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AHHoOTauums. Llenb — npeacTaBuTb pesynbTaTbl ANArHOCTUKY U leYeHUA criyyan kepatogepmun ManunoHa — Jle-
¢deBpa. OnncaHo KNrHUYeckoe HabnogeHne 3aboeBaHUA U3 rPYMMbl HACTEACTBEHHbIX HAaPYLIEHUA OPOrOBEHUS — Ke-
patogepmuu ManuiioHa - Jledepa. MpenctaBneHbl KNMHUKO-aHaMHeCTUYeCKMe aHHble, pe3ynbTaTbl 06cnefoBaHmA
1 Tepanuu. MaymeHTKa Habnoganacb Bpayamy iepMaToBeHeponoraMmm ¢ AnarHo30M HacneACcTBEHHON KepaToAepmMmm Co
3HauMTeNIbHbIM HapyLleHNeM KauecTBa »U3HY BBUZY BbIPAXKEHHOCTU KIMHUYECKUX MPOABNEHNA 1 CTOMATONOMMYECKUX
npo6nem. MpoaomKNTENbHBIN Nepro BPeMeHU NaLeHTKa Haxoaunach B neprogax 6epemMeHHOCT 1 lakTauum, 4To
[lenasno HeBO3MOXHbIM MPOBefeHMe NOSTHOLEHHOW Tepanuu. Moce BbINOAHEHUA PeNPOAYKTUBHOM GYHKLMM NaLMEHTKa
nosyunna Kypc CUCTEMHON Tepanmm auUTPETUHOM C BblPaXKeHHbIM MOIOXKUTENbHbIM dbdeKkToM. MprBefeHHOe Habnoe-
HVie UNNICTPUPYET HEOOXOAMMOCTb PaHHeW AMarHOCTMKIM 3ab0/1eBaHNA 1 BaXKHOCTb MAaTOreHeTUYeCKOro fieyeHus.

KnioueBble cnoBa: kepatogepmusa MNManninoHa — JlepeBpa, reHofepMaTos, rMnepKepaTos, MopaxKeHne KOXn Ku-
CTeln, MopakeHVe KOXKM CTOM, MapOAOHTO3
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Abstract. The study aims to present the diagnosis and treatment results of a case of Papillon-Lefevre syn-
drome. A clinical observation of Papillon-Lefevre syndrome, one of the genetic cornification disorders, is described.
Clinical and anamnestic data, the results of examination and therapy are presented. The patient diagnosed with
genetic keratoderma, which was affecting her life quality due to the severity of clinical manifestations and dental
disorders, was being observed. The patient was unable to receive comprehensive therapy for an extended period
of time due to her pregnancy and lactation. After her reproductive period was over, the patient was given a course
of systemic acitretin therapy with a significant positive effect. The study proves the importance of early diagnosis
and pathogenetic treatment.
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BBEJEHUE

KepaTtogepmus MNanwuitoHa - JlebeBpa — pepkas ¢op-  geHmem 3y60B, MMOreHHbIM NMOPaXKEHNEM KOXN U eCeH,
Ma BPOXAeHHOW Anddy3HON NafOHHO-MOAOWBEHHON  ABAAETCA BapuMaHTOM 3KTofepMasibHol gucnnasmm [1, 2].
KepaTtofepMmmn B COYETAaHUM C MAPOAOHTO30M U BbiMa-  [lepmaTos BriepBble onucaH gepmartosioramu P. Lefevre



n M. M. Papillon. PacnpocTtpaHeHHOCTb 3ab05ieBaHUA Co-
ctasnsaet 1:250000 - 1:1 000 000 yenoBek. Bctpeuaetca
BO BCEX 3THUYECKUX Fpynnax, OANHAKOBO YacTo 6onetoT
MY>KUMHbI 1 »KeHWWHbl [3]. KepaTtogepmuna MNanuinoHa —
JNledeBpa - 310 reHoAepMaTo3, HacneayoLWMIACA No ayTo-
COMHO-peLeccuBHoMy Tuny. CBA3aH C NaToNiornemn reHa
CTSC (11g14.2), npuBogALLero K HapyLeHuo npouecca
oporoseHus [4, 5].

BbonesHb geboTMpyeT 06bIYHO B NMepBbIe 5 NET XKKn3-
HU pebeHKa. KoxHble 1 3yOHble N3MeHeHNA HauMHaloTCA
npakTUYeckn ogHOBPeMeHHO. B peakunx cnyyasax 3y6Hble
aHOManuy NpeaLwwecTBYOT KOXHOMY npoueccy. Dopmu-
pyeTca ncopuasndopmHan sputema nagoHen n crton
C POroBbIMU HACNIOEHUAMU U JTOKANIN30BAHHbBIM runep-
rnaposom [5, 6]. YuacTkn KepaTo3a HepefKo foKanmsy-
I0TCA TakXKe B 001aCTV KONMEHHbIX 1 NOKTEBbIX CYCTaBOB,
UMUTUPYA ncopuas. CTomaTonornyeckmne HapyLeHus
XapaKTepusyTca NporpeccupyowMm napogoHTO30M
C 06pa3oBaHMeM FHOWHbIX albBEONAPHbIX KapMaHOB,
[ecTpyKumen anbBeoNIAPHbIX OTPOCTKOB U BbiMafgeHnem
MOCTOSAHHbBIX 3y60B [5].

[lnarHo3 ycTaHaBNMBaeTCA MO COBOKYMHOCTM JaHHbIX
anob, aHamHe3a, KINNHNYECKON KapTUHbI, B CIOXKHbIX
cnyyasax noATBep)KAaeTcA NaTOrnmcToNormMyecknm nccne-
[lOBaHVeM [ilepMbl, nccnegoBaHmem GyHKLUN HerTpodu-
nos (o6Hapy»keHe aHOManun xeMoTakcuca, paroynTtosa
nonumopdoAgepHbIX NENKOLUTOB), pe3ysibTaTaMu CTOMa-
TONOrNYECKOro N reHeTUYeCcKoro nccnegosaHum [71.

Ob6uiee neyeHne 3akYaeTca B Ha3HayeHUM MNa-
TOreHeTUYeCKon Tepanum CUCTEMHbIMU PETUHOUAAMM
(auntpeTtuH 13 pacyeta 0,5-1,0 Mr/Kr B CyTKK), 4TO BO3-
MOXHO NNLWb NO JOCTUXeHUN Bo3pacTa 18 net. Kpome
TOro, PEKOMEHI0BaHbl BUTaMUHbI A, B, C, aHTnbaKTepu-
anbHble Npenapartbl, Hapy>KHasA Tepanua (KepaTonuTu-
yeckue cpepacTsa), dnsmoTepaneBTUUECKME METOAbI fle-
yeHusa [8-10].

Lienb — npenctaButh pesynbTatbl ANArHOCTUKA 1 fe-
yeHuA cnyyas kepatogepmun MNanuiioHa - Jledespa.

MATEPWUAJIbl U METOADI

MpoBefeH peTPOCNeKTUBHbIN aHanu3 cilyyas Kepa-
Tofepmuu ManuinoHa - Jlepepa. MNonyyeHo nHPopmm-
poBaHHOE cornacyie NaLMeHTKN Ha Ny6IMKaLuo aHOHUM-
HbIX [aHHbIX.

PE3YJIbTATbl U UX OBCYXAEHUE

Knunu4eckuii cnyyai. Mauventka A., 43 ropa. Xano-
Obl Ha MOpPaXKeHVE KOXN KUCTEN 1 CTOoM, 60Ne3HEHHOCTb.

AHamHe3 3ab6oneBaHuA: 60bHa ¢ Bo3pacTa 1 rog,.
3aboneBaHnsa cBA3bIBaeT C NOAOOHbIMY BbIChIMAHUS-
MU Yy MaTepu. HeogHoOKpaTHO o6palanncb K Bpayam
JepMaToBeHeposioram, BbICTaBAANCA AUArHO3 «NCOpu-
a3s», HazHavyanocb ambynaTopHoe neyeHne Hapy>KHbIMU
CcpeacTBaMuy € BpemeHHbIM 3ddeKkTom. B Bo3pacTe 4 net
KoHcynbTnpoBaHa B LUHVKBW r. Mocksbl, BbicTaBneH DS:
NagjoHHO-NOAOWBEHHaA KepaTogepmua ManuinoHa — Jle-
¢deBpa. OTUaABWNCH B NIeYEHUN, POAUTENY NMALNEHTKN
6onee 3a MEAULNHCKON NMOMOLLbIO MO 3TOMY BOMPOCY He
ob6paLlanncb, CaMOCTOATENBHO UCMOSb30BaM YXO[40BbIE
cpencTtBa. B aHamHe3e 605ibHanA yKa3biBaeT Ha NMOCTOSH-
Hble NPo6IeMbl CTOMATONIOIMYECKOrO XapakTepa, 3nn3o-
[bl HArHOEHNI B POTOBOW NONOCTM B feTcTBe. K Bo3pacTy
25 net Habnoganacb NosiHas NoTepst COOGCTBEHHBIX MO-
CTOAHHbIX 3y60B. Kpome Toro, paHee oTMeyanacb CKJIOH-
HOCTb K THOMHUYKOBbIM 3a00/1eBaHNAM KOXW. Ha MOMeHT
obpalleHus B gepMaToBeHeporsory B I. CypryTe nauneHT-

Ka Haxoaunacb B nepuofe naktauuw. boina nposeneHa
KOppeKuna HapyXHOIM Tepannmn 1 pekoMeHA0BaHo Je-
YyeHMe auuTPETMHOM MO 3aBepLUEHMIO NaKTauun. Taknum
obpaszom, B 2020 r. nocsie 4 6epeMeHHOCTel, 3aBepLUNB-
LWIMXCA poAaMu, N NPOAOIKUTENbHOIO Nepunoaa nakTa-
U1K NauueHTKa ABUIacb BHOBb C HAMEPEHMEM MOYUYNTb
MONHOLIEHHYO Tepanuio.

AHaMHe3 XKNU3HU: 13 XPOHMYECKMX 3abosieBaHUi
CTpafaeT racTpUToM, »KeJfle3odedbuLMTHON aHeMren (me-
OANKAMEHTO3HO KOMMEHCMPOBAHHOWM), NApPOAOHTUTOM,
OTMeYaeT MOJIHY0 NOTeplo NOCTOAHHbIX 3y6oB. Hacnep-
CTBEHHOCTb: BbICbINAHWA B BUAE NafOHHO-NOAOLBEHHOIO
runepkepartosa y matepu (AnarHos He yTouHeH). Tybep-
Kynes, onmncTopxos, BUPYCHble renatuTbl, BEHepuyeckmne
3aboneBaHNs B aHaMHe3e oTpuuaeT. AfiieproaHaMHes
CMOKOEH, BpefiHble NPUBbIYK/ OTpULIAeT.

Mpu 06cnefoBaHMK, CO CTOPOHbI BHYTPEHHKWX Opra-
HOB 6e3 ocobeHHOoCTen. KocTHO-CycTaBHOWM annapat 6e3
BUAMMbIX aepopmaumin. Cnmsncrtaa obosiouka sA3blKa,
3eBa, MUHAaNVH 6neHO-PO30BOroO LBETA, HaNleTa HeT,
[eCHbl PO30BOrO LiBeTa 6€3 BOCNaNUTENbHbIX ABIEHNN,
3yObl OTCYTCTBYIOT (MpOTE3MPOBaAHME).

JloKanbHbI CTaTyC: NaTONOMMYECKNIN KOXKHbIV NPO-
Llecc IOKaNM30BaH Ha KOXe pa3rmbaTtesnibHbIX NOBepX-
HOCTEN BEPXHUX U HUMXHUX KOHEYHOCTEeN, NagoOHHON
NOBEPXHOCTU KUCTEN MU MNOJOLWBEHHOWN MOBEPXHOCTHU
cton. lNpepcTaBneH YeTKO OYEpPUEHHbIMU, YMEPEHHO
VHPUNBTPUPOBAHHBIMIN OYaramu 3aCTOMHOM SPUTEMDI
C BblpaXeHHbIM FrMNepKepaTo3oM 1 KpynHOMIacTUHYa-
TbIM WenyweHnem. Ha NoBepXHOCTM BU3Yanu3npyoTca
MHOrouuncneHHble rnybokune TpewmHbl go 1,5 cm B agnu-
Hy 6e3 npur3HakoB BocnaneHus. MpruaaTkM KOXu He n3-
MeHeHbl. [Ipyrnx natonornyeckmx BbiCbIMaHUN Ha KOXe
1 BUAMMbBIX CIN3UCTbIX HeT. lepmorpadun3m KpacHbIN.
PernoHapHble numdaTtmyeckme y3nbl He yBeNnYeHbl
(puc. 1, 2a, 26).

Mpn obcnenoBaHMM NauyMeHTKN B obwem aHanunse
KpoBU, 06LLEeM aHanM3e MOYU NaToNIOrNKM He BbISIBJIEHO.
Bruoxmmmnueckne nokasatenu Kposu B Npefeniax Hopmbl.
WccnepoBaHme yellyek KUCTel, CTOMN Ha NaToreHHble rpu-
6bl — pe3ynbTaT oTpuLaTenbHbIA. Pe3ynbTaThl 06cnenosa-
HUA Ha cndunnc, BupycHble renatutsl B n C, BUY oTpuua-
TenbHble.

Puc. 1. MopaxeHue nodoweeHHbIX NOBePXHOCMeU KOXU cmon
y nayueHmku 00 sie4eHus
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Puc. 2a. MopaxkeHue Koxu mblibHOU nogepxHOCmMu Kucmeu
y nayueHmku 00 se4eHus

Puc. 26. [TopaxeHue Koxu 1a00HHOU nogepxHoCMu Kucmel
y nayueHmku 00 se4eHus

KoHcynbTMpoBaHa CTOMATONOrOM: BblpaXeHHbI fe-
CTPYKTUBHO-ANCTpOdMYECKN NpoLecc B NapofoHTe,
0CTe0/s113 aNibBEONIAPHbIX OTPOCTKOB YestocTeln, obpaszo-
BaHMe KNCT. PekomeHAOBaHO NpoTe3npoBaHune (MmniaH-
Tauua 3y6oB).

Ha ocHOBaHUN KNNHNKO-aHAMHECTUYECKNX OAHHbIX,
pe3ynbTaToB AOMNOJIHUTENbHbIX NCCIe[0BaHNN BbICTaB-
neH gmnarHo3s: Q82.8 HacnepgcrteseHHaAa nagoHHO-NOA0-
LBEHHaA KepaToaepmus ManuioHa — Jlepespa.

YuntbiBasa OTCYTCTBME KOMMJIAEHCA K auUTpeTuHy, na-
LMeHTKe ObiNo NposefeHo 25 npouenyp nokanbHom MY-
BA-tepanuun (PUVA therapy - psoralen and UVA) c Hapy»-
HbIM Ha3HauyeHreMm GpOTOCEHCMOUNN3aTOPA 1 HAPY>KHasA
Tepanua TONMYECKMMN MIOKOKOPTUKOCTEPOMLAMM B CO-
yeTaHUW C CaNNLUMIOBON KNCNOTOW, B pe3ynbTaTe KOTO-
PO COCTOAHME KOXHbIX MOKPOBOB B OYarax nopakeHus
3HauUTENbHO ynyywmnocb. OfHako pemuccua 6bina He-
NPOAOMKUTENbBHON — Yepes 2 mecsALa OTMeYasicsa BO3BpaT
BbICbIMAHNIN Ha KOXKe KNCTen, CTOM 40 NCXOAHOTO YPOBHS.
YunTbiBas 4aBHOCTb 3a00J1eBaHNA, PACMPOCTPaHEHHOCTb
npouecca, HeoCTaTouHyto 3PpPeKTUBHOCTb NPOBefEeH-
HOW paHee Tepanuu, C NauMeHKoON NpoBeaeHa becena
1 Ha3HayeH aunTpeTurH 13 pacyeta 1,0 Mr/Kr B CyTKM B Te-
YyeHune 4 Hefenb, HAPYXXHO Ma3b MOMETa30H + cannunIo-
BadA KncioTta 1 pa3 B AeHb, SMOJIeHTbl 2 pa3a B €Hb Ha
BbICbINMAHNA HA KOXKe.

B xope anHamunuyeckoro HabnoaeHus yepes 1 mecsy
OTMeYeHa NONOXKUTENIbHAA AMHAMMKA HA KOXKe KUCTeN,

cTOon. BbiCcbiNaHMA YaCTUYHO perpeccMpoBanyi, TPELMHbI
3a3MUTENN3NPOBANNCh, HOBbIX BbICbINaHWI He Habnoaa-
nocob (puc. 3).

Mpwn nocnepytowem HabnogeHn B TeueHue 3 me-
CALUEB BbICbIMAHUA Ha KOXe KUCTel, CTON perpeccupo-
BaJI NONTHOCTbIO. Ho Tepanus aunTpeTMHOM COnpoBO-
panacb No6oyHbIMK 3ddPeKTamu B Buae nopeneHuns
BOJIOC 1 NMOBbILWEHHOW GOTOUYBCTBUTENBHOCTA C NMPOSAB-
neHuamu ¢oToaepmatosa. NobouHblie 3¢deKTbl HOCUIN
06paTMbIN XapaKTep 1 OblN CBOEBPEMEHHO CKOPpPEK-
TVMPOBAHbI, YTO NMO3BONMIIO NMPOAOCIIKUTD TepPanuio aun-
TpeTuHOM. B HacTosiLlee Bpems HabnogeHe 3a nayu-
€HTKOW NPOAomKaeTcA.

Puc. 3. CocmosHue Koxu Kucmel
y nayueHmku yepes 1 mecay nocse neyeHus

3AKJTIOYMEHUE

WHTepec npuBefeHHOro KNMHNYECKOro HabnoaeHns
3aKJ/1l0YaeTCA B PefKoM BCTPeYaeMoCTh KepaToaepmmum
ManuioHa — JlepeBpa 1 CIOXKHOW [MArHOCTMKE HO30-
nornu. [lepmatos NpMHUMaLOT 3a NCopuas unm gpyrue
dopmbl KepaTtoaepmuii. B pesynbTtate ynyckaertca Bpe-
MfA, U CONPOBOXAaKLNe KepaTogepMuto CToMaTono-
rmyeckmne npobnemol NpuobpeTaoT HEOOPATUMDIN Xa-
pakTep. Hawa nauneHTKa gocTuria 3penoro Bo3pacTa,
W Ha onpefeneHHOM dTarne el CTana AOCTyNHa Tepanus
CUCTEMHBIMY peTHouaamn. HecMoTpa Ha BblpaXKeHHYo
NONOXUTENbHYIO AVHAMUKY KOXHOIo MpoLecca, neyeHune
HEeOTMra3oHOM COMPOBOXAANOCh PA3/INYHBIMY MOOGOYHbI-
mu 3dpdekTamu. B page cnyyaes nobouHble sddeKkTbl Mo-
ryT CHUXKaTb KaueCTBO XKM3HW NaLMeHTOB elle B 6osbLuel
CTeNeHu, HeXXeNW NaToNOrMYeCKU KOXKHbIN npouecc. MNa-
umneHTbl C KepaTtogepmuen MNanuiioHa — Jledespa BBUAY
BOBJIEYEHA B MPOLECC HE TOMbKO KOXMW, HO 1 NOSIOCTH
pTa, NpUcoeaUHEHI0 NHOEKLMOHHbBIX OCIIOMXHEHWI MO-
ryT nonajatb B Nofe 3peHnsa Bpayel JepMaToBeHepo-
JIOroB, CTOMaTONOroB, UHPEKLNOHNCTOB, NeanaTpoB, Te-
paneBToB. TakM 06pa3oM, 60MbHbIe C KepaTogepMuen
ManwuinoHa - Jledespa HyxpatoTca B AnddepeHUnpoBaH-
HOM nopaxofe K ANarHoCTUYECKM U TepaneBTUYECKM
MeponpuATUAM, MO3BOJIAIOWUM 3aMea/INTb NPOrpeccu-
poBaHue 3a60N1eBaHNA 1 YNYYLLNTb KaYeCTBO XKU3HU.

KoHnuKT nHTepecoB. ABTOPbI 3aABNAIT 06 OTCYyT-
CTBUM KOHONMKTA HTEPECOoB.
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