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AHHOTauuA

BonesHb [leBep>xu, v NnuTMpras KpacHbI BOIOCAHON OTPYOEBUAHbIN, ABNASTCA Manonsy4eHHbIM 1 peaKum 3aboneBaHvem, YbA pacnpoCcTPaHeHHOCTb oLe-
HMBaeTcA B npumepHo 1 Ha 400 Tbic. B paboTe NpuBoAATCA akTyasnbHble AaHHble Mo Knaccudmkaummn 6onesHn [lesep>xku, 0CO6EHHOCTAX TEHYEHUA U KINHW-
YeCKOWN KapTuHbI KaXkaoro u3 6 Tmunos 3abonesaHnaA, a TakXKe npvMepHan BCTPeYaeMocTb 3TMX TUMoB. Mpu 6one3Hn [esep>kn MoxeT HabnoaaTbcA apuT-
poaepmMuA, HO AaHHbIe N0 BCTPEYaeMOCTU 3TOro NPOABIEHNA 3HAYUTENBbHO Pa3HATCA. B paboTe npuBoanTCA KNMHUYECKUn cnyyar 6onesnmn Jesepxu 1-ro
Tuna. Ocobbi MHTepec JaHHbIA Cnyyain npeAcTaBnAeT, NOCKOMbKY 3aboneBaHne Havanoch He Mo KIacCUYecKon cxeme — C NMOABNEHVNA 3pUTEMaTO3HOro
NATHA, a C OBLLUMPHBIX YHaCTKOB 3pUTpoAepMUM. STOT cryyalt NpuasaH 06paTuTb BHUMaHWE Ha TO, YTO He BCeraa Aepmartonornyeckve 3abonesaHnA passu-
BalOTCA TUMNYHBIM 06Pa30M, U BbICTaB/IEHNe BEPHOro AnarHosa 3a4acTyto TpebyeT NpoBeAeHNA MMCTONOMMYEeCKOro NCCnefoBaHnaA.
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Abstract

Devergie disease, or pityriasis rubra pilaris, is a poorly studied and rare disease, which prevalence is estimated at about 1 in 400 thousand. The article provides
relevant data on the classification of Devergie disease, features of the course and clinical manifestations of each of the 6 types of the disease, as well as the ap-
proximate occurrence of these types. Erythroderma can occur in Devergie disease, but data on the incidence of this manifestation vary significantly. The article
presents a clinical case of type 1 Devergie disease. This case is of particular interest, since the disease began not according to the classical scheme, i.e., with
appearance of an erythematous spot, but with extensive areas of erythroderma. This case is intended to draw attention to the fact that dermatological diseases

do not always develop in a typical way, and the correct diagnosis often requires a histological examination.
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B ore3Hb [leBepyKu, WM IUTUPKA3 KPACHBII BOTIOCSHOI OT-
py6esunnbui (Pityriasis rubra pilaris), — aTo penkoe Bocma-
JUTeNnbHOE 3a60/meBaHme KOXKII HEM3BECTHOI 9THOJIOTHM, BITep-
Bble ommucaHHoe B 1835 r. [Iy1s1 Hero xapakTepHbI KepaToTIIecKue
(bOIMKyIpHbIE MAIYIIbl, XOPOLIO pasrpaHNYeHHbIE SpUTeMa-
TO3HBIE YellyifdaTblie O/ISLIKY JT0COCEBOrO IBeTa ¢ BKpAIlIe-
HISIMM OTZIETIBHBIX OCTPOBKOB 3/[0POBOIT KOXU 1 JIaJOHHO-TIO-
IOLIBEHHAs KepaTOfiepMILs, HepelKo HaO/IOfA0TCs I3MEHEH VST
HOTTeIA.

Stnosorus u maroreHes 6omesHu JleBepxKu OCTAIOTCS He-
U3BECTHBIMIL B /muTeparype paccMaTprBarOTCs HECKOTIBKO BO3-
MO>KHBIX MEXaHM3MOB, TaKMX KaK aHOMaJIbHbIIT MeTab0/M3M
BUTaMMHA A B KOXe, CBs3b C ayTOMMMYHHbIMU 3abojieBa-
HUSIMY, BHYTPEHHUMU 3/I0Ka4eCTBEHHBIMU HOBOOOpasoBa-
HMAMM WM MHPeKIAMM, ocobenHo BVY. YV 6onpumHcTBa I1a-
LVEHTOB HaOI0aeTcst MPUOOpEeTeH DI TUIl 3a060/IeBaHMs,
XOTs1 OIMCBIBAIOTCS U ceMeiiHble GOPMBI C Ay TOCOMHO-JOMMI-
HAHTHBIM HactegoBaHueM [1, 2]. OgHako TakxKe OBUIO 3apern-
CTPUPOBAHO ayTOCOMHO-pPeL[eCCMBHOe HaclefoBaHme [3],
TaKuM 00pa3soM, ceMeliHbIil aHaMHe3, BO3MOXKHO, IMeeT He-
6ornbloe 3HaYeHMe B pasButun 6onesnu [lesepxn. B cryuasx
pro6peTeHHoi 601e3HN [leBepiKit BO3pacTHbIE MUK IIPUXO-
DATCA Ha 5 Wi 6-e fecATuIeTre XU3HY, B TO BpeMs KaK Ha-
cnencTBeHHast 60e3Hb [leBepsku 0OBIYHO pasBUBAETCS B J€T-
crBe [3].

W. Griffiths B 1980 r. pasgenun 60mesHb [leBepsxu Ha 5 THIIOB:
KJIaCCUYEeCKUIl B3POC/BI TUIL, aTUIIMYHBIA B3POC/IbIA THUIIL,
K/IaCCYeCKIII I0BEHW/IbHBIN TUII, OTPAHMYEHHBIN I0BEHVJIbHBII
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THUII ¥ ATUTIMYHBIN I0BeHV/TbHBIN TUII [4]. TTo3[iHee K 9T Kac-
cndukarym 601 f06aBIIeH T, cBsi3aHHbI ¢ BUY-unpexuneit
[5-7]. Opyrue 3aperncTpupoBaHHbIE ACCOLMALNY BKTIOYAIOT
pasmn4Hble MHQEKINY, ay TOMMMYHHbIE 3a00J/IeBaHNA, TeKapCT-
BEHHbIE IIperapaThl I 3/I0Ka4eCTBEHHblE HOBOOOPA30BaHMS,
XOTsI UICTMHHOE 3HAYeHe JAHHBIX KOMOPOMIHOCTEl OCTAeTCs
HesCHBIM [8].

BornesHb [leBepyit cunTaeTcs peaKyM 3aboieBaHmeM, C OLjeH-
Kot 3a6omeBaemMocty 1 Ha 400 TbIC., HO TOUHAs PACIIPOCTPAHEH-
HOCTb Hem3BecTHa [4]. VI3-3a HM3KOIT PaCIPOCTPAHEHHOCTI OT-
HOCUTeIbHO Majo0 [JaHHBIX 00 SINUAeMUOIOTMYECKIX
TEHJICHIVAX, KIIMHUKO-TTATOJIOTMYECKIX OCOOEHHOCTAX U Tede-
HUM 3a00/1eBaHISL.

Imcromornyecku 6onmesHb JleBepxku MpencTaBisieT coOoil
HCOP1A3000pasHBbIIT EPMATHUT C HEPETY/LAPHBIM TUIIePKepaTo-
30M M YePeAYIOLUMCS BePTUKATbHBIM 1 TOPU3OHTAIbHBIM Op-
TOKEPAaTO30M U ITapaKepaTO30M, Ha3bIBaeMbIMM «IIaXMaTHBIM
pucyHkoM». OTMcaHbl aKaHTO/IN3 V1 OYATOBbIN aKaHTOIUTUYe-
CKMI IYICKepaTo3 B SIUJiePMIUCe, KOTOPbIE, KaK [I0/IaraioT, Ho-
MOTAT OT/INYATh 3ab0/1eBanue oT rcopuasa [9, 10].

Knmundeckas kapTuHa 60/esHn JJeBep>Kut CUIIBHO Bapbypy-
ercs. Kimacendeckuit 1-if Tui 3a60/1eBaHus y B3pOCIIbIX OObIMHO
HA4MHAETCS C 9PUTEMATO3HOTO MATHA Ha BEPXHell [TOTIOBIHE
Tena. B TedeHMe HECKOMBKUX Hefle/b MM HeCKOIbKUX MecsIleB
IOSIB/ISIIOTCST HOBBIE IISITHA U (DOJUIMKY/ISIPHbIE MAITyIIbI, KOTO-
pble 06 beanHsI0TC B 06umMpHble o4darn. [llupoko pacpocrpa-
HeHHas Ke/ITO-OPAHKeBast IpUTEMa, KaK IPaBIUJIO, COYETALTCS
C OCTPOBKAaMU 3[JOPOBOI KOXKI. JIaJJOHM U TIOJIOIIBBI OTMEYeHBI
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Puc. 1. Sputpopepmua npu 6onesHn [leBepxu.

3aMETHBIM OPAH)XEBO-)KE/IITBIM I[[BETOM, M3MEHEHMs IO-
SIBJISIFOTCSI OOBIYHO B T€UEHIE HEJIE/Ib VI HECKOIBKIX MECSIIEB,
KaK 1 HopakeHns Horrelt. HecMOTps Ha TsDKeyloe 1 4acTo MH-
Ba/lMAU3Upylollee TeueHne 3aboneBanns, 6onee 80% maiyeH-
TOB JJOCTUIAIOT PEMICCUM B TedeHue 3 JIeT.

AryrnuaHas 60mesHb [leBepxKu 2-TO TUIIA Y B3POC/IBIX, KOTO-
PBIM CTPaJaloT OKOMO 5% IMalMeHTOB C IaTOJIOoTMel, XapaKre-
pusyeTcs 6ObLION MPOXODKUTETBHOCTBIO — 20 1y 607ee JIeT,
a TaK)Ke HeTUIIMYIHBIMU MOPQOIOrNIeCKUMI MPU3HAKAMIL.
Kinundeckast KapTHHa HAIIOMIHAET BY/IbTAPHbII NXTIO3, 3a-
6oreBaHMe MOXET MPOAB/IATBHCA U HA BOTOCUCTON YaCTU TO-
noBbL. JIaJJOHHO-TIOJONIBEHHbIIT TMIIepKepaTo3 IPyobIii ¢ 06pa-
30BaHMeM YellyeK.

Kraccuueckast 'oBeHMIbHAsE 6071e3HD [leBepiku 3-ro TuIa mo-
paxxaeT 10% MaI[MeHTOB U, IO-BUUMOMY, ABJIAETCSA aHAJIOTOM
3aboneBanys 1-ro Tina ¢ paHHnM fiebotom. TeM He MeHee ero
K/IMHNYeCKOoe TedeHne 6osee OIAroONpusiTHO Y JieTell, YeM y
B3POCIIbIX, TAK KaK CIIOHTAHHAsI PEMICCIS MOXKET HAabO/IIO/iaThCst
vepes 1 rox. Havano atoit popmbl 3a60meBaHmsi 0OBIYHO TIPU-
XOJUTCS Ha BO3pacT oT 5 1o 10 net [11].

bonesns [leBepxu 4-ro Tnia nopaxkaet fo 25% manueHToB,
HOSB/ISSICh Y fleTell IpernybepTaTHOrO BO3pacTa M MOJIOJBIX
mofelt. DTOT TuI 3a00/IeBaHNs XapaKTepU3yeTCsl XOPOLIO pas-
TPaHMYEHHBIMU YYacTKaMU 3PUTEMbI ¥ POJUIUKYIAPHBIM IU-
[IepKepaTo30M, KOTOPBIE IIPENMYILeCTBEHHO MOSIB/ISIFOTCS Ha KO-
JIEHSIX 1 JIOKTSIX, C MeHee IIITHUCTOI SPUTEMOIL B APYTUX MECTAX.
Jly1s1 9TOrO MOATHIIA XapaKTEPHO, HO He 0653aTe/IbHO, BOB/IEYe-
HIIe JIaJIOHel! ¥ TTOfIOIIB B TTaTomornyeckuit mporecc [12]. Tlopa-
YKEeHYIe JIOKA/IM30BaHO U He IIePEXOUT B IIMPOKO PACIIpOCTpa-
HEHHYIO K/TACCUYecKy0 popmy. Tpexme THsIsI peMIUCCyst A71st 3TN
HOJTPYIIIbI BCTPeYaeTCsl 3HAYUTEIBHO PeXke, YeM Y KIaccude-
CKOTO THITA — TOTIbKO 32%. 3abomeBaHme MOXET TPOTEKATh B JIer-
KOIt OopMe C OrpaHNYIEeHHBIMI O9ATraMy, HO K/IIMHITIECKOe Tede-
HIE TaK>Ke MOXKET COIPOBOX/ATHCS JACTBIMU PEMUCCYSIMI U
oboctpenmsimu. G. Gelmetti u coast. [13] usyunnm 29 gereit ¢
607e3HbI0 [leBepku U MPeIOKIAIN [PYTYI0 KIaCcCUPUKALINIO,
pasnnyanuyoo 3aboneBanne 4-ro TUIA 110 IPOJO/DKUTENBHO-
cTu: ocTpasi popma IIPOXOANT Yepes 6 MeC, a IPOMEXYTOIHAsT —
vepe3 1 rog; xpoHndeckas popma gnutcs 6omee 1 romga u MOXKET
IIPOrpeccupoBaTh B apuTpoiepmMmieckyio popmy (1 u 3-i1 Tu).

ArtunyyHas BeHManbHas 6omesHb [leBepxu 5-ro Tmma
BCTpedaeTcst y 5% MAIeHTOB I XapaKTepU3YeTCsl PAHHNM BO3-
pacToM Havanma 1 XpOHMIECKUM TeueHueM [14]. 3aboneBanne
HPOABIAETCA B BUJie IPEVMYIIeCTBEHHO TMIIePKepaTOTUIeCKIX
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Puc. 2. NMopaxxeHne napoHen npu 6onesHn [leBepxxu.

HopakeHuit pO/UIMKY/IOB U MPOSB/IAET UXTHO3000pasHbIe 0CO-
6eHHOCTI. Y HEKOTOPBIX MAIMeHTOB Pa3BUBAIOTCA CKIIepofiep-
MIYecKye M3MeHeHUA Ha JIAZIOHAX 1 TTOfI0NIBaX. BoIbIIMHCTBO
CIy4aeB HAC/IeACTBEHHOI 60/1e3HM [leBep>KI OTHOCUTCS K 9TOI
Kateropuu (15, 16].

BoigenaoT u 60e3Hb JleBep>ky 6-TO THUIIA, CBA3AHHYIO C
BUY-undexmmert, TOCKOMbKY 3T TAI[MEHThI IMEIOT pas3ind-
Hble KIIMHMYeCKUe IPU3HAKM M XYL IPOrHO3, YeM Ialu-
eHThl ¢ 3abomeBanueM 1-ro tumna. bonesun [leBepxu MoXeT
ObITh HauanbHBIM IposBreHreM B/ Y-undexuun. Kak mpa-
BIJIO, 3a00/IeBaHe HAYMHAETCS C 9PUTEMATO3HBIX JeCKBAMMU-
pyomux GoMKyIAPHBIX ALY/ M 3aMETHBIX 3aKyIIOPOK, pac-
Ipefe/leHHBIX CYMMETPMYHO IO IIOBEPXHOCTAM  Tefla
pasrubarerneit. YacTo BCTpevaloTCcA 3aMeTHbIE 3aKyHOPKM (oJI-
JIMKY/IOB C 06pa3oBaHMeM CIMKYI, KOTOPbIe JOBOIBHO PENKO
BcTpedaroTcs mpu 6onesnu Jlesepxxu 1-ro tuma. CremeHb BoO-
BJIeUeHIA HOT'Tel], TafIOHe U IOfJOIIB CUIbHO BapbUPYeTCs MIN
MOYKeT HOMHOCTBIO OTCYTCTBOBATb. DPUTPOJIepMUA AB/ALTCA
YaCTBIM OCTIO>KHEHVEM, TAK)Ke C TUIIMYHBIMM OCTPOBKaMy HOp-
MaJIbHOJ KOXI. B o1/mane ot ciy4yaes 3aboneBanus 1-ro tuia,
IpOOKY M CIIMKYJIBI MCYe3aloT pefKo. BVY-acconumnpoBanHas
607e3Hb JleBepKy MOXeT OBITh CBA3aHA C MOpPaKeHNeM KOH-
II0OATHBIMU YIPSIMU, THOVHBIM I'MJPafeHUTOM M IIUIIOBUL-
HbIM nuiaeM [17-19]. AHTHPeTpOBUPYCHAS TePaINs MOXKET
IPUBECTY K IIOTTHON PEeMICCUM, HO YacThble PEeLUANBbI He UC-
K/TI0OYEHBI.

YacroTa spurponepmun npu 601e3Hn [leBep>ki 3HAYNTENBHO
Bapbupyercs. D. Allison u coast. [20] coobumm, uto y 17% 13
30 meTeit ¢ 6one3HbIo [leBepskit (B OCHOBHOM 3-TO THIIA) Pa3BU-
BaeTcsa spurpogepmus, rorga kak C. Dicken [21] 3aaBui, uTo
3ab0JIeBaHMe «IIOYTH BCETZja IPOTrPecCUpyeT 40 TeHepaIn3o-
BaHHOI apuTponepmuu». M. Albert u coasrt. [22] coobumn,
4TO 6O/Ie3Hb YACTO MPOTPECCUPYET O IKCPOMMATIBHOM IPUT-
posepMuu. B 1e/10M TPyAHO BBIABUTD OOLIYIO YaCTOTY pasBU-
THsI 9puTpoiepmun Ha ¢poHe 6oesHu [leBep>Ku Ipy pasHbIX
TUIAX 3a00/IeBaHMA.

B mocnegHee BpeMs B Halllell IPaKTHUKe YYACTIINCH CIIydan
1-ro Tuma 6onesHnu [leBep>Ku y NuIy cTapiie 55 jeT, HadMHa-
IMXCs HE C 9PUTEMATO3HBIX IIATEH, @ C TeHepaln30BAHHOI
spurponepmMuu. B kadecTBe mpuMepa NpUBOLUM UCTOPUIO 60-
nesny manuenTa [I. 64 net. Cunraer ce6st 60IBHBIM B TeYeHIE
3 Mec ¢ MOMEHTa IOAB/IEHNs BBICHIIIAHNI Ha KOXKe 3aJHell I10-
BEepXHOCTH IpaBoro mwieva. CoycTa 1,5 Mec OTMeTIII pacIpo-
CTpaHeHMe IPOLIECCa Ha KOXKY JIMLIA, TY/TOBUILA ¥ KOHEYHOCTEIA,
MHTeHCUBHBIN 3yA. [To MecTy obOpalljeHus BHICTAB/IEH AMATHO3
«9PUTPOAEPMIUS HEACHOTO reHe3a». I[IpoBoayuMas ambymatop-
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Has Tepanus apdekra He faja. [Ipu MoCTyIIeHNN B CTAalIOHAP
IIaTO/IOTMYECKMI ITPOLIECC Ha KOYKE HOCUT OCTPbIii TeHepann30-
BaHHBIN Xapakrep. J/IokanmmusyeTca Ha KOXKe BOIOCHCTOMN YacTh
TOJIOBBI, /IN1IA, YIIHBIX PAKOBIH, II€M, TY/IOBUIIQA, ATOMIUL], BEPX-
HUX ¥ HYDKHUX KOHeYHOCTell. KO)XHBI TOKPOB YMEPEHHO MH-
GUIBTPUPOBAH, YMEPEHHO I'MIIePeMMPOBAH, APKO-PO30BOTO
LIBETA, B IIP€Je/IaX 0YaroB BbIPa’KeHHOE KPYMHOIIACTUHYATOE
IIeTynleH)e, MECTaMM JIMHEHbIE M TOYEYHbIE SKCKOPUALUY,
IIOBEPXHOCTHBIE 9PO31M, IIOKPHITbIE TeMOPPArnyecKumMu Ko-
pouKaMu, B 0671aCTY KUCTel PYK, CTOI JTMHEIHbIE TPEeI[HBI
(puc. 1, 2). B o61em aHamm3e KPOBY OTMEYAIOTCSI HE3HAYNTEITb-
HBIII JIEVKOLMTO3, MOBBILIEHNE CKOPOCTY OCEJaHNA SPUTPOLIM-
TOB. Broxummueckuit aHanus Kposu 6e3 usmenennit. [Ipu ru-
CTOJIOTMYECKOM WCC/IE[JOBAHNM BBISIBIIEH C1abblil aKaHTO3
SMUJEPMIUCA C PBHIXJIBIM ¥ KOMIIAKTHBIM OPTOIMIIEPKEPATO30M,
0YaroBbIM ITApaKePaTO30M. 3ePHIUCTBII C/10i1 AnddepeHInpoBaH,
MeCTaMy YTO/NIeH. B HeCKONMbKIX MecTaX B YCTbe BOTOCAHOTO
¢dommkyna onpepensgeTcs porosas Ipodka. Bokpyr cocynos co-
COYKOBOTO C/IOSI iepMbl HeGosbIie TMMQOrMCTUOLUTAPHbIE
uHOWIbTPaThL. [McTONMOIMYeCKast KapTIHA COOTBETCTBYET JiM-
arHosy L44.0 — nutupnas KpacHbI BOIIOCSAHOI OTPYOEeBUIHBII
(60mesup Jeepxn).

[lanmenTy HasHaveH NpueM HpegHM30N0HA B fo3e 30 mr
BHYTPUMBILIEYHO C MOCIENYOMMM HePEeBOLOM Ha TabIeTKN
5wmr 1 pas B cyTku, Heorurason 30 Mr ¢ HoC/eqyomuM CHIKe-
HUEM J103bI 710 10 MrI.

bonesnp JleBep:ku, MpOABIAOIIAACA KaK 3PUTPOAEPMUs,
YaCTO CO3/IaeT TPYHOCTU IIPY IIOCTAHOBKE IMarHosa. [luaruos
MOXXeT OBITh TOCTABJIEH C BBICOKOJ CTEIIEHbIO JOCTOBEPHOCTHU
B CIy4asX TUINYHBIX KIMHMYECKUX ocobeHHOCTell. TeM He
MeHee 60/e3Hb [leBep>Ky 4acTO MyTAlT C ICOPUA30M, 0CO-
0eHHO HA paHHMX CTaausX. [Ipu HabMOIEHNN MALMEHTOB C
apuUTpoAepMIell He06X0AMMO IPOBEfeHUE TUCTONIOINIECKOTO
VICCTIENOBAHMA I NOCTAHOBKYM IPaBMU/IbHOTO JMArHo3a, Tak
KaK Ha3HaueHMe HealeKBaTHOI TePAIMy MOXKeT yXy[IINUTb CO-
CTOSIHME MTAIMEHTA.
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