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MHoronukocTtb 6one3sHu [leBepxu

N.4. KanoxHas

HauunonanbHas meauumHckas akagemMmusl nocaeannioMHoro obpasosanus um. M.J1. LLynvika

Pe3iome

lpy 6one3Hn [leBepxu yaLe 0TMeYatoT ayTOCOMHO-LOMUHAaHTHbIV MyTb HAC/1e40BaHWs C Pa3HOV NeHEeTPaHTHOCTbIO. XapakTepu3ayercs
hONMKYASPHBIM rMNepKepaTo30M Ha APUTEMATO3HOM (OHe. brsiLkyn MOryT nporpeccmnpoBaTh BrOTb 40 S3PUTPOAEPMUM C PA3HOM
cTeneHblo LwenyleHns. 3aboneBaHne Jaile AnddepeHUMpyIoT ¢ NCopuasoM, npu J10Kann3aumm Ha BOJIOCUCTOM YacTy rosioBbl —

¢ cebopeiiHbIM AEPMATUTOM.

KmoyeBbie cnoBa: 60s1e3Hb [eBepxu, poannkynspHbie nanysibl, 3pUTPOAEPMUS, PETUHOMbI, METOTPEKCAT.

[pesxe BCero XOTeM0Ch OB OCTAHOBUTHCS HA TEPMU-
Hosornueckux getassx. [loustue Pityriasis (ot dp. pity-
ron — oTpyOM) 03HAYAET KOKHOE 3a60I€BaHIe, XapaKTe-
pusyIoleecst OTpyOeBUIHBIM LIy IIeHNEM. A TOHSATHE
Lichen (nuxeHn, mumnaii) oXBaThIBa€T XPOHUIECKHE, CO-
MIPOBOYKIAIONINECS 3YA0M 3a00JIeBaHUs KOKU C Talry-
JIaM¥, COXPAHSAIOMIMI CBOI0O MOP(OJIOTHIO B TIPOIOJ-
JKeHMe BCero 3abojieBaHWs W He IPeBpallaiomecs
B ITy3BIPBKY WJTH TTYCTYJIHI [2].

Pityriasis rubra pilaris — KpacHbI OTPYOEBUIHBIH BO-
JIOCSTHOM JTUTITAal — KOJKHOE 3a60JIeBaHe, XapaKTEPU3y-
oll[eecsi KPAaCHBIMU y3€JIKAMU C MEJIKMMU YelTyiiKkaMu
BEJMYMHOMN ¢ OYJIABOYHYIO TOJOBKY, PACTIOTIOKEHHBIMHI
BO3JIE OTBEPCTUI BOJIOCSHBIX (QOJIUKYJIOB. ITO 3a60-
JIeBaHHWe CUUTAIOT ACHTUIHBIM lichen ruber accumina-
tus (Kaposi), pityriasis rubra pilaris (Devergie), pityria-
sis pilaris (Besnier). Eliie puUrypupyer v Takoe HazBaHUe,
Kax pityriasis rubra universalis (Hebra), obo3Hauaroriee
KapTUHY 3PUTPOAEPMHUM C OTPYOEBUAHBIM IHETyIIe-
HUEM, KPACHOTOW U OIyXaHUeM KOXH U Jumdbarude-
CKUX y370B [1].

3abosieBaHue OBLJIO OMUCAHO M3BECTHBIM IMapPUXK-
ckuM gepmatosioroM A. Devergie B 1857 r. moj HazBa-
HUEeM pityriasis pilaris. B 910 ke BpeMsi 3HaMEHUTHII
BeHckuil kimHunreT M. Kaposi oncbiBaet 3abosieBa-
HUe, Ha3zBaHHOe UM lichen ruber accuminatus. Tonbko
Ha BcemmpHOM mepmaTosOTHYecKOM KOHTpecce TpHU
KJIMHUYECKOM OI[eHKE MPEICTAaBIEHHOTO 6OJIBHOTO BbI-
SICHUJIOCh, UTO PeYb UAeT 06 OMHOM U TOM Ke 3ab0Jre-
BaHUH, U OBIJIO 3aKPETIEHO TIPEUMYIIIECTBEHHOE Ha3Ba-
Hue pityriasis rubra pilaris.

B mHacrosimiee BpeMsi uaiie TOBOPST
leBepxu», oTmaBas MOJKHOE OZHOMY W3 yKa3aH-
HBIX KopudeeB. B uteparype MoxkeM yBUIETbH
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MIPeNMYTIECTBEHHO TaKNe HAMMEHOBAHWS, KaK KPACHBIH
BOJIOCSIHOM JinIaii, niau 60ae3Hb JeBeprku, Wiy Kpac-
HBII ocTpokoHeunbIit auimait. Cam A. Devergie B cBoeM
PYKOBOZICTBE nuca: «3abojieBaHKe IPENMYIIIECTBEHHO
pacmoJsiaraeTcs Ha KOxXe, Ha KOTOPOU HaXOATCS BOJIO-
CSTHBIE JIYKOBUIIbL. DTO CIIOCOOCTBYET OrPYOEHUIO KOKHI
B pe3yJabTaTe HaXOAAIIeHcsS B OCHOBAaHUY KasK/I0TO BO-
Jloca MEeJIKO KOHUYeCKOW MUPaMu/ibl, U3 KOTOPOU BbI-
XOnUT BoJoc. Takoe cocTosTHME KOXKHY /1aeT IIPaBO HA3bI-
BaTh 3Ty KIUHUKY «TYCUHBIMU TpbIIIUKaMu» |1, 3, 4].

PacnpocrpaneHHocTs 3a00JieBaHust PasHOOOpasHa:
B Benuko6puranuu — 1:5 000, a 8 Mugun — 1:50 000.
ITUOJIOTHS JepMaTo3a He YCTAaHOBJEHA, TPenMyTiie-
CTBEHHO YKa3bIBAIOT HA &y TOCOMHO-IOMUHAHTHBIN Ty Th
HacJIeI0BAHUS C PA3JINYHON TEHeTPAHTHOCTHIO, HO OTTH -
CBIBAIOT TaK)Ke Ay TOCOMHO-PeIeCCUBHBIE TUITBI HACJIE/I0-
BaHus. /[epMaTo3 OTHOCUTCS K PEIKUM 3200JI€BAaHUSIM,
pasBuBaeTcsl yallle y JieTei, MOJAPOCTKOB, a HEPEIKO
u B 6oJtee crapiiem Bospacre [2].

Jlnsa KIMHUKY 3a00JIeBaHUs XapaKTepPHbI (HOJIIUKY-
JITPHBIE OCTPOKOHETHBbIE KOHUYECKHUE TTAITyJ bl KPACHOTO
1IBETA C POTOBBIMU MHUNTUKaMU (KOHYCbl beHbe), MoKpbI-
Thle GeJIoBaTO-CcepoBaThIMU Yelyiikamu. Ilamysibl Mo-
T'YT POSIBJISITBCS HA THLJIBHOW CTOPOHE (DAJIaHT TaJTbIEB
KHCTe. DJIEMEHThI CJIMBAIOTCS B GJIANIKM MOPKOBHOIO
1IBETA, TAKOU JKe OTTEHOK UMeeT U JIaJIOHHO-T10/I0IIBEH-
Hasl KepaTo/iepMUs, KOTOpasi HAIOMUHAET «IIepPUYaTKI»
i <Hocku» (puc. 1). Ha koske Tysiosuina 6ysimku 06-
Pa30BBIBAIOT CIIONTHONW WH(MUILTPAT WU 3PUTPOJIED-
MMUIO C YYaCTKaMU HellopaxkeHHOH Koxku (puc. 2).

BbI1eJISII0T IOBEHUIbHBIN 1 B3POCJIBII THITBI OOJIE3HH
Jesepsxu. Berpeuarorest u creprbie (opmbl, 0COOEHHO
NP JOKAJIM3allMy Ha KHUCTAX, B OOJACTH KOJEHHBIX
1 JIOKTEBBIX CYCTaBOB, a TAK)Ke Ha JIUIIE.
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[TocTemeHHO KOJMYECTBO BBICBIIIHBIX 3JIEMEHTOB
YBEJIMYUBAETCS, KOXKa MEXAy HUMH TMpHobOpeTaer
KPacHOBATBHINf OTTEHOK, MIeJyIIeHUe YCUINBAETCS
(puc. 3). B cBsasu ¢ sTuM 3abosieBaHEe CTAHOBUTCS
pacipocTpaHeHHbIM, IpuobpeTas xapakrep reHepa-
JIN30BAHHOM 3PUTPOAEPMUN. IPUTPOAEPMUS TIPU HO-
ne3nu /leBep:ku BechbMa y3HaBaeMa, Tak Kak Ha ¢oHe
CIIJIONTHOM 3PUTEMBI OIPEAESIOTCS XapaKTepHbIe
YYaCTKU HENOPasKEHHOU KOXKU, KaK Obl «IIOTPYKEH-
HbIe» B OKPY KaIOIIYI0 runepeMuto (puc. 4).

YV MHOTHX GOJBHBIX MMEIOTCS THIUYHBIE MAITYJIbI
Ha pasrubaTeTbHBIX TTOBEPXHOCTSIX KOHEUYHOCTEH, 0CO-
GeHHO Ha Thije KucTel. [Ipy nabiaiuy opaskeHHbIX
YYACTKOB KOKHU OOHAPYKUBAETCST «CUMIITOM TEPKH».
XapakTep Y3eJIKOBBIX 3JE€MEHTOB W JIOKAJIW3AIINS
WX Ha ThLJIEe KUCTEW OUYeHb BA’KHBI ITPU PACITO3HABA-
Huu 3a6osieBanus. Ha JajioHsaX U MOAONIBAX Pa3BU-
BaeTrcs OoJiee MM MeHee BhIPasKeHHBIN THITEPKEePaTos.
Co BpeMeHeM HOTTH yTOJIIAIOTCS, CTAHOBITCS CEPO-
JKeJITOTO I[BETa, MCUYEPUYEHHBIMH, JIOMKUMU, C IOJ-
HOTTEBBIM THUIEpKepaTo3oM. VHorna M3MeHSIOTCS
BOJIOCHI, HA BOJIOCUCTOW YaCTH TOJOBBI OHU PENEIOT
U HMCTOHYAIOTCA. Y MHOTHUX OOJIbHBIX OTMEYaioTCs
OYeHb XapaKTepPHbIC M3MEHEHUs HA KOKe JIUIa, KOTO-
pas B TAKUX CJIy4YasixX 3HAYNTEIHHO KPaCHeeT, KaxKeTCs
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HaTSHYTOW, MYKOBH/IHO Ieyiatieiics (puc. 5), nHo-
ra pa3BUBAETCs HKTPOIMOH. DPUTEMATO3HBIN (HOH
C ABJEHUSMU TIEeTYIIeHUs JOKAJTU3YeTCI U Ha BOJO-
CHCTOH 4YacTu rojosbl. Ha causucroit 06004ke 110-
JIOCTH pTa OYeHb PEeAKO OOHAPYKUBAIOTCS €UHUY-
HbIE€ Y3eJKOBbIe aJieMeHThl. 3abojieBaHue OOBIUHO
MpoTeKaeT AJUTENbHO; WHOTAa HaOJogaoTcs He-
[IOJIHBIE PEMUCCUH, CMEHSIONINECS 000CTPEHNEM IIPO-

1ecca. BosibHBIX 6ECIIOKOUT UyBCTBO CTATUBAHUS, IPU

6

Puc. 2. BonesHb [leBepXu: KIMHMYeCcKas KapTMHA NOPaXXEHUS KOXM TYNTIOBULLLA, KOHEYHOCTE: CN/IOLLIHOI MHDUNLTPAT UNIN 3PUTPOAEPMUS
C y4acTKamu HernopaXxeHHOo Koxu (a, 6)

Puc. 3. BonesHb [leBepXxu: ycuieHme wenyweHns
Ha NOPaXeHHbIX y4acTKax KoXu

Puc. 4. BonesHb [leBepxu: Ha poHe SpUTEMbI y4aCTKN HENOPaXKEHHOW KOXM,
«MOrPY)XEHHbIE» B OKPYXXAIOLLYYIO TMnepemMmio
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Puc. 5. MopaxeHue Koxu nvua npu 6onesxu fieBepxu

OCTPOM TeueHHH — 60JIe3HEHHOCTh KOKHU, IPeUMyIIe-
CTBEHHO B 06JIACTH CYCTaBOB.
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I'ucronoruyecku omnpesessieTcs TUIIEPKEPaTO3, NHO-
raa Tapakeparos, OCOOEHHO BOKPYT (OJIUKYJIOB;
B YCTBSX BOJIOCSHBIX (DOJITUKYJIOB — TUCKEPaTo3. B oT-
JINYKE OT IICOPUAa3a, OTCYTCTBYIOT HEUTPOMDUIIBI.

AuddepennuanbHyIo IMarHOCTHKY [TPOBO/ISIT C TICO-
puasom, cebopeitHbiM aepMatuToM. IIpu ncopuatude-
CKOM 9pPUTPOJIEPMUN XapaKTEePHO IMapakepaToTHIecKoe
0OUJIBHOE TIETYIIEHNE, HEPEIKO OTMEYAIOTCS CUCTEM-
Hble HapyTIeHUA.

Jleyenue: Ha3HAYalOT KOMOWHAI[MM BHUTAMHUHOB A,
B u D. Ycnemno npuMeHSIOT CHCTEMHBIE PETHHOUIBI.
B 0COGEHHO TSIKENBIX CIIyYasix MPOBOIAT KYPC JIeUeHUsT
METOTPEKCATOM, BO3MOKHA KOMOUHAIUS METOTPEKCATa
¢ perunonzamu. PekomennoBana ITYBA-rtepanus. [Ipu
TeHePaTN30BAaHHBIX, PE3UCTEHTHBIX K TEPAITHH CIydasx
PEKOMEH/IYIOT Ha3HAYaTh ITIOKOKOPTUKOCTEPOU/IBI, KOTO-
pble MO’KHO COYETaTh C PETHHON/IAMH, TTPENMYTIIECTBEHHO
C U30TPETUHOUHOM, HO MHOT/IA U C AllUTPETUHOM.
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BATATOJIUKICTb XBOPOBU AEBEPXI

J1.4. KamoxxHa

HauioHanbHa mean4Ha akagemis nicasannioMHoi ocsity im. .J1. LLynvka

Pesiome

lMpu xBopoGI [leBepxi 4acTille crocTepiraeTbCsi aBTOCOMHO-LAOMIHAHTHUI LUSIX CragKyBaHHS 4epe3 Pi3Hy MeHeTPaHTHICTb.
Xapaktepu3yeTbcsi POIKYNSAPHUM rinepkeparo30M Ha epuTemMaTo3HoMy T1i. BAsiLLKMN MOXYTb NporpecyBaTy, HasiTb [0 epUTpoaep-
Mii 3 Pi3HUM CTynEHEM JyLLeHHS. 3axBOPIOBaHHSI 4acTilue AnGEPEHLIIOI0Tb i3 Icopia3oM, npuv 0Kani3aLlii Ha BOIOCUCTIV YaCTUHI ro-

J10BY — i3 ce6opeiHNM [epMaTUTOM.

KnioyoBi cnoBa: xBopoba Lesepxi, ponikynsapHi nanynv, eputpoaepmis, PeTMHOIAN, METOTPEKCar.

DIVERSITY OF MORBUS DEVERGIE

L.D. Kalyuzhna
National Medical Academy of Postgraduate Education named after P.L. Shupik

Abstract

Morbus Devergie: an autosomal dominant inheritance pattern with variable penetrance is more observed. Follicular hyperkeratosis
on an erythematous base in a key finding. The plaques can progress to an erythrodermic appearance with varying degrees of exfoli-
ation. The major entity in the differential diagnosis is psoriasis. Early morbus Devergie of the scalp can mimic seborrheic dermatitis.

Key words: morbus Devergie, follicular papules, erythroderma, rethinoids, methotrexat.

CeeneHus 06 aBTOpE:

KanioxHas Jinpua [leHucoBHa — J-p MeA. HayK, npogpeccop kapenps! AepMaToBeHePO10rnm HaumoHansHOM MeanLMHCKO aka-

ZAemMum nocaeauniIoMHoro o6pasosanus um. [1.J1. LLynvka
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