yqactueM 12 manuenros ¢ KBJI, noryyaBumx ce-
KyKuHyMab, y 6 13 11 60/IbHBIX MHJIEKC PaCIPOCTPaHEHHOCTH
VI TSKECTU IICOPMA3a YMEHBIIMIICA U COCTaBU/ 275,a'y 3 manm-
eHTOB OH goctur 90 [35].

Hy>XHO OTMETUTb, YTO Ha)Ke C Y4€TOM MHOTOYMC/ICHHBIX
ony6/1MKOBaHHBIX coobiennit o cnydasx KBJI mx rtepammsa
OCTa€eTCsA CIOXKHON 3ajjadell, IIOCKONbKY B HACTOAIEE BPeMs
HeT PaHJOMU3MPOBAHHBIX KOHTPOIMPYEMBIX MCCTIeOBAaHUI,
KOTOpble OBl OIpefeNnAny HampableHue jnedeHnsa. CormacHo
VIMEIOIIEeVICsT Ha JAaHHBII MOMEHT JINTePaType, 3¢ PeKTUBHOCTD
[IpUMeHeHMsI U30TPETUHOMHA, MKCeKMU3yMaba i CeKyKnHymaba
HOATBEP>KAeTCs Pe3y/IbTaTaMl OfVHOYHBIX IPOCIEKTMBHBIX
uccnenosannit. HecMoTps Ha TO YTO METOTpEKCAT He U3ydascs
B IPOCIIEKTVBHBIX MCCIEOBAHNAX, OH IIMPOKO MCIOTb3yeTCs
¢ XOpolIIell BbKMBAaeMOCTBIO AI[VIEHTOB.

B 1jeoM uKcekn3yMab, METOTPEKCAT M CEKYKMHYMab MOTyT
paccMaTpuBaTbCA KaK CUCTeMHble Ipenaparhl Tepamuy KBJI
1-11 muuyn [1]. MoxxeT 6bITh TaKXKe PEKOMEH/IOBaH IIPUEM BbI-
COKUX /103 M30TPETMHONHA NIPY HATNIMK IPOTUBOINOKA3AHUA
K MMMYHOCYIIpECCHBHBIM IIpelapaTaM. B kadecTBe HOIOTHU-
TE/IBHOI TepaIny MOIyT OBITb MCIOIb30BAHbI MECTHBIE CPef-
CTBa, BK/IIOYasl Ka/IbL{UIIOTPUEH, NHTMOUTOPBI KaIbLMHEBPHU-
Ha, cMaATqaromye cpeactsa 1 KC gma MecTHOro mpuMeHeHus.
bonee HOBBIE MMMYHOMOAY/IATOPDI, TaKue KaK allpeMUIacT,
Oponanymab, ycreknnymad, o6mokaropsr MJI-23 u nHrnouro-
PbI SIHYC-KMHAa3bl, MOTYT ObITb 3¢ (eKTUBHBI, 0COOEHHO B pe-
3MCTEHTHBIX C/Ty4asX, XOTs HOKa3aTelbCTBA B MOANEPXKKY UX
IPUMEHEeH)s B OCHOBHOM COfIeP>KaTCs B OTYETAX O CIydasAx U
cepusAx cinydaesn. JledeHue 1O/DKHO OCHOBBIBATbCA HA COBMECT-
HOM TIPMHATUN PELIeHNI], C IOMHBIM 00CY)X/eHIeM PUCKOB U
IpEeMMYIECTB KaXKJOll TepaleBTUYecKol cTpaTernn. Bapuan-
ThI Teparuu nanuentos ¢ KBJI mpencrasneHs! B Tab. 2.

TeueHune 3a6oneBaHua n NnporHos

Teyenue 3aboneBaHMA XPOHUYECKOE, OJHAKO CTENEHb €ro
MHTEHCUBHOCTH BapuabenbHa. [Ipornos nederns KBJI I tuma
Xopouuii, H0CKoNbKy 80% 3TUX IALMEHTOB BbI3OPABIMBA-
10T B TeyeHue 3 net. KBJI II Tnma — 3T0 aTMIMYHbBIN BapuaHT
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BO3MO>Hble Ba

alivivl Iy

OJIV PV L P
Jo3unpoBKa
npenaparta/npo-
CuncremHas Tepanua Mpenapat/meTop penap. P
AOMKUTENbHOCTb
neyeHuns
. OMoneHTbl (3Mynbcna
basncHbIn
«BOJa B Macne»); Kepa-
yxop 3a -
_ TONUTUKN (MOYEBHMHa,
KOXen
canuumnoBas K1cnoTa)
[niokokopTUKoMAbI
(cpenHeli 1 BbICOKOWA
CTeneHn akTUBHO-
MecTtHan CTK); UHTMBUTOPBI
Tepanus KanbLUHEBPUHA;
aHanorun BuTammnHa A
(TasapoTeH); BUTaMVH
D, (kanbumnoTtpuon)
Jlekap-
CcTBeHHas M3oTpetnHONH 1 Mr/Kr B ieHb
CuctemHble
Tepanusa ANNTPETUHOVH 30 Mr B ieHb
peTnHOMAbI
AumnTpetuH 25-50 mr B feHb
VimmyHocy- MeToTpekcat 7,5-25 Mr B feHb
npeccmBHasn AsaTnonpuH 50-200 mr B feHb
Tepanua LinknocnopuH A 5 MrI/Kr B ieHb
WHdnunkcmmab 5 mr/kr
Buono- Apanmmymab 40 mr/Hep
rnyeckme YcTeknHymab 45-90 mr 12 Hep
Npenapatel CeKyK1Hymab 300 mMr/Hep,
STaHepuenT 50 mr/Hen
Y®B y3KononocHbIn
QoToTepa- YOB 311 Hm
P YO-tepanua
nvA YOA-1
MyBA
KancavuuH; aHTurm-
Jlononxu- CTaMUVHHbIe npena- -
TenbHas patbl
Tepanua Manbie mone-
M Anpemunact 30 Mr 2 pa3sa B ieHb
Kynbl
*3HO B aHamHe3e.

B3POCIIBIX, KOTOPBIA B 80% ciryyaeB MMeeT XPOHMYECKOEe Te-
genne (cBoime 20 jet). Ilpenpiaymye faHHBIE IOKA3AIN, YTO
6ompinHCcTBO manuenToB ¢ KBJI 111 Tuma BRI3ZOpaBAMBAIOT B
TeueHue 3 jieT. bonee mospHue MccrIefoBaHNA IOCTABUIN TIOT,
COMHEHME 9TO YTBEP>KAEHNE, CChIIAsCh Ha Oojlee NIUTeNbHOEe
TeueHne 3abonepanns. Y nannentos ¢ KBJI IV tuma Habmozna-
eTcs1 BapuabenbHOe TedeHIe, KOTOpOe MOXXET OBITh CBA3aHO CO
CIIOHTaHHBIMU peMuccuAmMu 1 oboctpenusamu. Octpas popma
paspelaeTcst yepes 6 Mec; IPOMeXyTo4dHasi popMa paspelra-
eTcst yepes 12 mec; xpoHndeckasi popma mepcuctupyer 6oee
12 Mec m MOXeT IporpeccupoBarb B spurpopepmuio. KBJI
V Tuma - 3To Hac/efCTBEHHOE 3ab0/IeBaHMe C KITaCCUYeCKIMU
xapakTepuctukamu u 6e3 pemuccuit. KBJI VI tnma BcTpedaer-
cs1 y manyeHToB ¢ B/IY-un(exumeit, nMmeeT II0X0I IPOTHO3 U
YacTO He MOANAeTCs JIeYEHUIO.

3aknoyeHne

KBJIL, mmn 6omesup [leBepxxy, — pegKoe XPOHMYIECKOe 3a-
6oeBaHMe KOXI, XapaKTepusymolleecsi KpPacHOBATO-OpaH-
JKeBBIMM  INETyLIALMMUCA  IATHAMM, KEePaTOTUMYECKUMU
GOMMUKY/ISIPHBIMK TIAITY/IaM¥ M JTalOHHO-TIOfOIIBEHHON Ke-
paropepmueit. KBJI 06BI9HO pasmesiloT Ha 6 KIMHUYECKUX
HOATHUIIOB y HeTeil M B3POC/BIX, OGHAKO B IIOCTENHNE TOMbI
OIMCaHBl HOBbIe KIMHWYeCKUe GeHOTUIB. OTIMINTETbHBIMU
K/IVHIYECKVIMI TIpU3HAKaMy 3a00/IeBaHus SAB/ISIOTCS JTaOH-
HO-TIOfOLIBEHHAs KepaTofepMusi 1 (OIMKY/ISPHbIE IAIYIbL,
C/IMBAIOIMECS B YETKO OYepYEHHbIe KPaCHOBAaTO-OPaHKeBbIe
6msiiky. TeHepamusoBaHHBIE MOATUIIBI C SPUTPOREPMUEIL Xa-
pakTepusyroTca oyaramm HemopaxkeHHoi koxxn. KBJI okasbl-
BaeT BBIPAKEHHOE HETAaTUBHOE BJIVSHME Ha Ka4eCTBO XKU3HI,
a 3a00sIeBIIe Of{BEP>KEHDI IIOBBIILIEHHOMY PUCKY AeIpeccun
u cynuupy [36]. Jleuenne KBJI ocraeTcs CIOXKHON 3amadeil.
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Xorsa MonekynapHasa xapakrepuctuka KBJI kak 3abonesanus,
BbI3bIBaeMoro VJI-23/T-xennepom 17, OTKpbIa myTh Ays 6uo-
JIOTMYECKOTO JIeY€H) s, HAIPAaBJIeHHOTO Ha IaTOTeHe3 JaHHOIA
60/1e3HN, STHONIOIUA TeTePOreHHOI0 OTBETa Ha ee JIedeHMe
OCTAETCs HEeACHOI.

PackppiTiie MHTepecOB. ABTOp [e€K/IapypyeT OTCYTCTBUE
SIBHBIX U IIOTE€HIIMA/IBHBIX KOHQ/IVKTOB MHTEPECOB, CBSI3aHHBIX
¢ ny6muKalueit HacTOsIel CTaTbU.
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