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OnpegeneHue

KepaTtogepmus YHHbI-TocTa (CUH.: 3NUAEPMOIUTUYECKNA NAZAOHHO-MOAOLBEHHbIN rMnepkepaTos) — Go
HacneACTBEHHOW AndPy3HOM KepaToAepMum, AN KOTOPOW XapakTepeH KepaTos s1ajoHeun 1 nogoLws 6e3 nep:
ApPYrme y4acTKmn KOXM

9TUOJIOMMA U NaToreHes

HacneayeTcsi No ayTOCOMHO-A0OMUHAHTHOMY TUMY, BOSHUKHOBEHME CBSA3AHO C MyTaLMeN B FeHax, KOAUPYIO

KepaTuH | TMna:

- reH KRT9, pacno/ioXXeHHbIM Ha XpOMOCOMe 17g12-21 (cneunpuryeH ToNbKO A5 KOXN NaZ0HEN 1 NOAOLWB, MO
MaTONOrMYECKMM NMPOLLECC HE PACNPOCTPAHSETCA 3a NpeAesbl N1aZ40HHO-NOAOLWBEHHOM 061acTu);

- pexe obHapyxuBaeTca myTauua B reHe KRTz

* HapyLweHue LenoCcTHOCTM NPOMEXYTOUYHbIX PUNAMEHTOB B Pe3y/IbTaTe 3TUX MyTaL M YMEHbLUAET YCTOUYUBC
LLUTOCKENEeTa K HE3HAUNTEIbHOU BHELUHEW TPAaBMe, YTO NMPUBOAUT K 06pa30BaHUIO My3blpen, rTMNepKepaTosy.
3NNAEPMOAN3Y

B0O3MOXHO coueTaHue ¢ pa3/IMYHbIMU NATONOrNUAMIN BHYTPEHHUX OPraHOB M ONOPHO-ABUraTeIbHOrO annapa

Kpyrnosa J1.C., XXykoBa O.B., ®uHewmnHa E.N. NaToreHeTU4eckme acnekTbl, Aexallme B OCHOBE 13 0HHO-NOAOWBEHHbIX kepaTogepMuit. COBpeMeHHble MeToAbl
Tepanun. KnnHnyeckas AepmMaTonorus n BEHEPOAOrusa. 2015;14(2):17-23.



Kepatonepmus YHHbI-TocTa aBndeTcs oAHOW n3 Hanbonee pacnpocTpaHeHHbIX
cpeau ouckepartos3oB, 3aHMMas || MecTo B CTPYKTYype HacneacTBEHHbIX
3ab01eBaHUn KOXHN

PacnpocTpaHeHHOCTb fTadoHHO-NOAOLWBEHHOW KepaToAePMNN 3aBUCUT
OT MHOXeCTBa 0aKTOPOB:

* Knumartoreorpagouyeckmx 3oH

* OTHMYECKOro pasHoobpasust nonynsayum

* BapuabenbHOCTU YCITIOBUI OKPY>KatloLLEen cpeabl

CpepgHecTaTuctnyeckasi 3abonesaemoctb coctaBnset ot 1:23 000 go 1:100 000
B CesepHon LLBeuunn pacnpoctpaHeEHHOCTb gocturaet 1:200-1:300




Ha nepsom 200y »#u3HU NOSIBAETCA JIerkoe YTOJILLEHNE KOXW IaJ0Hel
1 NOAOLUB C NOCTENEHHbIM Pa3BUTMEM rMMNepKepaTo3a

K 4-5 200am naToNOrM4yeckmin npouecc npnobpetaet Buza rpybsoix,
TOCTbIX FTMNEePKePaTOTUYECKUX HACJIOEHMI XENTOrO LBETA, C Pe3KO
OrpaHUYeHHbIM Kpaem, ryboKMMK TpewmHaMmn, S3pUTeEMaToO3HbIM
BEHYMKOM LUIMPUHOM 1-3 MM NO nepudepunu

XapakTepeH /IOKa/IbHbIV TMNepPruapo3, BO3MOXHO NOsIBJEHME Ny3bIpeu
CybbekTnBHO: 60N1€3HEHHOCTD

PeHTreHoNnOrnyeckn onpeaensatoTcs NpU3Hakm 0CTeonoposa u
aTpodum panaHr, Haanume NoABbIBUXOB 1 AePOPMUPYIOLLEFO apTPO3a
MeXdaslaHrOBbIX CYCTaBOB KUCTEW U CTOM

Hortu moryT nmeTb gedpopmaymio B opMe NecoYHbIX YacoB

MoryT oTMe4aTbCst MHOXECTBEHHbIE JINNOMbI

MoxeT oTMeYaTbCs AUCTPODPUSA POrOBULLbI

Pesko MOXeT BCTpeyaTbCs 0nMroppeHms

YacTo BCcTpeyatoTca rpmbkosbie cynepuHpekLmm



[lnarHoctuka KkepatogepmMuin BKIHOYaeT:

- cbop aHamMHe3a (C 0coObIM BHUMAHUEM K CEMENHOMY)

- (pU3MKanbHbIKM OCMOTP, BKMOYAKOLWMNA OLIEHKY NOPaAXKEHUA KOXHbIX
MNOKPOBOB, HOITEN, BONOC 1 3yb6oB

[lnarHos yctaHasnuealT Mpu HaMM4Mm o4aroBoro unn audgpdysHoro
rmrnepkeparosa Ha fagoHsax u/mnun nogoLwuBax

[ebtoT 3aboneBaHnsi B paHHEM OETCKOM BO3pacTe, OTAroLEHHbIN
CEMEWNHbIN aHaMHe3, CTOMKas KIMMHNUYeCcKas KapTuHa ¢ HEDOSbLUUM
N3MEHEHNEM CUMIMTOMOB, OTHOCUTESNbHAA PE3UCTEHTHOCTb K TEpannum —
9TO NPU3HAaKN, KaK npaBunio, CBUOETENbCTBYOLWMNE O HACNeaCTBEHHOM
doopme KepaTtogepMuu.

OTpuuarternbHbIN CEMENHBLIN aHAaMHE3 UM HavarbHbIE MPOSBNEHUS BO
B3POCINOM BO3pacTe HE UCKIYaloT AnarHo3 keparogepmmn YHHbI- Tocta

[eHeTn4eckoe TeECTNPOBaAHMNE MO3BOJIAET YCTAHOBUTb TOYHbIN ANarHos

[Mpn HeobxoAMMOCTN NPOBOAUTCS TMCTONOMMYeckoe nccnegoBaHme




[MpoBOOMTCS CO CXOXMMM MO KIMHMYECKON KapTuHe 3aboneBanuamu. MNpu npoeeaeHun anddepeHumansHOu
ANArHOCTUKN YYNTBIBAKOT XapakTep HacneaoBaHUs, reHeTUYECKUI AedEKT, CTENEHb NOPaXXeHNa anuaepMuca,
HanU4yne/oTCyTCTBUE PacnNpPOCTPAHEHUSI O4aroB 3a Npeaerbl KOXN NagoHeN U NOAOLLB, CONYTCTBYIOLLYIO NaTOMOrMIO.

Tabavua

AvddepeHumansHan AHarHocTHKa AMGPY3HBIX GOopM HacAeACTBEHHbIX KepaTtoAepmui / Differential diagnosis of diffuse forms
of hereditary keratodermia

KepatoAepMHH Tvn FeHeTHuecknn gedexT KAHHHKa ConyrcTeylowan
HacAneAOBaAHMA NartoAOrMa

KepartoaepMuA AYTOCOMHO- B rese KRT9 (Ha xpomocome 17q12-21), Anddy3HbIM TMHNEPKEPATOS3 AaAOHEN NopaxeHue

YHHBI — TocTa AOMWHAHTHBIN pexe B KRT1 M NOADLIE, NP 3TOM He HabAalopaeTcA KOCTHOW CHCTEMbI

nepexoaa Ha Apyrue obaactu
KepatopepMMUA AYTOCOMHO- B rene ARS (pacnoaoxeH Ha XpomMmocome AnddyaHbIM rUNepKepaTos AapoHeH AvcTpoduna
Meaeaa peueccHBHbIA 8q24.3), kopupywowem SLURPL M NOADLWIE C NEPEXOAOM Ha ThIABHYIO HOrTeM
(cexkpeTupyemblid Geaok Ly-6/PLAUR 1) NOBEPXHOCTE KUCTEH M CTON

CHHApOM AYTOCOMHO- MyTtauma reda CTSC (pacnoaoxen AnddyIHBIM THNEPKEPATO3 AGAOHEN [MepHOAOHTHT,

NanvHoHa — peueccHBHbIW Ha xpoMmocome 11q14.2), KoAMPYIOLWETD M NOAOLWIE C NEPEXOAOM Ha ThIABHYHO paHHAA NoTepa

hedeBpa KatencuH C NOBEPXHOCTE KMCTEH H CTON sybos




[ncronornyeckoe nccaeaoBaHume

Hecneumndunyeckne nposiBNeHUs:
- rTMnepkepaTos
- rpaHynes
- aKaHTo3

XapaKTepHble MpU3HaKku:
- ANUAEPMONUTUYECKUIN TUNepKepaTos
- HapyLweHne aaresnm KepatnHoOUNTOB
(cBMOETENLCTBYET O 4ECMOCOMHbIX AedeKkTax)

PasrpaHnyeHne annaepMonmnMTUYecKnX n HeannaepmMonuTuYecknx dopm nagoHHO-NOAOLLBEHHbIX KepaToa
NMEET TepaneBTUYECKOe 3Ha4YeHne, yYnTbIBas, YTO anMaepMonnTudeckme dopmbl Ha OHE Npuema cucrte
PETMHONOOB MMEKT TEHAEHLMIO K YXYOLLIEHUIO

FOcynoBa /1. A, Mapaesa 3. L., FOHycoBa E. U., MaBatoToBa I. L., Faanmosa A. P. Kepatoaepmuu /[ Jledawmn Bpay. 2021; 11 (24): 18-22.



JleyeHue

Mogundurkayma obpasa XXM3HM 1 HAapY>XXHasA Tepanuns

CoBpeMeHHble METOAbI leYeHnst HacneacTBeHHbIX POpM KepaToaepMnn NpeacTaBnstoT cobon B OCHOBHO
CUMMNTOMaTUYECKYyo Tepanuio

OCHOBHbIMU MPUHUMNaMK Tepanuu SBMATCH YBNaXXHEHNE, BOCCTaHOBIIEHNE TMAPONUNUAHON MaHTUK U
oTLesnyLwuBaHne porosbix HACNoeHUn

OOLwune pekomeHJaunn: perynspHble BaHHbI, OYMLLEHNE U YBNaXXHEHMe 0biacTy oporoBeHus; nsberaHve A
MEeXaHW4YeCKOW Harpysku Ha KoXy JlaJoHen 1 NogoLLB; HOLEeHWe opTonegnyeckon obysu

HapyxHas Tepanua: kepaTonuTuyeckme cpencrea (MoYeBMHa, canuumnoBas K1UCroTa, MoroYHas KUCnoTa).
NPUMEeHeHWe OaHHbIX NeKapCTBEHHbIX NpenapaTtoB NoL4 OKKIMH3MOHHYIO MOBA3KY Ha HOYb

Mpuv npncoeanHeHnmn bakTepmaibHOW 1 rpubkoBon Gaopbl He0bXxoAMMa Hapy>KHas Tepanus aHTMbaKTepraabHbIM
NPOTMBOrPUOKOBbLIMU CPeACTBAMM

q)M3MOTepaI'IEBTI/NECKOe JieHeHne

B koMmnnekce ¢ Hapy)XHOW Tepanuen NpUMeHSAIT nsmoTepaneBTUYeckoe fievyeHme. MNonoxuntensHbIn apdoe
OTMeyYaeTcd Nnpu ncnosib3oBaHun yresTpagpoHodopesa BUTaMuHOB, A n E, kppnotepanumn. imeroTcs gaHHbIe
00 3 PeKTUBHOCTU rennn-HeOHOBOIO nasepa, YrnekMCcrioTHOro fiasepa, BO3AENCTBME KOTOPbIMU NPOBOANUTC
npeaBapuTeNbHOIo yaaneHusi poroBbiX Macc

Kepatogepmusa YHHbI-ToCTa y npeACcTaBUTENSA OAHOIO U3 KOPEHHbIX M ManoyncaeHHbIx Hapozaos Cesepa (xaHTbl) [ E. A. Bacuabesa, M. FO. Pycak, A. M. Boonosa [u ap.] // Hayka n nHHOBaL M
XXI Beka : CbopHUMK cTaTen no matepmanam VI Bcepoccninckon KoHbepeHL MM MoNoAbIX YYeHblX, B 3 T., CypryT, 27 ceHTAbps 2019 roga. Tom |.— C. 92-94




JleyeHue (NpoAoKeHue)
CuctemHasa Tepanus

[na cuctemHon Tepanun TaxenbiX POPM KepaTtogepmuii UCMornb3yroT npenapaTthl peTuHona (B
Yauwe Bcero ato auntpetuH (0,3-1,0 Mr/Kr B 3aBMCMMOCTU OT TSXKECTU npoLiecca)

PeTuHOMOb! perynupyoT npouecchl pocta 1 TpaHcopMaL M KNeToK, OKasbiBalOT TepaneBTuYel
adopeKkT nytem moaynaumm gudogepeHUnpoBKN KepaTUHOUMTOB, NogaBrieHns runepnponmdoep:s
YyMeHbLUEHUA MHUINbTpaUnm BocnannuTenbHbIMU KIieTKamMmu

KnnHnuecknin adodpekt HabrnogaeTca He cpasy, a No UCTeYEHUN 5-6 MecaLeB Nocre Hadana np
npenaparoB M NnpekpaLlaeTcd nocsrie X OTMeHbI

Kpyrnosa J1.C., XXykoBa O.B., ®uHewmnHa E.N. NaToreHeTU4eckme acnekTbl, Aexallme B OCHOBE 13 0HHO-NOAOWBEHHbIX kepaTogepMuit. COBpeMeHHble MeToAbl
Tepanun. KnnHnyeckas AepmMaTonorus n BEHEPOAOrusa. 2015;14(2):17-23.



Cnacmbo 3a BHMMaHue!




