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NapoHHo-nofoLwBeHHas kepatogepmus bywke-Ouwepa-bpayspa - pea-
KOe ayTOCOMHO-A0MUHAHTHOe HaclefCTBEHHOe KoXHOoe 3aboneBaHue,
XapakTepu3yLLeecs MHOXECTBEHHbIMIU TMMEPKepaToTUYeCKUMM nany-
naMu Ha NafloHsX 1 nofolBax. MyTaluns reHoB fokann3yeTcs BO BTOPOM
nokyce 15q22.2-15q22.31 xpomocom. B paHHoi paboTe npusoasTcs onu-
caHMe KIMHUYeCKoro cayyas nalveHTa u pekoMeHA0BaHHas Tepanus.
KntoyeBble cnoBa: kepatogepmus, bonesHs bylike-®uiwepa-Epayspa.

Ansa umtupoBaHusa: Onexuny U.B., BopoHuosa W.B., [lenucosa E.B., Kop-
cyHckas U.M. KepaTtonepmus Bywke-®uwepa-bpayapa. Knunuueckuit
cnydait. Jepmatonorus (Mpun. k xypH. Consilium Medicum). 2017; 3:
46-47.

af0HHO-MOAOLLIBEHHbIE KEPATOLEPMUM NPEACTABNAIOT
coboit bonbluyto rpynny reTeporeHHbix 3abonesaHui,
obbegnHAEeMbIX 06WUM NPU3HAKOM — MOBbILWEHHBIM
OporoBeHveM NafoHel U NOAOLWB 3a CYET YBESIMYEHUS Npo-
OYKLUN KepPaTUHOLMUTOB MPU YMeHbLUEHUN UX HOPMaNbHOW
peckBamauum [1].

Ona nnddepeHumanbHOM [MArHOCTUKN CXOLHbIX MO KAW-
HWKe MpOoSIBNEHMI HeobXOAMMO onpefenTb XapakTep Npo-
uecca (anddysHbIN UAK orpaHnyerHbli), Tun nepegaun (mo-
MUHaHTHbIW MY PeLeCCUBHbII), BO3pacT NoABIEHNUS NepBbIX
MPU3HAKOB, HaNWYMe BbICbIMAHWUI APYryX NoKannsauui, co-
yeTaHWe rMnepkepaTo3a SlafoHEN U MOAOLB C NpU3HaKaMu
9KTOLEPMASIbHON AUCTNA3UN.

Mo KNUHUYeCKUM NpU3HaKaM KepaTofepMuto noapaspe-
nA0T Ha A dy3HY 1 ovaroByto.

K ocHoBHbIM Anddy3HbIM dopMaM OTHOCATCH: Hacnen-
CTBeHHas kepatofepMmus TocTa-YHHbI, kepaTogepmus [pei-
Tepa, kepaTopgepMus BepHepa, MyTunupytolLas Kepatogep-
Mus, bonesHb ocTpoBa Menepa, kepaTogepMus ManuinoHa-
Jledespa.

OyvaroBas KkepaTofepMust MOXET BbITb KPYMHO- U MENKOo-
04aroBoOW, a Takxke NMHenHon. Hanbonee yacto BcTpeyatoTcs
kepaTofepmMuns CuMeHca 1 NATHUCTaA AUCCEMUHMPOBAHHARA
cUMMeTpuYHas KepaTtonepmus (kepatopepmusa Bywke-®Ou-
wepa).

Kepatonepmusa Bywke-®uwepa-bpayspa Bnepsbie bbina
onucaHa B 1879 r. Kak AMcceMuUHUpoBaHHbIe (pacnpocTpa-
HeHHble) Mo30aK fagoHeit 1 nogows. B 1910 r. Bywke n Pu-
Wwep 3af0kyMeHTMpoBanu u bonee nofpobHo onucanu faH-
Hoe 3aboneBaHune, Ha3BaB ero «NATHUCTAs AUCCEMUHUPO-
BaHHas KepaToLepMus nagoHen u nogows». B 1913 r. Bpay-
3p NOATBEPAMA HACNeLCTBEHHbIN XxapakTep 6onesHn u ¢ Tex
nop oHa Ha3BaHa «/JafAO0HHO-NOAOLWBEHHAs KepaTofepMus
Bywke-®uwepa-bpayaspa». B 2005 r. B Kutae 6bina oTkpbiTa
NoKanu3aumnsa XpoMOCOMHOWM MyTaluu BO BTOPOM JloKyce
15922.2-15922.31. PacnpocTpaHeHHOCTb AaHHOW NaTosio-
rum — 1,17 Ha 100 Teic. yenosek [2].

ToueyHbll NafgoHHO-MOAOWBEHHbLIN KepaTo3 (6onesHb
Bywke-®uwepa-Bpayaspal, nanynesHbiit kepaTos - 370 ayTo-
COMHO-[0MWHaHTHas Naf0HHO-MOLOLWBEHHAs KepaToLepMus
¢ BapuabenibHOW NeHeTPaHTHOCTbIO, KOTOPasi pa3BMBaeTCs B

Buschke-Fischer-Brauer disease.
Clinical case
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Buschke-Fischer-Brauer disease is a rare autosomal dominant disorder of
keratinization, characterized by multiple hyperkeratotic lesions on the palms
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tient and the recommended treatment.

Key words: palmoplantar keratoderma, Buschke-Fischer-Brauer disease.

For citation: Olenich I.V., Vorontsova |.V., Denisova E.V., Korsunskaya |.M.
Buschke-Fischer-Brauer disease. Clinical case. Dermatology (Suppl.
Consilium Medicum). 2017; 3: 46-47.

Puc. 1

monogoM Bo3spacte oT 12 go 30 net. K knMHMYeckum npo-
SIBJIEHUSAM [LaHHOW NaToNIorMM OTHOCATCH MHOXECTBEHHbIe
MeJlkMe ToYeyHble KepaTo3bl, BO3HMKAOLME Ha NaTepanb-
HbIX Y4acTsaX ManbleB ¥ B fafbHelLeM nokpbiBatolme BCLO
MOBEPXHOCTb NafoHel 1 nogows. Ouaru NosiBAAOTCS Ha Me-
cTe GM3MYeCKUX TPaBM M YXYALIAOTCS BCNEACTBUE MEXAHMU-
4ecKoro yAaneHus wian ne4yeHns MeTogoM xuponoguu. lo-
LOLBeHHble KepaTo3bl MoryT obpasoBbiBaTh AUPHY3HYIO
KapTUHY Ha OCHOBHbIX OMOPHbIX NoBepxHocTAX. OTMevatoTCs
M3MeHEeHUs HOTTel, KoTopble BCe Xe He ABNAITCSH NocTo-
SIHHBIM NPU3HaKoM faHHoro ¢eHotuna [3].

Knunnyeckmn gna 6onesnn bywke-®uwepa-bpayapa xa-
pakTepHbl MHOXECTBEHHble MA0CKME MOJyLAapOBUAHbIE
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Puc. 2

0YaXKKNW OpOTOBEHWs, B LEHTpe KOTOpbIX onpejenseTcs
yrnybneHue. B npouecce cBoero pa3BuUTUS OHU 3HAYUTESIBHO
yBENIMYMBAIOTCS B pa3Mepax, NpuobpeTatoT BEpPYKO3HbIN Xa-
pakTep, BbICTYMakT Haj NOBEPXHOCTbIO TaZl0HEN U MOAOLB
Mo BCEW WX MOBEPXHOCTU, @ HE TOJIbKO Haj MecTaMu faBne-
HWS, MO Kpato 04aroB MMeeTcs KpaTepoobpasHoe BAaBNeHwe.
Hort 4yacTo M3MeHeHbI, MHOTAA OTMeYatT rMnNepruapos, no-
MYTHEHWeE XpycTanuka.

[pn rMcToNorMYecKoM UCCciefoBaHWM BbIIBASIOT OrpaHu-
YeHHbI TnepKepaTos ¢ KOHYCOBUAHbIMU NpobkaMu u npo-
HUKaKOLWMUMM B HUX KNETOYHbIMUW CTPYKTYpaMu, rpaHynes; LWu-
noBaTbIi ClIOW cnerka yTosleH. B nepMme BocnanutenbHas
MHOUIBbTPaLMS NpakTUYeCcKM He pa3BuBaeTcs. BeTpeyatoTes
MHOTOYMNCIIEHHbIE CKOMJIEHUS TMcTUoLmnToB 1 dubpobnacTtos
B BEPXHUX CNOSX BEPMBI.

[Mop HawmM HabntogeHneM Haxopunaca bonsHon B. 75 neT.
O6paTunca B KIAUHKKY C XanobaMu Ha U3MeHEeHMe KOXU B
obnacTtn nopows, bonesHeHHOCTb Npu xoabbe. MepBble Bbi-
cbiNaHus Ha Koxe cTton nossunuce B 15 net. Y otua bbinn no-
LoDOHble BbicbiNaHus. Jleunncs ambynaTopHo, caMocToATE N b-
HO, METOL,OM KPUOAECTPYKLUUN M MEXAHWUYECKON 0YNCTKON C
He3HauuTenbHbIM 3¢ dekToM. Takke bonbHON 0TMeYaeT Ha-
nnyne 3aboneBaHuns y fovepen.

N3 conyTcTBylowmnx 3aboneBaHnii: LUCLMpPKYNATOPHAs 3H-
uedanonatns 2-3-# CTeneHn ¢ HaKMIOHHOCTbIO K CUHKONasb-
HbIM COCTOSTHUSIM, @aKUHETUKO-PUTUAHBIA CUHLPOM, KOTHUTUB-
Hble HapyLeHus. ATepocknepo3s bpaxuoLuedanbHbix apTepui.
Oucnunupemus. TunepToHuyeckas bonesHb 2-i cTeneHw,
| ctapuw. MapokcmamanbHas opMa HagXKenyA04KOBOW Taxm-
Kapauu, napokcmusm ot 22.12.2015. MNMponanc MuUTpanbHoro
knanaHa 1-# ctenenn. Knpockonnos rpygHoro oTaena nosso-

Puc. 3

HOYHMKA. fA3BeHHas 6one3Hb LBEHAALATUNEPCTHON KUK,
BHe obocTpeHus. [lobpokayecTBeHHas runepnnasuns npeg-
cTaTeNbHON Xenesbl. HelpoceHcopHas TyroyxocTb.

Status localis. MaTonornyeckunit npoLecc HOCUT XpoHMYe-
cKkuit xapakTtep. Ha Koxe nafoHei v nogolus, crubatensHon
MOBEPXHOCTU NasibLLeB POroBble y3enku [eMuykuHbl) pas-
MepoM 2-12 MM B guaMeTpe, KOTopble NpefcTaBAeHbl NIoT-
HbIMW XKENTOBaTO-KOPUYHEBbIMU NpobkaMu ¢ KpaTepoobpas-
HbiM KpaeM (puc. 1, 2). MoTooTaeneHme He HapyLueHo.

[narHo3s: kepatogepmus bywke-Ouwepa-bpayapa.

Mpn obcnepnoBaHum 0bwmnin aHanus KpoBu, obLWKMIN aHann3
MOYM B HOpPMe, BUOXMMUYECKWI1 aHann3 KpoBwK be3 n3mMeHeHu.

MpoBefeHHOe NeyeHne BKIOYAN0: pacTBop JcceHuymane
BHYTPUBEHHO CTPYIMHO Ha ayTokpoBu N214, HeoturasoH 25 mr
BeyepoM; HapyxHo 20% KpeM ¢ MOYEBUHOWN, MexaHuyeckune
4MCTKM CTOM.

Ha ¢oHe npoBefieHHON Tepanvm Npy 0TTOPXKEHWUU POTrOBbIX
Macc ocTaloTcs KpaTepoobpasHble yrnybneHuns, coxpaHseTcs
NOKaNbHbIV rMNepkepaTos, pacnoNoXeHHbI AUCCEMUHMNPO-
BaHHO (puc. 3). B panbHeliwem pekoMeHgoBaH npuem He-
oTWrasoHa B fo3e 25 Mr Be4yepoM B TeyeHune 1 Mec Nof KOHT-
pofieM AepMaTosiora no MecTy XUTeNbCTBa C NoC/ieAyoWwmnM
cHuXeHveM fo3bl fo 10 Mr v npueMoM He MeHee 3 Mec. Ha-
PYyXHO - kepaTonnTuku (15-20% MoyeBMHa B BMAe Kpema)
MOCTOSIHHO.

Kepatonepmusa bywke-®uwepa-bpayapa - pegkoe 3abo-
NeBaHuWe, BECbMa CHUMXKAlOLLee KauyecTBO XXMU3HU NaLMeHToB.
ApekBaTHo nopobpaHHas Tepanus nossonseT fobUTbCS no-
JIOXKUTENbHBIX Pe3ynbTaToB, YAyULWUTb Ka4eCTBO XU3HU, HO
B AabHelLWeM NauneHT HY>XAaeTcs B NOCTOSAHHOM Habio-
LeHnn.
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