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O3MOKHOCTU IIPUMEHEHUA PETUHOAA ITAABMUTATA
B CUCTEMHOM A€YEHHUU I'€HEPAAN3OBAHHBIX HACACACTBEHHBIX
HAPYIIEHUU KEPATUHU3AITUNA
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HacnepncTBeHHble MXTWO3bI NPEACTABNAT COO0M rpynny reHepanM3oBaHHbIX HACNEACTBEHHbIX HApPYLLEHWUIA kepaTu-
HU3aLMK1, XapaKTepU3YIOLLIMXCA OBLLEN CYXOCTbIO KOXM, LUENyLLEHWEM, TMNEPKePaTO30M M YacTo SPUTPOAEPMUEN.
31K NposiBNeHns 06yCcrnoBeHbl MyTauusiMu B reHax, B OCHOBHOM y4acTBYIOLLMX B (DOPMUPOBAHMMN KOXXHOIo 6apbepa.
HacnepncTBeHHble MXTUO3bI OENAT HA CUHAPOMASIbHbIE U HECUHAPOMAarbHble. HecMHOpoManbHble UXTUO3bI BKITHO-
YaloT: ByNbrapHbIi NXTUO3, PELLECCUBHbIN X-CLEMNEHHbIA UXTUO3, ayTOCOMHO-PELECCUBHbIN BPOXOEHHbINA UXTMO3,
KepaTUHONaTUYECKUIA MXTNO3 1 apyrue hopmbl. Ha coBpeMeHHOM aTane HaunyudLlmin pesynbsTaT 4na AOCTUMXKEHNS
KITMHNYECKOW PeMUCCUM YCTaHOBIIEH Y NepoparibHbIX PETUHOUAOB: PeTUHOSMAa NanbMmmuTaTa, M30TpeTnHouHa (1-e Noko-
JIEHNe PETMHOMOOB) U auMTpeTnHa (2-e nokoneHne petnHonaos). CNoco6HOCTb peTMHoNa NanbMmuTaTa perynmpoBarb
NpPOLEeCCbl OPOroBeHUs1, YKPENNSATL annaepMalbHbli 6apbep U 0KasblBaTb aHTMOKCUOAHTHOE OENCTBUE UCTIONb3YET-
Csl B Nle4eHMM reHepann3oBaHHbIX HacneACTBEeHHbIX HapyLLUEHUA KepaTuH13aumn. B neyeHnn ncnonbayoT cpegHne

1 BbICOKWE TepaneBTuyeckue fo3bl (2000—10 000 ME/kr/cyT). HazHavyaemas fnosa petTuHona nansmMuTara oTnmyaeTcs
npv pasnnyHbIX HO30SIOMMYECKMX DOPMaXx MXTNO3a, a TakXKe 3aBUCUT OT CTEMEHUN TSXKECTU NATONOrM4EeCKOro NpoLec-
ca, Bo3pacTa 1 Beca naumeHTa, 4To He06XOAMMO Y4MTbIBATb MPU HAa3HAYEHUN Tepanumn Ans nosly4eHns Hanny4Llero
pe3ynbrata. CnegyeT OTMETUTb, YTO KITMHUYECKUE NPOSIBIEHNS MPEeNMYLLIECTBEHHO PErpeccupyioT B Ao3ax, He Npu-
BOASALLMX K MOSIBNIEHNIO MPU3HAKOB TOKCUYHOCTU Npenaparta. MNpuBeaeHbl METOANKN Ne4eHNs peTuHona nasbMuTaTom
MXTNO30B N UXTMO3NOPMHBLIX 3pUTPOLAEPMUNA.

Knto4yeBble cnosa: peTuHoNa nanbMuUTaT; PeTUHOUAbI; HacneAcTBeHHble HapyLUeHUs KepaTuHUu3auum; UXTUO3bl; UXTUO-
31POpPMHbIE 3pUTPOAEPMUMN
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The possibilities of using retinol palmitate in the systemic
treatment of generalized hereditary keratinization disorders
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Hereditary ichthyosis is a group of generalized hereditary keratinization disorders characterized by general dryness

of the skin, peeling, hyperkeratosis and often erythroderma. These manifestations are caused by mutations in genes
mainly involved in the formation of the skin barrier. Hereditary ichthyosis is divided into syndromic and non-syndromic.
Nonsyndromic ichthyoses include: vulgar ichthyosis, recessive X-linked ichthyosis, autosomal recessive congenital
ichthyosis, keratinopathic ichthyosis and other forms. At present, the best result for achieving clinical remission has
been established with oral retinoids: retinol palmitate, isotretinoin (1st generation of retinoids) and acitretin (2nd
generation of retinoids). The ability of retinol palmitate to regulate keratinization processes, strengthen the epidermal
barrier and have an antioxidant effect is used in the treatment of generalized hereditary keratinization disorders.
Medium and high therapeutic doses (2000—-10 000 IU/kg/day) are used in the treatment. The prescribed dose of retinol
palmitate differs in various nosological forms of ichthyosis, and depends on the severity of the pathological process,
the age and weight of the patient, which must be taken into account when prescribing therapy to obtain the best result.
It should be noted that clinical manifestations mainly regress at doses that do not lead to the appearance of signs

of toxicity of the drug. The methods of retinol palmitate treatment of ichthyosis and ichthyosiform erythroderma are
described.
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Il Beepenue

Nxtnosbl (oT rpeuy. Ichthys — pbi6a) — rpynna Ha-
CNeACTBEHHbIX 3a60neBaHnn KOXW, XapaKTepu3yoLLmX-
Csl reHepanu3oBaHHbIM HapyLleHUeM KepaTuHU3aLuuu.
B KnuHW4eckon kapTuHe UXTMO30B Hambornee 4acTo Ha-
6nofaloTcs LWenyLeHne n CyxocTb, KOTOpble nopaxaroT
BCIO KOXY M 4acTO CBA3aHbl C rMNepKkepaTo3om u Bocna-
neHuvem. flpyrve nposisneHusa 3abonesaHnin 3TON rpynnbl
BKNIOYaIOT HenepeHocMMOoCTb Tenna, 3yA, 60nb, KOHOYK-
TUBHYIO TYroyxoCTb, 3KTPOMWOH, 3KCMabuoH, HapyLleHus
pocTa Bonoc. VIXTno3sbl ABNAIOTCA Npexae BCEro MOHOreH-
HbIMW 3a260/1€BAHUSAMM, C MAEHTU(PULMPOBAHHBIMM (Ha ce-
roAHSALIHUA OeHb) 6onee 40 MyTauusiMM reHOB, KOTOpble
NPUBOAAT K HaPYLLUEHUIO KOXHOro 6apbepa y NaunmeHToB.
Knaccudunkaumss MXTMO30B OCHOBaHa Ha KIMHUYECKOM
KapTuHe U B OCHOBHOM pasfensercs Ha HecuHppomars-
Hble (BKNtoYas ByfbrapHbI UXTMO3, peLeCcCuBHbIA X-cuen-
NEHHbIN UXTUO3, ayTOCOMHO-PELECCUBHbIA BPOXAEHHbLIN
NXTWMO3, KepaTuHONaTMYeCcKnii UxTmo3 n gpyrune opmbi)
N cuHApomarsbHble UXTNO3bl. VIXTMO3bl 06bLIYHO OKasbiBa-
0T CUIbHOE BIIUSIHWME Ha Ka4eCTBO XWU3HW nauneHTa u Tpe-
6YIOT NOXM3HEHHOrO neveHus [1-3].

Bce nposBrneHns Ha KOXe y MaumeHTOB C UXTMO3a-
MU — 3TO pesynsTaT ee KOMNEHCaTOPHON U eANHCTBEHHO
BO3MOXHOW NPV TOM UNN MHOM HacneacTBeHHOM fedekTe
peakummn. 3TO MO3BOMISET KOXE MakCUMarnbHO COXPaHATb
CBOWM romMeocTas U romeoctas opraHuama B Lenom [3].

HapyxHas Tepanua WXTUO30B SBMAETCA HEOTbEM-
nemMon 4acTblo feveHns. MecTHoe neveHve HarpasreHo
Ha yMeHbLLEHMe rMnepkeparosa, CyXoCTu KOXMU U yry4Lue-
HVe ee BHeLLHero Buaa. MNMpumeHaTca cMaryatoLme u Ke-
paTtonuTU4eckue CpefcTsa, CopepXxaluve rmuuepviH, na-
padunH, MOYeBVHY, anba-ruapokCMKNCIOThI, TONMNYecKue
peTuHouapl, BaHHbl. [lpy 6GakTepuanbHOM KonoHu3auum
NPUMEHSIIOT MoloLLME cpefcTBa C aHTubaKTepuanbHbIMU
nobaBkaMn, aHTUCENTUKWU, aHTUOUMOTUKW. Ho Tonu4eckas
Tepanusa ManoadgeKTuBHa npu TAXenNbIX opmax Wx-
TMO30B. Ha coBpemMeHHOM 3Tarne Hauny4lwnin pesynstart
ONa  JOCTMXKEHUSA  KNMHUYECKOW PEeMUCCUM  YCTaHOBIEH
y nepoparnbHbIX peTMHOMAOB: peTuHona nanemutata (Prl),
N30TPEeTMHOMHA (1-e NOKONEeHne peTMHONAOB) U auMTpeTu-
Ha (2-e nokoneHwe petnHouaos) [1, 4-6].

HevricTBys Ha ypoBHe reHoma, peTuHouabl okasblBa-
0T perynupyroLlee BnvsaHUe Ha nponuvdepauunio n aud-
hepeHUMpPOBKY KNeTOK KOXu. WX BbiCOKMe u cpefHue
TepaneBTU4YeCcKMe [03bl, HazHa4yaemble Mpu nevyeHun
NXTMO30B, NPUBOAAT K BbIPpaXXeHHOW cTabunusaumm BHy-
TPUKNETOYHbIX MPOLECCOB B TEHETUYECKN YLepOHOM
KOXe W, Kak creficTBMe B 4acTu cny4yaeB, BO3MOXHOCTU
OOCTMXEHUS BUAOMMO 3[0POBOM KOXMU MPU UX NpUMeHe-
Hum [7-11].

AUNTPETUH NPUMEHSAETCH NPU reHepanmn3oBaHHbIX Ha-
CnedcTBeHHbIX HapyLlueHusx kepatuHusaummn (THHK) B cy-
TOYHOW [o3e 13 pacyeTta 0,5—-1 Mr/kr y geten n B3pocsbix
[6], BRINYCKAeTca B kancynax no 10 unn 25 Mr npenapara,
YTO AenaeT 3aTPYAHUTENBHLIM ero npuem B pacyeTHOM [o-
3MpoBKe, 0CO6EHHO y feTeir. OrpaHn4eHnemM nNpuMeHeHus
aunTpeTrHa y XXEHLLUH MOryT 6bITb ANINTENbHOE BbiBEAEHWEe
npenaparta 13 opraHuama 1 Heo6XxoAMMOCTb BO3[epXaHus
OT 6epeMeHHOCTU B TeYeHne Tpex NeT Nnocrie OKOHYaHus
Tepanuu, No3TOMY MHOrfa ero 3aMeHsloT Ha U30TPEeTUHO-
WH, UMEILLNA cXOoOHOe OelcTBue U 6ofiee KOPOTKUIN ne-
puog BbiBegeHuss. THHK — Heusneunmble 3aboneBaHus,
npogomkarLmecs BCIO XWU3Hb, NMO3TOMY CUCTEMHOE Jle-
YeHne 4acTo npoposmkuTensHo. lMpekpalleHve neveHus
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peTMHoMgamMmn COMPSKEHO C MOCTEMNEHHbIM YXYALUEHUEM
1 BO3BpaLLeHVeM KITMHUYECKOW KapTWHbI B MpexXHee Cco-
CTOSIHME, MOCKOMNbKY reHeTUYEeCKUn AedeKT He YCTpaHeH.
Mpwn BEIGOPE MpenapaTa Heo6XOANMO YUYUTbLIBATL BO3MOX-
Hble No6o4Hble adpdekTbl. ONTUManebHas fosa npenapara
OOMKHa 6bITb MUHUMAarbHOW, AatoLLEN Xenaembl 9dEKT,
1 OIHOBPEMEHHO C NpuemMnemMbIMnm M1UHUMAasbHbIMU NO60Y-
HbIMU ABMeHVAMKU. Ha coBpeMeHHOM 3Tane paspaboTaHbl
mMeToamku nedenns MTHHK PI1. OTeyecTBeHHbIN nNpenapat
peTuHomna nanbmMuTaT, pacTBop AN npuvemMa BHYTpb Mac-
naHbin 100 000 ME/mn no 10 mn unm 50 mn Bo doriakoHax
(npoussogcTteo AO «PetuHomppl», Poccus) He paeT Tako-
ro 6bICTPOro apdeKkra, Kak aunuTpeTH U U30TPETUHOMH,
HO o6napaert ny4llen nepeHocumocTbio. MNpenapaT BKIo-
YeH B rnepeyeHb XN3HEHHO HEOOXOAMMbIX NleKapCTBEHHbIX
cpeacTs [1, 6, 12, 13].

CunctemHas Tepanusi NPOBOAUTCA Kypcamu JO OOCTU-
XKEHUA ONTUMarnbHOro addekTa, a 3aTeM Nnony4eHHbIn 3d-
eKT noaaepXmeaeTcs Hapy>XXHbIMK cpeacTeamu [13].

OCHOBbI FeHOMHbIX ad)d]EKTOB peTUHONA NnanbMuTaTa

lMpn nepopancHOM npueme peTuHona nanbmuTarta
B KJIETKY MOTYT MOCTYnaTb HEMOCPEACTBEHHO 3hUpPbI pe-
TMHona (npexge Bcero PI1) BmecTe ¢ ocTtatkamu Xuno-
MuKpoHa (25-33% Bcero noctynawowiero sutamuHa A);
HeaTepUMUUNPOBAHHBLIA PETUHON, KOTOPbIA nocTynaeT
B KPOBOTOK Mocne ruaponusa u3 neyveHn B KOMrnekce
C pPeTWHONCBA3bIBAOWNM 6enkoM W TPaHCTUPETUMHOM,
a Takxe o6pasyroLLasca B MasnblX KOHLEHTpauUusX B neve-
HW peTHOoeBas K1cnoTa n apyrue akTuBHbIE META60NNTHI
[7,9,10, 14].

B kepaTuHouuTax 1 gpyrux Krnetkax Koxu aduvpsl pe-
TUHOMA MOrYT COXPaHATLCS B HEU3MEHHOM BUAe, a MoryT
npeo6pa3oBbIBaTLCA BHa4ane B pPeTUHON (peakums obpa-
TMMa), 3aTeM B peTuHasb (peakuus obpaTtvmMa) 1 HakoHeL|
B PETUHOEBYIO KUCMOTY (peakumsa Heobpatuma) [7, 14, 15].

ButamuH A o6bnagaet nnervoTponHbIMU addeKkTa-
MU B opraHum3mMe 6rarofapsi HeCKONbKUM 6MONornyecku
aKTMBHbIM hopmaM. XOTA PETUHON, KOTOPbIA Takxe OT-
BeYyaeT 3a HeKoTopble Mpouecchl, ABnseTcs Haubonee
pacnpocTpaHeHHoOn (HOpMOM PETUHOWAOB B OpraHuame,
MOJSTHOCTLIO TPaHC-peTUHOEeBas KUCNoTa — OCHOBHAA ak-
TUBHasa hopma ButTamuHa A. B MeHbLUeln cTeneHn apyrue
MeTabonnTbl 3TOro BUTaMUHa, 9-LUmnc-peTrHoeBas Kucnora
N 13-uMc-peTuHon, Takxe ABMAATCA OMONOrMYeckn ak-
TMBHbIMU [11, 14]. Kaxpgasa dopma BuUTaMmuHa MnposiBnseT
onpefeneHHyo cneunguyHoCTb AN pasnnyHbIX TKaHen
M MpoLeCccoB, B KOTOPbLIX OHM y4acTBYlOT. TeM He MeHee
OHW MMEIoT CXOXne obLume ceoncTea. PeTuHon gencrteyet
KaK KOakTop B HECKOSIbKMX (PepMeHTaTMBHLIX MpoLec-
cax, 11-unc-peTuHans y4acTByeT B 3peHuu, a peTuHoesas
KUCMOTa BbIMOMHAET pasnuyHble (PYHKUMK, CBA3bIBASACH
C AAepHbIMW peuenTopaMu € nocnegyowen perynaumen
akcnpeccun reHos [14, 16, 17]. N13BeCTHO, 4YTO peTuHouabl
B3aVMOJENCTBYIOT C HECKONbKUMWN CeMENCTBaMU AAEpPHbIX
peuentopoB. OCHOBHbIMM CeMENCTBaMU PETUHOMAHBIX
peuentopos sBnaoTca RAR n peTuHoupHbin X-peuentop
(RXR). BHereHoMHble hyHKLMM MeHee U3BECTHbI U BKIIHO-
yalT perynauuio gocgopunmupoBaHma 6enKoB-MULLEHEN
[4,14,17, 18].

B pononHeHve K AaHHbIM peuenTopamM CyLecTBy-
€T elle OOHO CeMeNCTBO peLenTopoB, O6HAPYXEHHbIX
B KOXe, 3TO peLenTopsl, akTuBMpyoLme nponvdepauuio
nepokcucom (PPAR), KoTopble B3auMOAENCTBYHOT C NOJI-
HOCTbIO TpaHC-peTUHOEBOW KUcrnoton. Kak u B cny4ae
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C APYrMMW peTUHONAHBIMU peLienTopamm, 3To CEMEeNCTBO
peuenTopoB Takxe npefctaBneHo Tpems nsogopmammu
o, B/8 n y. Ona NposiBneHns CBOen perynsaTopHOA akTus-
HOCTM Takue peLenTopbl TakXe retepoanmMepusyoTcs
nocne ceasbiBaHna nuraHga ¢ RXR ¢ o6pasoBaHueM
TPaHCKPUNLMOHHOIO KoMmrnekca. BbicokocneunguyHsl-
MU nUraHgamy ans 3TUX peuenTopoB ABMASAIOTCH XUPHbIE
KUCNOTbl, OHW Y4acCTBYHOT B 3HEpPreTM4ecKOM romeo-
cTase, MeTabonmM3Me XWPHbLIX KUCNOT W BOCManeHuu.
Tonbko nsogopma B/d PPAR obnapaet BbICOKMM cpof-
CTBOM K MOSMIHOCTbIO TPaHC-peTMHOEBOW KuchoTe. JTa
nsogopma B U306UNUN SKCNPEccUpyeTcs B KOXe, MO3-
re n Xnmposon TKaHW. OTKpbITUE B3aUMOZENCTBUA MEX-
Oy MOSTHOCTLIO TpaHC-peTUHOEBOM Kucnoto u PPARB/S
06bACHAET MHorve addeKkThl, npoucxofslime B Kepa-
TMHouMTax (Mpexge BCcero pereHepaTopHble addekTbl)
M ydyacTtne sutammHa A B 06MeHe MHCYNnHa 1 3HepreTu-
Yyeckom romeoctase [14, 17].

Cymma ahheKTOB PETUHOMOOB HA KIIETKU KOXWU CO-
CTOUT U3 CTUMYNALMU Nponudepaunn 6asanbHbIX kepaTu-
HOLMTOB U 3HOOTENMOLMTOB, aKkTMBaLumn gepManbHbIX du-
6po6nacToB K CUHTE3Y 6EnKOB BHEKIETOYHOro MaTpuKea,
aHTVOKCUAAHTHbIX 1 (DOTOMPOTEKTOPHbLIX 3PAEKTOB, pery-
NAUMK MPOLLECCOB OPOroBeHus, cTabunu3aumum MecTHOro
3BeHa umMmyHuTeTa [7, 19-22]. lNop pencTenemMm petuvHona
nansMutaTa MpouCcXouT yny4lleHne COCTOSIHUS POroBo-
ro crnos anuaepmuca, CHUXaeTCcs TpaHcanupaepmarnbHas
noteps BoApbl. BbicOKMe [03blI CNOCOGCTBYIOT YCUIEHWIO
OTLUENyLUMBaAHNA BEPXHEN 4acTu poroBOro Crnos anuvaep-
Muca, YTO WUCMOMb3yeTca AN NeYeHus reHepanv3oBaH-
HbIXx KepaTto3oB [9, 17, 19]. HenocpencTBeHHoe BRUsiHWE
Ha NpoLecChbl OPOroBEHUS CBA3LIBAIOT C 3afepXXKOWN TepMU-
HanbHON AMdMEPEHLMPOBKN KEpPaTUHOLIMTOB Ha YpOBHE
3epHUCTOro Crosi, a Takxe ¢ mMoaudukaumen npoueccos
TepMUHansHon anddepeHUMPOBKN PETUHOEBOW KUCIOTOM
[8-11, 23].

Oco6eHHoCTH NpMeMa peTHHONa nanbMuTara

Mockonbky Pl — X1MpopacTBOPUMbIA BUTAMWH, OH YC-
BaMBaeTCA B KULLEYHUKE Jy4yLle B NPUCYTCTBUM [OMOSHU-
TenbHbIX XNpoB. Kpome Toro, B aHTepouutax Pl coegunHa-
eTcs ¢ TpurnuuepaamMm n XonecTepuHOM B XMITOMUKPOHBI,
4YTO Takxe TpebyeT WX NpUCYTCTBMA B nuwle. B cBAsn
¢ atuMm Pl cnepyeT npyHuMaTh nocrne efbl, cofepxxatuen
XUpbI N xonectepuH [5, 19].

LivpkagHasa onHamMuka B KOXe BblpaXxaeTcsl B HamBbIC-
LUer KNneTo4Hom nponudepanmm Ho4blo, MacCUBHOW pena-
paumn OHK paHHuM yTpom, pennukauun JHK 1 Bbicokomn
aHTMOKCUAAHTHOM 3alumMTe — fAHeM. [laHHble HEeCKONbKo
pas3HATLCS Y aBTOPOB, YTO CBA3AHO C HEBO3MOXHOCTLIO UC-
Nonb30BaHUA 3KCMNEepUMEHTarbHbIX AAHHbIX HA XXMBOTHbLIX
(MbILLK, KPbICbI) M3-3a BbICOKOM Pa3HULbl B CYTO4YHbIX 6UO-
pUTMax y AaHHbIX XMBOTHbIX W YeoBeKa U TPyOHOCTAMM
C B3fATMEM OMOMNCUMNHOro mMatepuana nns AaHHbIX uccre-
JoBaHun y Yenoseka [24—27]. YuuTbiBas, 4TO UMK dene-
HUA KepaTuHouuTa cocTaBnseT 24 4 [28] u coctout mns: G1
(ha3bl — BpeMs BOCCTAHOBIIEHWNS N POCTA KINETKU, CUHTE3a
6enkoB n penapaumm OHK; S-dasbl — pennukaumsa OHK,
cuHTE3 rmcToHoB 1 yasoerve OHK; G2 cdasbl — nogroTtos-
ka K Mntogdy u M-thasbl — HenocpeacTBeHHO MUTO3 [29],
TO OencTBme BUTaMmMHa A HEOGXOMMO KIeTKe, CKopee Bce-
ro, Ha BCcex aTtanax ee uukna genexHusa. Kpome Toro, ump-
KafHble PUTMbl OYEHb PA3HATCA MO CUHTE3Y TeX WUIN UHbIX
6€e1KOB, BMUSHUAM Ha MECTHbI UMMYHUTET KOXW M T.A.
[24-27].

Il BecTHuk gepmaTonorumn n BeHeponorun. 2023;99(2):18-28
B Vestnik Dermatologii i Venerologii. 2023;99(2):18-28

421

BbilensnoxeHHoe NpMBOANT K BbIBOAY, YTO YETKOro
NoHMMaHwus, Korga nydile npuHumarts Pl1, noka He Bbipa-
6oTaHo. Bo3amoxHO, npu HakonneHwn 6onee O6LUMPHOMN
N KOHKpeTHOW 6a3bl faHHbLIX MOSABATCA Crocobbl LeneHa-
npasfieHHO BO3AENCTBOBAaTbL Ha TO UM MHOE 3BEHO MaTto-
reHesa, yuntbiBas LMpKagHble pUTMbl KOXW.

lMpenapaT MOXHO MpUHWMAaTL BHYTPbL Mocne epfbl
paHo yTpoM wunu nosgHo BeyepoM. [ody, npesbillaro-
wyto 50 000 ME/cyT, cnepyeT Ogenutb Ha ABa npuema,
YTO YMEHbLUUT BO3MOXHbIE TOKCUYeckme apdekTsbl npena-
pata Ha opraHuaMm. MakcumansHas paspelleHHas gosa —
300 000 ME, gns nevyeHuns 6onee BbICOKUMU Jo3aMu Tpeby-
eTcA peLleHne BpavyebHON KOMUCCUN.

HosuposaHne PI1 npoBogAT KamnisgMv wunv Munnu-
nutpamn. B 1 Mn macnsaHoro pactesopa Pl cogepxuTcs
100 000 ME, uto coctaBnseT 30 kanenb. [1ns 0o3nposaHus
KannaMu BO (bflakoH BMOHTMpOBaHa KanenobHuua. Ecnu
nosa 200 000-300 000 ME wu 60rnbLUe, MOXHO CHATb Ka-
nenbHULY U UCMOoNb30BaTb MEPHYIO EMKOCTb UK OfiHOpa-
30BbIi LWIAPUL EMKOCTbBIO 2 Unn 5 mn.

XpaHnutb dnakoH ¢ Pl pekomeHayeTcsi B XONOAUIb-
HMKe MNOTHO 3aKpbITbIM U B KOpO6Ke (Mpwn JocTyne ceeTa
1 BO3yxa npernapar OKUCNSeTCs U TepsieT CBOW neyebHble
CBOWCTBa), CPOK XpaHEeHUsi OTKPbITOro donakoHa He 6onee
2 Hepenb. MNepepn posnposaHmem Pl omkeH NPUHATL KOM-
HaTHYyI TemnepaTypy, Ansa 4ero riakoH corpesaloT B pyke
W 3apaHee JoCTaloT U3 XonoausnbHuUKa. HeobxoanmocTb
corpesaHusi o6ycroBsneHa yBenn4eHneM BA3KOCTU Macns-
HOro pacTeopa npu oxnaxgeHuu [7, 16].

Bo Bpemsa nedveHuWs BbLICOKMMW [03aMU HEO6XOOUM
KOHTPOJSb 3a O6LLUMM U BUOXMMWNYECKUM aHanMaamMu Kposu
(nokasartenu dyHKUMKM Nedern 1 no4ek) 1 pas B mecs [16].

"pMMEHeHMe PETUHONA NanbMUTaTa U €ro MeTabonuToB

B Nie4EHUU reHepann3oBaHHbIX HACNE4CTBEHHbIX

HapymeHuﬁ KepaTuHu3aluuun

PeTuHonabl apdeKkTnBHbI Mpu BCex hopmax reHepa-
JIN30BaHHbIX KepaTo30B He3aBWCUMO OT pesyrnsTarta reHe-
TUYecKoro aHanusa [6]. PaccmaTpusas Tepanuio peTMHou-
OaMu, BaXHO y4uTbiBaTb TAXECTb 3aboneBaHus, BO3pacT
nauueHTa, COnyTCTBYOLME 3a60MeBaHusi, BO3MOXHOCTb
Heo6XoAMMOM KOHTpaLenuun n ee xenartenbHOCTb, CTOU-
MOCTb npenapaTos U HEO6XOAMMOCTb PerynsapHbLIX BUSUTOB
K pdepmaronory. [puMeHeHne peTMHOMAOB MOXET ObiTb
nepBbIM LLAroM K yy4LleHUIo C AanbHeNLMM rnopaepxa-
HMEM Momny4YeHHoro adypekTa Hapy>XHbIMU CpeacTBamu.
B cny4yae HepocTaToyHON 3(PHEKTUBHOCTU Tepanum Tosb-
KO Hapy>HbIMU CPeACcTBaMu TakXe HasHa4aloT CUcTeMHoe
neYyeHune, Tak Xe Kak 1 B nepuofbl ob6octpeHus. [pusHa-
Bas, 4YTO JledyeHe auuTpeTVHOM pfaeT 6osnee O6bICTPbIN
M BbIpa3uTenbHbIn 3PdEKT, BO MHOMMX Cry4asx oThaeTcs
npepnoyteHune Pl kak npenapaTy ¢ MeHee BbIpaXXeHHbIMU
No60YHLIMU ABMEHNAMUN 1 6onee JOCTYMNHOMY.

Heo6xoOuMO y4uTbIBaTb, YTO Y NKL C MOYEYHOW Hedo-
CTaTO4YHOCTBLIO M HapyLleHneM OYHKLUN NeYeHn 1 nogxe-
TNYOOYHOWN Xene3bl MOXHO NPUMEHATb TONMLKO Hapy>XHble
CpefcTBa Ha HebonbLUMe Mo Nnowaan y4acTkn Koxu. Nm
crnepyeTt otAaTth MpeanoyYTeHue TakxXe MNpu BbIpaXXeHHOM
OXWUpeHuU, cepaedHon HegoctaTo4HocTu lI-Il cT., ankoro-
nM3me 1y nuu, noxunoro so3pacTta. Npn HasHaveHuu npe-
napata XeHwuHaMm crnepyeT y6eauTbCs B UCMONb30BaHUN
VMU HafieXXHOW KoHTpauenumu. Npenapar B CpegHuX 1 Bbl-
COKMX TepaneBTUYECKUX [03axX He HasHa4yaloT XeHLLMHaM,
nnaHnpyoLWMM 6epeMeHHOCTb, 6epeMeHHBIM U KOPMSALLIM
rpyaeto [16].
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BynbrapHbii uXTuo3

BynbrapHeln IXTMO3 — HacneAcTBeHHoe 3abonesaHne
C ayTOCOMHO-AOMVHAHTHbIM TWUMOM HacnegosaHus. JOTO
Haubonee yactoe n3 MMHHK, nonynsauuoHHas yactota —
1:100 go 1:250. 3aboneBaHuMe HUKOrda He Ha4dMHaeTcs
C POXOEHWs, ero KIMHU4YecKue rnposiBieHns passnBaroTcs
NOCTENEHHO U CTaHOBATCA Haubornee 3ameTHbl MPUMEPHO
K 5-netHemy Bo3pacTy [30]. OcHoBHONM [edhekT cBsizaH
C HapyLUeHMeM 3Kcrpeccun 6ernka KepaTorunanmHoBbIX
rpaHyn npodpunarrpuHa. BosamoxHa BEpOSiTHOCTb FreHeTu-
YeCKUX MyTaumi cpasy Kak B reHe 6ernka npodunarrpmHa,
TaK 1 B reHe kacnasbl-14, o6ecneunBaroLlen gerpagaumio
dunarrpuHa [2, 13]. YMeHbLLEHWE KOnNn4YecTBa unu Bbipa-
60TKa fedpekTHOro dunarrpyHa npuMBoAsaT K HapyLLEeHWIo
anugepmansHoro 6apbepa. OCHOBHbIE KIMHUYECKME Mpo-
ABMEHNA 3TOM POPMbI UXTUO3a — BbIPAXKEHHOE LUenyLLe-
HME N CyXOCTb KOXW, YBENMYEHME KONMYecTBa KOXHbIX
JIMHWIA U MOBbILLEHHAsA CKMag4yaTocTb NagoHen U NOJoOLLB,
ONNMUKYNSAPHLIA rUnepkepaTos. Yewyrnku B OCHOBHOM
Menkue, TOHK1e, UX LIBET BapbMpyeT OT 6enoro n ceporo
00 KopuyHeBoro (puc. 1). KpynHble cknagku He mopaxe-
Hbl. JleTom HabnofaeTcs ynydlleHne BnioTb A0 MOSIHOMo
paspeLLeHnst BbICbINaHUA. SKCNPECCUBHOCTb BYNbrapHOro
MXTMO3a BapuwabesnibHa, BCTpeyaloTcs abopTUBHbIE (OOp-
Mbl 3a60neBaHns, AN KOTOPbIX XapaKTepHa CyXOCTb KOXMU
C He3Ha4uTesNlbHbIM LUENyLWeHNeM WU MOBbILLEeHHAas cknag-
YaToCTb nagoHen n nogoLwus [2, 30]. C Bo3pacToM nopaxe-
HME KOXM CTAHOBUTCSH MEHEee BbIPaXXEHHbIM.

B neyeHun o06bI4HO ObiBAET [OCTATOYHO HAPYXHbIX
CPefcTs, HO B pafe crny4aeB Heobxoanma cucTeMHas Te-
panus. JledyeHne Pl achdheKkTMBHO, oXnaaembli addeKkT —
CYLLIECTBEHHOE YMEHbLUEHME LUenyLleHns BnaoTe A0 non-
Hol pemuccun. [etam HasHadaoT oT 1000 go 5000 ME/kr
B cyTkn. CyTo4Han [o3a ana geten He JOSKHA NpeBbiwaTh
200 000 ME B cyTtkn. [o3a Aana B3pOCSbIX COCTaBnseT
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100 000 — 200 000 ME B cyTku. INMpn abopTUBHLIX hop-
Max uxTnosa fgosa ymeHbluaetcs go 50 000 ME B cyTku.
MpogonxnTensHOCTL neveHns Ao 12 Hepenb, nepepbisbl
Mexnay Kypcamu cocTaBnsaiT 2—3 Mec. [2, 16]. YMeHbLue-
HUWe LenyLeHns gocturaetcsa vepesd 7—10 aHen neveHus,
6onee BbIpasuTenbHOE yny4lleHne — K KOHLY NepBoro me-
caua nedvexuns [13]. B netHee Bpems nedenne Pl He npo-
BOAUTCH.

X-cuenneHHbIi peueccuBHbIi UXTHO3 (X-PH)

X-cuenneHHbIN peLecCuBHbIN UXTUO3 — HacneacTBeH-
Hoe 3abonesaHue, cBsidaHHOe C AedULUTOM CTEPOUOHON
cynbgatasbl (Xp22.3), hepmeHTa, NpUHMMaIOLLEro y4a-
CTVe B perynsumMu npoHuLaemMocTn anuvaepmarsnbHoro 6a-
pbepa W OTLWenyLMBaHUN POroBoro Crnos anvaepmuca.
X-PU nopaxaeT MWCKMIOYMTENIbHO MYyX4unH. 3abonesae-
MocTb X-PU coctaenset oT 1 u3 2500 go 1 u3 6000 Myx-
YMH. JKEeHLUMHbI — HOCUTENW reHa, KOAMPYIOLLEro CuH-
Te3 CTepouaHOM cynbdaTasbl, He WUMEeNT MPOsBIEHWUIA
3aboneBaHuns, Tak Kak reH flokanm3osaH Ha X-XpoMocoMme
M He noAsepXeH fesakTmsauun. HepoctaToyHas akTus-
HOCTb CTEepOuAHOW cynbdaTtasbl MPUBOAUT K CKOMIEHWUIO
cynbarta xofniectepyvHa B pOroBoM CIroe, YTo BefieT K CINu-
NaHUIo KOPHEOLITOB, rMNepkepaTosy 1 HapyLLEHWIO MPOHU-
LLlaeMOCTU KOXMU, a TaKXe MOXET coveTaTbCsl C MOMYTHEHU-
em porosuubl 1 kpuntopxuamom [31, 32]. MucTonornyeckm
BbISIBNAIOT rMnepkeparos, cnabo BbIpaXKEHHbIA akaHTo3
M XOPOLLUO — 3EpPHUCTbIN CMOW, YTO MO3BOMAET OTAUYUTL
X-cuenneHHbIi MXTNO3 OT BYnbrapHoro. NpossneHns 3a-
6onesaHns 3aMeTHbI C MEPBbIX MECALEB XWU3HW, MHOrga
C POXAEeHUs B BUAE MEeNKONNacTMHYaToro wenyLeHus, 6o-
Jlee 3aMeTHOro Ha BOSIOCUCTOM Y4acTu rofioBbl U KOHEYHO-
cTaX. Ha KOHEYHOCTSIX, XUBOTE, LUee, B CKNafKax 3aMeTHO
LwenyLweHve 6yposaTtbiMu Yeluynkamu. J1agoHn v nopoLu-
Bbl, @ TaKXe CpefHsf 4acTb Nuua 06bIMHO He MopaXkeHbl,

Puc. 1. [leBoyka 6 net. BynbrapHbiii XTHO3: @ — BbIPKEHHOE LUENYLIEHNE HA TOMIEHSX; 6 — CKNAYaToCTb W YIIyOneHne KOXHbIX IMHIIA Ha nafoHsX. CoBCTBEHHOE
HabntoaeHe. Mony4eHo MHPOPMIUPOBAHHOE COrNacie poawTeNeil peberka Ha My6MKaLWO ero M306paXeHus

Fig. 1. 6 years old girl. Vulgar ichthyosis: a— marked desquamation of the legs; 6 — folding and deepening of the skin lines on the palms. Author's observation. The informed

consent of the child's parents to the publication of his image has been obtained

T. 99, Ne2, 2023
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Puc. 2. MyxuiHa 26 neT. X-CLENnmeHHblii PELIECCUBHBIA NXTUO3: @ — MENKOMNACTUHYATOE LLEYLLEHNE KOXI CMAHbI; 6 — TEMHbIE YeLLyikiA Ha LLee, L0 CBOOOAHO
0T BbICbINaHiA. Co6CTBEHHOE HabntoaeHNe. ToNny4eHo NHPOPMIUPOBAHHOE COrNacue NaLyenTa Ha ny6nmnkaLnio ero M306paxeHus

Fig. 2. 26 years old man. X-linked recessive ichthyosis: a — small-scale peeling of the back; 6 — dark scales on neck, face free from scaling. Author's observation. The patient's

informed consent to the publication of his image was obtained

He CTpapalT Takxe Bofocbl U Hortn. Co BpemeHem de-
LLYNKW CTAHOBATCA TEMHee, BMIOTb A0 YepHbIX, U KpynHee
(puc. 2). Hepegkn nomMyTHeHVWe poroBuUbl, MMNOroHaAn3M
n kpuntopxnam. Ce30HHas OMHaMMKa BblpaxeHa cnabo.
C Bo3pacToM nnowiafb NOPaXKeHUs KOXM MOXET cTaTb
MeHbLLe, HO NMposiBreHns 3abonesaHns He ucyesarwr. [a-
LMeHTamM CO CKPOMHbIMU MPOSIBMEHUAMW Ha3Ha4aloT Ha-
PYXHYIO Tepanuio (YBNaXKHAIOLME KPEMbl C MOYEBMHOMN,
MOJIO4HOM MM canuumnoBom KucnoTton). MNpu 6onee Taxe-
oM TeYeHun 3pdPeKTUBHBLI aumnTpeTH n Pr1. MocnegHuin
Ha3Ha4alT u3d pacyeta 2000-5000 ME/kr/cyT, Kypc ne-
YyeHuss — 2-3 Mec. (OO0 AOCTUXKEHUSA MakCUMasibHOro adgp-
dekTa), nepepbiBbl MEXAY Kypcamu 2—3 mec. OXunpaemsin
3(phEKT — CyLLECTBEHHOE YMEHbLUEHME CYXOCTW, LUeny-
LLEHWs, MOCBETNEHNE YeLllyeK, XOTA MOSIHOM pemMmnccun
OOCTUrHYTb He ypaeTcs. YnydlleHue 3aMeTHO Ha BTOpOW
Hefdene nevyeHus, NonHbIN apdekT — 4epesd 1-1,5 mec.
Mocne oTMeHbI NpenapaTa yxyALleHne HacTynaeT 6bICTpo,
npumepHo Yepes 2 Hepenu [13, 16].

MnacTuHYaTbli (NamMennApHbIA) UXTHO3

MnacTnHyaTbi UXTWMO3 HacnegyeTcs ayTOCOMHO-pe-
LeccMBHO. Yalle Bcero npuyMHON cnyxat MyTaumu rexHa,
KOOMPYIOLLErO CMHTE3 (bepMeHTa TpaHcriyTamuHasbl ke-
patuHoumToB TGM1 (14q11), 4TO MpUBOOWT K HECOCTO-
ATENBbHOCTW 3nMaepMasnbHOro 6apbepa, HO Kpome 3TOoro
reHa WU3BecTHO eLlle no KparHen mepe 11 reHoB, oTBeT-
CTBEHHbIX 33 ayTOCOMHO-peLecCuMBHbIE (DOPMbl WUXTNO-
3a, — ABCA12, ALOX12B, ALOXES, CASP14, CERSS,
CYP4F22, LIPN, NIPAL4, PNPLA1, SDR9C7, SLC27A4
[33]. MNMnacTuHYaTbIn UXTUO3 BCErga Ha4YMHaeTcs C poxnae-
HWA, Yalle ¢ NPOSIBMEHMI Tak Ha3blBAEMOro KONOQUAHO-
ro nnopa, korga BCce Teno HOBOPOXAEHHOrO 3aKio4eHOo
B NJIOTHYIO NOAYNPO3paYHyto MIIEHKY, MOCTENEHHO OTLLEeNY-
LUMBAIOLLYIOCA B TeYeHue nepBoro mecsaua xusHu. Nocne
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OTLUeNyLWMBaHUSA 3aMeTHbl CYXOCTb KOXW, LUenyLlIeHne
M apuTpoaepMus. FIBneHns spuTpoaepMUM CO BpeMeHeM
paspeLuarTcs, HO HapacTaeT cpefiHe- U KpynHonmacTuHYa-
TO€e LWenyLleHne, 3axBaTbiBatoLLiee BECb KOXHbINA MOKPOB,
BK/OYasA BOMOCUCTYIO YacTb rofoBbl. Yellyinku KpynHble,
6énoaueobpasHble, CBETIO-KOPUYHEBOrO LBETa, MAOTHO
NPUKPENJIEHHbIE B LEHTPE K KOXe. 3aMeTHbl SKTPOMMOH
1 3KcnabumoH (puc. 3), auddy3HbIN rMnepkeparTos nagoHen
1 nogowus. NMoTooTaeneHne cHWXxeHo. JIeToM 1 Npu BbICO-
KOW Temneparype B NnoMeLleHU HabnogaeTcs yxyaLweHue.
C Bo3pacTom obneryeHuss He HabnoaaeTcs, BOMOChl CTa-
HOBSATCS pa3peXeHHbIMU BMAOTb A0 06MbICEHUS.

Pl npumeHsieTca B MakcMmanbHOW O03e U3 pacyeTta
10 000 ME/kr/cyT. Mpwn npeBbiweHun go3sbl 300 000 ME/cyT
pelleHve O neyeHUN nNpUHUMAET BpavebHas KOMUCCUS.
MakcumanbHan Bo3aMoxHas go3a — 600 000 ME. Oxupa-
emblt apdeKT (YMeHbLUEHME LLeNYyLLEHUs, pa3mepa YeLuy-
€K, kepatos3a nagoHer 1 NofdoLLlB, CMArYeHUe KOXM, ycu-
JIEHNE NOTOOTAENIEHNS) LOCTUrAETCA 3a 2—3 MEC. NIeHeHUs,
NOSIHOM peMmccumn OOCTUrHYTb He yaaeTtcs. Yepes 10 gHen
neyveHns nydile oTAeNnsTCa Yellynku, Yepes 3—4 Hegenu
CyLLEeCTBEHHO YMeHbLLaeTcs wenyLeHue [13, 16].

HebynnesHas BpoXAeHHasa UXTHO3NGOPMHAA

aputpoaepmus (HBU3)

3aboneBaHve HacnegyeTcs ayTOCOMHO-PELLECCUBHO,
reHeTU4eckme W3MEHEeHWs aHasnornyHbl NnacTuH4YaToMy
nxTrnody. HBUO HaumHaeTcs ¢ poxaeHus B BuAe Tak Ha-
3bIBAEMOro KonnogunHoro nnoga (okono 90% cny4aes)
unu aputpodepmun [34]. Y pgeten npeobnapatoT 3puTpo-
Oepmus, CyXoCTb, MEfIKONnacTMH4aToe LwenyleHne Bcemn
KOXW, 3KTPOMWUOH, 3KCNabmoH, gedopMaums YLLIHbIX pako-
BWH, CHUXXEHVE NOTOOTAENEeHNs, NagoHHO-MOQOLLBEHHbBIN
rynepkeparos u aucTpodus Horten. PocT Bonoc v Horten
YCKOpEH, BONOCHI TyCcKfble U fIOMKMe. Ha Horax moryT

Vol. 99, Iss. 2, 2023
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Puic. 3. MyxyuHa 26 net. MnacTuHyarbIii UXT03: 2 — KpyMHble OMofLe06pasHble YeLyiKIA Ha CIHE; 6 — PE3KO BbIp@XEHHAS CYXOCTb KOXM, CPEMHE- 1 KDYTHOMMACTUHYATO.
LIENYLLUBHINE; B — 6(HOPMALIAA YLLIHbIX PAKOBYH, LUEMYLLEHUE NILA W BOSIOCUCTOIA YaCTV FOMI0BbI, PA3PEXEHHOCTL BOMOC; M — LLGMYLIEHNE ML, SKTPOMMOH. COBCTBEHHOE
HabntoaeHue. Mony4eHo MHOPMUPOBAHHOE COrMACHE MaLIMEHTa Ha MyOMUKALMD 6r0 U306p@XEHNS!

Fig. 3. 26 years old man. Lamellar ichthyosis: a— large saucer-shaped scales on the back; 6 — pronounced dryness of the skin, medium and large-scale peeling; 8— deformation of the
auricles, peeling of the face and scalp, sparse hair; — peeling of the face, ectropion. Author's observation. The patient's informed consent to the publication of his image was obtained

a 0

Puc. 4. Manbuuk 1 rona. HebynnesHas BpoxaeHHas Uxtno3nopMHas 3puTpoaepmMins: 8 — 3pUTPOAEPMIS, MENKONAACTUHYATOE LLENYLLEHE, 60Nee KPYNHbIE YeLLIYIKi
Ha KICTAX; 6 — 3pUTPOAEPMIAS, MENIKONAACTHYATO. LeNyLLIeHe Ha Horax. Co6CTBEHHOE HabntoagHue. ony4eHo HOopMUPOBaHHOE Cornaciie poanTeneil pedetka
Ha ny6ArKaLuio ero N306paxeHms

Fig. 4. 1 year old boy. Non-bullous congenital ichthyosiform erythroderma: a — erythroderma, finely scaled peeling, larger scales on the hands; 6 — erythroderma, finely scaled
peeling on foot. Author's observation. The informed consent of the child's parents to the publication of his image has been obtained

BecTHvk gepmaronorum n seHeponorum. 2023;99(2):18-28 M
T. 99, Ne2, 2023 Vestnik Dermatologii i Venerologii. 2023;99(2):18-28 M



OB30P JINTEPATYPbI / REVIEW

6bITb 60onee KpynHble KOpUYHEBaTble TONCTbIE YeLUynKU.
Y B3poC/bIX NAaUMEHTOB dpuTemMa W LenyleHne 6onee
BblpaXeHbl Ha OTKPbITbIX y4acTKaxX KOXW, YCUIUBasiCb
npu BO3encTenm xapsbl, xonona u setpa (puc. 4). MNaum-
€HTOB Hepedko 6ecrnokoAaT 03HO6, YyBCTBO CTArMBaHUSA
KOXW, HE3HAYUTENbHbIA 3yA.

JNleyernne PIT npoBogutcs B cyTodHou pose 5000-
10 000 ME/kr. MNpu npesbiweHnn go3el 300 000 ME/cyT
pelLleHMe O NeYeHun NpvHUMaeT BpadebHas KoMmuccwus.
MakcnmansHas Bo3amoxHas gosa — 600 000 ME, kypc ne-
YeHns — 2—3 mec. OxmpaemMblin IPPHEKT — yMeHbLLEHWE
LWwenyLweHusl, NafoHHO-NOAOLUBEHHOIO rUnepkeparosa,
3pUTEMBI, CyOBEKTUBHbIX OLLYLLIEHWUA, 9KTPOMMOHA, 3KCNa-
61oHa, ycuneHne NOTOOTAENEHUsl, HO NOMTHOW pPeMUCcCHm
1 paspeLueHns apuTeMbl OCTUrHYTb He yaaeTcs. [Nocne
OTMeHbl Mpenaparta yxyAleHue pas3BumBaeTcs ObICTpPO,
CTaHOBUTCH 3aMeTHbIM yxke Yepe3 10 gHewn [13, 16].

425

JnuaepmonuTUYECKUiA runepkepaTos (BpoXAeHHas

6ynnesHas uxtuosudopmuas aputpoaepmus) (BbN3)

MpnynHbl 3a6oneBaHns — MyTauun reHoB, KoaMpy-
lowmx KepatuHel 1 unu 10, npu4yem MyTaumu, CBA3aHHbIE
C KepaTuHOM 1, CONPOBOXAAtTCA NafOHHO-NOAOLLBEHHOMN
kepatogepmuen [32, 35, 36]. HacneposaHnue aytocom-
HO-AOMWHAHTHOE, HO CeMeWHble criydau pefku. MyTtauum
KepaTUHOB NPUBOAAT K AeeKTHOMY (hOpMUPOBaHUIO TO-
HOOMITAMEHTOB B LUMMOBATbLIX KepaTvHoumTax, ux arrpe-
rauuun, UuTonu3dy, 06pasoBaHUIO BHYTPUINUAEPMarbHbIX
ny3bIpen, HapyLleHuio anuaepmarnsHoro 6apoepa n 6akTe-
puansHon KonoHusauun. M'nepkepartos cBa3aH ¢ yCUneHu-
eM nponudepaunm 6asarnbHbIX KepaTUHOLUTOB U CHUXXEHN-
em geckBamaumm [36, 37].

C poXAeHus 3aMeTHbI LUENyLIEHNe KOXW U 3pUTpo-
Aepmusa. PasHoro pasmepa nysbipy € BAMOW MOKPLILLKOM
NOSIBNAIOTCA HECKONbKO MNO3Xe, 6bICTPO BCKPbIBAKOTCA,

B

Puc. 5. [leso4ka 6 net. bynnesHas BpoxaeHHasa MXTMo3nopMHas 3pUTPOAEPMIS: @ — POroBble HACTOEHNS CEPOro LBETA Ha TY/OBULLE; 6 — POTOBbIE HACMOEHWS Ha KICTSX,
Y4aCTKM BAMMO 3[10POBOI KOXU HA MECTAX, FAe NPexX.e Oblnu My3bIpi; B — POrOBbIE HACTOEHUS B BIAE KOHLEHTPIUYECKIX CKOMEHNIA HA NIOKTAX; I — MACCUBHbIE POTOBbIE
HacnoeHws Ha cTonax. CobeTBEHHOE HabntoaeHue. Mony4eHo MHDOPMMPOBaHHOE Cornacie poauTeNnel pedeHka Ha NyonnKaLmio ero N306paxKeHIs

Fig. 5. 6 year old girl. Bullous congenital ichthyosiform erythroderma: a — horny layers of gray color on the body; 6 — horny layers on the hands, areas of apparently healthy
skin in places where there were blisters before; 8 — horny layers in the form of concentric clusters on the elbows; r— massive horny layers on the feet. Author's observation.
The informed consent of the child's parents to the publication of his image has been obtained
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Ha MecCTe 3pOo3uiA NOCHe UX 3aXUBIEHNS OCTAlOTCS yyacT-
K1, HanoMuHarwLme 300poByto koxy. C rogamm wenyliue-
Hue ycunueaetcs, o6pasyoTcs 6ypoBaTo-cepble poroBbie
HACMOEHUs, Ha JIOKTAX U KOMEHSAX B BUAE KOHUEHTpu4e-
CKUX OnslleK, a Ha NOKTeBbIX crubax, nop KorneHamu
WU B OpYrux KOXHbIX CKNagkax B BUAE POroBbIX rpebHemn
(puc. 5). Poct Bonoc n Hortel yckopeH. lNpu nonbiTke
CHATb KOPKM 06HaXatTCA MOKHyLLMe apo3un. C Bo3pac-
TOM Ny3bIpy MNOABASAIOTCH BCE PEXE N B KITMHUYECKOW Kap-
TUHe npeobnagaeT rmnepkepaTos, CoNpoBOXAaEeMbIN pes-
KM HenpusiTHbIM 3anaxoM BCreAcTBUe 6akTepuanbHON
KONoHn3aumn. Bo3aMoxXHO BOBReYeHne BOOCUCTOM HYacTu
ronosbl ¢ hopMmnpoBaHMeM anoneumn. 13-3a nopaxeHus
KOXW Haj cycTaBaMn Hepedku OorpaHuyeHus ABUMXXKEHWNA.
VY B3pOCSbIX BO3MOXHO OrpaHuyeHWe nnowagu nopaxe-
HUS, OOHaKO CYLLECTBEHHOrO YNy4ylleHUs UM U3nevyeHus
He HabngaeTcs.

Mpn nevyeHnn GYNNE3HON MXTUO3NOPMHON IPUTPO-
JepMun NpeanoyTeHne oTaaeTcs aunTpeTury [24], ogHako
npy HanuuuMu MpPOTUBOMOKa3aHUM, MO6OYHbLIX 3PPEKTOB
WUNU NNYHBIX NPEAnOYTEHUN Tepanuio BO3MOXHO MNPOBO-
OnTb peTnHona nansmutatom. Josa Pl nogéupaeTcs ocTo-
POXHO N MHOMBUAOYANBHO, TaK Kak NOBbILLEHWEe A03bl BbiLLe
ONTMMarbHOWM NPOBOLUMPYET NosBNeHWe ny3biper. Cnegyet

OB30P JINTEPATYPbI / REVIEW

Ha4MHaTb C He6OMbLUIOM A03bl, KOTOpas y AeTel CocTas-
naet 1000 ME/kr B cyT, y B3pocabix — 50 000 ME B cyT.
Mpn HeadpdeKTMBHOCTM [03a MOBbLILAETCA MOCTENEHHO
00 MUHMMAanbHO adpdeKkTnBHOW. Kypc neveHus Ao 3 mec.
[13, 16]. OxnpoaemMbii 3PDEKT — YMEHbLLUEHNE KOPKOBbIX
HacrnoeHwi, 3anaxa, ysenn4eHvie noasmMXHOCTU CyCTaBOB.
Yny4lleHne HacTynaeT ToNbKo Yepesd 3—4 Hefenu neyeHus.
MonHoro paspeLUeHns BbICbINaHNn [OCTUMHYTh He yaaeTcs,
nleyeHne npekpaLlaroT rnocne OTCYTCTBUA AarbHenLlero
yny4LLEeHNs B Te4eHue 2 Hefeneb.

3aknioyenue

JleyeHve peTuHoMpammn reHepanu3oBaHHbIX Hacnep-
CTBEHHbIX HapyLUeHU KepaTuHU3auum — npakTuka, npu-
HATas BO BCeM Mupe. B aTo rpynne 3abonesaHuin Hau-
6onee aOPeKTUBHLI aUMTPETUH N peTuHoNa nanbMuTar.
YuntbiBas NoXXnU3HEHHbIE NPOosiBNEHNs 3abonesaHui, npen-
noYTeHne oThAaeTcsa npenaparam 1 MeTogmkam, obnagato-
UM HaumeHee BblpaXKeHHbIMU NMOB6Oo4YHbIMU dddhekTamu.
HasHavyaemas posa PI1 oTnnyaeTcs npu pasnnyHbIX HO30-
norvyeckux hopmax UxTnosa, a Takxe 3aBuUCUT OT cTere-
HW TSHXXECTU NaTonorn4eckoro npolecca, so3pacrta u seca
nauueHTa, 4YTo cnegyeT HenpPeMeHHo y4nTbiBaTb Npu Tepa-
nuu ans nonydexns Haunydwero pesynsrata. [Ji
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