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Bo3MokHOCTH IPHMEHEHN s PeTHHOJIA AJTbMHUTATA B CHCTEMHOM JIeYeHUH I'eHepaJIu30BaHHbIX
HACJIeICTBEHHBIX HAPYIIEHNH KepaTHHU3ALUH

AHHOTALUA

HacnencTtBeHHbIe MXTHO3BlI MPEJCTABISAIOT COOON IpyMIy T€HEepalu30BAHHBIX HACIEICTBEHHbBIX
HapylIeHUH KepaTMHU3ALUHU, XapaKTepU3YIOLMXCs OOIIel # CyXOCThIO  KOXKH, ILICTyIICHHEM,
THIIEPKEPATO30M M YacTO IPUTPOAECPMHEH. DTH NPOSBICHUS OO0YCIOBICHBI MYTallsIMA B T€HAX, B
OCHOBHOM YYaCTBYIOIIUX B ((OPMUPOBAHUU KOKHOTO Qapbepa. HacleacTBeHHbIE MXTHO3BI ACTAT HA
CHUHJpOMaJIbHbIE W HECHHJpOMajbHble. HecuHapoMajibHble MXTHO3bl BKIIIOYAOT: BYJIbIApHBIH
UXTHO3, PELECCUBHBIN X-CLEMJICHHbII HXTHO3, ayBOCOMHO=PELIECCUBHBIN BPOXKICHHBIH HXTHO3,
KEepaTHHOMATHIECKUH UXTHO3 U Apyrue GopMel. Ha coBpeMEeHHOM 3Tare HaWTyqIIni pe3ybTaT Jis
JTOCTIDKEHUS] KIMHWYECKOW PEMHCCHW, YCTaHOBIIEH Yy TMEPOpPaTbHBIX PETHHOWIOB: PETHHOJA
NaJbMUTaTa, N30TpeTUHOMHA (1 OKOIeHUEe PETUHOUIOB) U AllUTPETHHA (2 MOKOJIEHHE PETUHOUIOB).
CrocoOHOCTh  peTHHONIa TaJbMUTATA PETYIUPOBATh IPOLIECCHl  OPOTOBEHUS, YKPEIUIATh
SMHEPMATBbHBIN Oapbep W 0oKka3plBaTh AHTHOKCHIAHTHOE [EHCTBHE HCIIOJIB3YETCS B JICUYCHHH
TeHEPAJTM30BAHHBIX HACISACTBEHHBIX HAPYIICHUH KepaTHHU3AIMH. B Ie4eHn NCTIONB3YIOT CpeTHIE
u BbIcOKHe TepaneBTHueCkue 10361 (2 000-10 000 ME/kr/cyt). Haznauaemass no3a peTHHONA
NaJIbMUTATa OTIHMYACTCS,IIPH PA3IMYHBIX HO30JIOTHYECKUX (POpPMax MXTHO3a, a TaKKE 3aBUCUT OT
CTENEHU TSDKECTH MATOTIOTHYEeCKOro Ipoliecca, Bo3pacTa M Beca MAlMEeHTa, YTO HEOOXOANMO
YYUTHIBATh MPHIHA3HAYCHUN TEPAITHH IS TIOTYYCHUS] HAWTyqIero pe3yiabrara. ClieyeT OTMETUTh,
YTO KJIMHMYECKHE NPOSBICHUS NPEUMYIIECTBEHHO PErpeccCUpYIOT B 033X, HE MPUBOIALIMX K
MOSIBIICHUIO TPHU3HAKOB TOKCUYHOCTH HpenapaTa. I[IpuBeneHbI METOIUKU JIEYeHHUS PpEeTHHOJIA
MAITBEMUTATOM HUXTHO30B U UXTHO3U(OPMHBIX SPUTPOJIEPMHUI.
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The possibilities of using retinol palmitate in the systemic treatment of generalizedyhereditary

keratinization disorders

Abstract

Hereditary ichthyosis is a group of generalized hereditary keratinization disordersicharacterized by
general dryness of the skin, peeling, hyperkeratosis and often erythroderma.“FThese manifestations are
caused by mutations in genes mainly involved in the formation of the skin barrier. Hereditary
ichthyosis is divided into syndromic and non-syndromi€."Nonsyndramic ichthyoses include: vulgar
ichthyosis, recessive X-linked ichthyosis, autosomal recessive congeénital ichthyosis, keratinopathic
ichthyosis and other forms. At present, the best result for achieving clinical remission has been
established with oral retinoids: retinol palmitate, isotretingin (1st generation of retinoids) and acitretin
(2nd generation of retinoids). The ability of retinol'palmitate to regulate keratinization processes,
strengthen the epidermal barrier and hayean,antioxidant effect is used in the treatment of generalized
hereditary keratinization disorders. Medium and high therapeutic doses (2 000-10 000 U / 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 int@ 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
ichthyosiformeerythroderma are described.
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Beenenne
Hxtnoser (ot rpeu. Ichthys — pwiba) — rpymnma HacieACTBEHHBIX 3a00JICBAaHUN  KOXKH,

XAPaKTCPU3YIOIUXCA I'CHCPAIIM30BAHHBIM HAPYIIICHUECM KCPATUHU3AIIUU. B ximmHM4YecKkomn KapTUHC
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MXTHO30B HanboJiee YacTo HAOI0JAeTCs MIETyIIEHHE U CYXOCTh, KOTOPOE TOPaXKaeT BCIO KOXKY U
4acTo CBSI3aHO C TUIIEPKEPATO30M U BocajgeHueM. J[pyrue nposiBieHus 3a00J1eBaHU 3TOU IpyMIbl
BKJIIOYAIOT HEMEPEHOCHUMOCTh TeIula, 3yA, O00Jb, KOHAYKTUBHYIO TYrOyXOCTb, JKTPOIIMOH,
9KCIA0MOH, HApYyIIEHUs POCTa BOJIOC. VIXTHO3BI SBISIOTCS MPEXKAEC BCETO MOHOT€HHBIMU
3a00JIeBaHUSAMH, C UICHTHPUIIMPOBAHHBIMU (HA CETOMHSIIHUN JeHb) Oosiee 40 MyTalusIMU TSHOB,
KOTOpBIE MPHUBOJAT K HAPYLICHHIO KOXHOTO Oapbepa y mamueHTtoB. Knaccupukanuss MXTHO30B
OCHOBaHa Ha KJIMHUYECKON KapTHHE M B OCHOBHOM pPa3JeiIeTCs Ha HeCHHAPOMANIbHbIE (BKIIIOYas
BYJNbIapHbIH  MXTHO3, PEIECCUBHBIA  X-CIEIJICHHBI HUXTHO3, ayTOCOMHO-PEIECCHUBHBIN
BPOX/ICHHBIA HMXTHO3, KEPATHHOMATUYCCKUN HXTHO3 M Jpyrue (OpMbI) M CHHIPOMAJIbHBIC
UXTHO3Bl. MXTHO3BI OOBIYHO OKa3bIBAIOT CHIIBHOE BIIMSHUE HA KAyeCTBO JKM3HHM TAalMEHTa U
TpeOYIOT MOKU3HEHHOTo JeueHus [1, 2, 3].

Bce mposiBneHus Ha KOK€ y MAallMEHTOB C UXTHO3aMH — 3TO Pe3yJbTaT €€ KOMIIEHCATOPHOW U
€IMHCTBEHHO BO3MOYKHOM MPU TOM WJIM MHOM HACIIEJICTBEHHOM JAe(eKTe peakiuu. ITO TO3BOISIET
KO’K€ MAaKCUMAaJIbHO COXPaHSATh CBOI FOMEOCTa3 M rOMEOCTa3 opraHu3ma B 1esiom [3].

HapyxHast Teparnus HMXTHO30B SIBJISETCS HEOTHEMJIEMOM YacThiO JiedeHHsl. MecTHOoe JeueHue
HampaBJIeHO HAa YMEHBbLICHHWE THUIEepKeparo3a, CyXOCTH KOXXM U YJIydllleHHE €€ BHELIHEero BUA.
[IpumeHstoTCsl cMArYarIye U KepaToIUTHUECKUE CPEACTBa, COAEpIKallue INUUEpUH, napaduH,
MOYEBHHY, alb()a-TUIPOKCHUKUCIOTHI, TOMMYECKHE PETHHOWIBI, BaHHBI. [lpu OakTepuambHON
KOJIOHM3AIUY MPUMEHSIOT MOIOIIUE CPEJICTBA C aHTHOAKTePHATbHBIMH JO0aBKaMHU, aHTUCENTHKH,
anTuOuoTHKU. Ho Tommueckas Tepamnus ManoddhekTuBHA MpU THKENBIX (hopMax MXTHO30B. Ha
COBPEMEHHOM JTare Hauly4Ilui pe3yabTaT Ui JOCTHKEHUS KITMHUYECKONH pEMUCCUU YCTaHOBIIEH
y TEepOopajbHBIX PETUHOMAOB: peTuHoia mnanemutata (PII), m3orpermnomna (1 mnokosneHue
PETHHOUJIOB) U aluTpeTHHA (2 mokosenue peturon108) [1, 4, 5, 6].

JleiicTBysl Ha ypOBHE T'€HOMA, PETUHOU/IBI OKA3bIBAIOT PETYIHPYIOIIee BIUSHUE Ha MPoIudepariio
u i HEepeHITMPOBKY KIETOK KOKHU. VX BRICOKHE M CpEeTHIE TepaleBTHUECKUE I03bI, HA3HaYaeMbIe
MIPH JICUSHUH UXTHO30B, TPUBOST K BRIPAKEHHOH CTa0MIN3aIlH BHYTPUKIETOYHBIX TIPOIIECCOB B
TEHETHYECKH YIIEpOHON KOXe M, KaK CJEJICTBHE B YacCTU CIIy4aeB, BO3MOXKHOCTU JIOCTHIKECHUS
BUJIMMO 3710pPOBOI KOXKH TIpU MX npuMenenud [7, 8, 9, 10, 11].

ATTPETHH IPUMEHSIETCS TIPU TeHEPaTH30BaHHBIX HACIIEACTBEHHBIX HAPYIICHUSX KePAaTHHU3AIIUN
(THHK) B cyTouHoit 03¢ u3 pacueta 0,5—1 MI/KT y ieTeii 1 B3pocibIx [6], BbITyckaeTcst B Karncyiax
no 10 wnm 25 Mr mpemnapara, 4To AelaeT 3aTPYAHUTEIbHBIM €ro MPUeM B pacueTHOW JT03UPOBKE,
oco0OeHHO y neteil. OrpaHMueHHEM TPUMEHEHHS AlUTPETHHA Y KEHIUH MOXET OBITh IITUTEIbHOE
BBIBE/ICHHE TIperapara u3 opranu3mMa u HeoOX0JUMOCTh BO3EepKaHUs OT OEPEMEHHOCTH B TEUECHUE

TpéX JICT IOCJIC OKOHYAaHUA TCPAIluK, IIO3TOMY MHOT 1A €TI0 3aMCHAIOT Ha U30TPETUHOMNH, HMEIOITHHN
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CXOAHOE JielicTBre U Oosiee kKopoTkuii epuoy BeiBeneHus. | HHK — Hemsneunmbie 3a0oneBanus,
MIPOJIOJKAIOIINECS BCK JKM3Hb, II03TOMY CHUCTEMHOE JIEYEHHE YacTO MPOJOJIKUTEIBHO.
[IpexpanieHue euyeHnst peTHHOUIAMU CONPSKEHO C MOCTENEHHBIM YXYAILIEHUEM U BO3BpALICHUEM
KIIMHUYECKOW KapTHHBI B IIPEKHEE COCTOSTHHE, TOCKOIBKY TeéHEeTUYEeCKHiA 1eeKT He ycTpaHeH. [Ipu
BbIOOpE Ipernapara HeOOXOJMMO YUUTHIBATh BO3MOXKHbIE TOO0UYHBIE 3 (ekThl. OnTUManbHast 103a
mpermapara JO0DKHA ObITh MUHHMAIBHOM, JMaroleid kemaemblii 3(QQexT, U OJHOBPEMEHHO C
MpUEeMJIEMbIMH MUHUMAaJIbHBIMU MOOOYHBIMU siBIeHUSIMU. Ha coBpemeHHOM 3Tamne pazpaboTaHbl
Meroauku JiedeHuss 'HHK PII. OteuectBeHHbI mpenapar peTHHOJA MajJbMUTAT, PACTBOpP AJIA
npuema BHYTpb MacistHbi 100 000 ME/Ma o 10m1 wm 50 Mt Bo prmakonax (mpousoactso AO
«Perunonap», Poccust) He maet takoro ObicTporo 3¢ dekra, Kak auTPETHH U U30TPETHHOWH, HO
oOnanaer myudmiei nepeHocumocThio. Ilpenapar BkiItou€H B mepeyeHb >KU3HEHHO HEOOXOJIMMBIX
JIEKapCTBEHHBIX cpeAcTs [1, 6, 12, 13].
CucrtemHasi Tepamusi MPOBOAUTCS KypcaMHU O JOCTHKEHHS ONTHMalbHOro 3¢ dekra, a 3areMm
MOJYYCHHBIH dPPEKT NoAIepKUBACTCS HAPYKHBIMU cpencTBamu [13].

OcHoBBbI reHOMHBIX 3G eKTOB PETHHOJIA TAJTbMHUTATA
[Ipu nepopanbHOM NpUEME PETUHOJIA NAIBMUTATA ByKIETKYMOTYT IOCTYIIaTh HENOCPEACTBEHHO
aupsl peruHona (npexzae Bcero PIT) Bmect® ¢ ocratkamm xuiomukpona (25-33% Bcero
MOCTYHAIOUIEr0 BUTaMUHa A); HeATepM(pUIIPOBAHHBIN PETUHOJI, KOTOPBIM MOCTYNAaeT B KPOBOTOK
1ocJje TUAPOJIN3a U3 MEYSHHU B KOMIUIGKCE C)pPETHHOJICBA3BIBAIOIINM OEJTKOM U TPAHCTUPETHHOM, a
TakXke 00pa3yromascs B MaJIbIX KOHICHEPALMSX B I€YEHN PETUHOEBAsI KUCIIOTA U IPYTHE aKTUBHbIE
metabomutsl [7, 9, 10, 14].
B kepatuHOouMTaX M ApypAX KieTkaX KOXU 3(UPBI PETUHOJIA MOTYT COXPAHATHCS B HEM3MEHHOM
BUJIE, @ MOTYT IpeoOpa30BbIBalbCsl BHaYalle B pETHHOJ (peakuus oOpaTtuma), 3aTeM B PeTHHAIIb
(peaxiust oOpaThMa) U HAKOHEI[ B PETHHOCBYIO KUCIIOTY (peakius HeoOpartuma) [7, 14, 15].
Butamun A oOnamaer” mieroTpornHbiMuA 3 dexTamMu B opraHu3Mme Osaromapsi HECKOJIbKHM
OuoorgueCKMNaKkFNBHEIM (popmaM. XOTS PETHHOJ, KOTOPHIM TakKe OTBEYaeT 3a HEKOTOphIe
MIPOLIECCHE, ABJISIETCS Hanboee pacpoCTpaHEHHON (POPMON PETHHOUI0B B OpPraHU3MeE, IIOJIHOCTHIO
TpaHC-peTHHOEBas KUCIOTa — OCHOBHAs akTHBHast opMa BUTaMuHa A. B MeHbIIel crenenu apyrue
MeTabOIMUTHI 3TOT0 BUTAMUHA, 9-IUC-pEeTUHOEBAs KHUCIOTa M 13-LMC-PETUHOI, TAaKXKe SBISIOTCS
ounonornyeckn aktuBHbiMH [11, 14]. Kaxnas ¢opma BUTaMHUHA MPOSBISET OMPEACIEHHYIO
crneun(UIHOCTD JUI Pa3InYHbIX TKaHEH U MPOIECCOB, B KOTOPHIX OHU y4acTBYIOT. TeMm He MeHee,
OHH HMEIOT CXOXKMe oOme cBolcTBa. PeTHHON AeHCTBYeT Kak KO(aKTOp B HECKOJIBKHUX
(dbepMeHTaTUBHBIX Mpoleccax, 1l-nuc-peTnHanb y4yacTBYET B 3pPEHHMM, a PETHHOEBas KHUCIIOTa

BBITIOJHSET pPa3UyHble (PYHKIMH, CBS3bIBASCh C SIIEPHBIMH pELEnTOpaMH C MOCHeAyromei
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perysiiueit skcnpeccun reHos [14, 16, 17]. M3BecTHO, YTO PETHHOWIBI B3aMMOJCHCTBYIOT C
HECKOJIbKUMH CeMEHCTBaMU sIepHbIX peuenTopoB. OCHOBHBIMM CEMEHCTBAMU PETHHOUIHBIX
penienitopoB sBisitoTcst RAR u pernnonansiii X-penenrop (RXR). Buerenomnsie GpyHKIIMN MEeHEe
M3BECTHBI U BKIIIOYAIOT PETYJIISILIUI0 pocopunpoBanus OenkoB-murieHei [4, 14, 17,18].
B nomnonHeHune K JaHHBIM peLenTopaM CyIIECTBYET em€ OJHO CEMEWCTBO peLenTopoB,
0OHapyKEHHBIX B KOXKE, 3TO PELENTOphl, akTHBHpPYIoIue npoiudepanuo nepokcucom (PPAR),
KOTOPbIE B3aUMOJICHCTBYIOT C ITOJHOCTBIO TPAHC-PETUHOEBOM K1ciaoTol. Kak u B ciydae'e apyrumu
PETUHOMJHBIMU pELENTOPaMH, 3TO CEMEHCTBO PpELENTOpOB TaKKe MPEACTaBICHO -« EpEeMs
nzopopmamu o, /6 u y. [y mposiBIEHUS CBOCH PETYJISTOPHOW aKTUBHOCTH TAKWE PEHCHTOPHI
TaKXKe TeTepOJUMEpPHU3YIOTCS TIocie CBs3piBaHWs Jsmraga ¢ RXR/Ahc  ofpazoBanmem
TPAHCKPUILIMOHHOTO KOMIUIEKca. BbIcokocnmenn(puyHbIMU JUTaHAAME, |11 3THX PELEenTopoB
SBJISIIOTCSL JKUPHBIE KUCIIOTBI, OHM Y4YacTBYIOT B HSHEpPreTHYE€CKOM roMeocrasze, Merabosn3me
KHUPHBIX KUCJIOT U BocmaneHnu. Tonpko m3odopma /0 PPAR G6mManaeT BEICOKUM CPOACTBOM K
MOJTHOCTBIO TPAHC-PETUHOEBOW KHUCIIOTE. DTa M30(opMa B M300MIMH SKCIIPECCUPYETCSI B KOXKE,
MO3re M JKUpOBOW TKaHU. OTKpBITHE B3aMMOJEHCTBHSI,MEXy IOJHOCTBIO TPAHC-PETHHOEBON
kuciotod u PPARP/S oObsicHseT MHOTHE 3D DEKThigplIpOUCXOAIINE B KEpaTUHOLUTAX (IIpexse
BCETO pereHepaTopHbie 3(QPeKThl) U ydacTue BUTaMruHa A B 0OMEHE WHCYJIMHA U SHEPTeTUYECKOM
romeocTtase [14, 17].
Cymma 3¢h(dekToB peTHHOMJIOB Ha (KICTKM KOXH COCTOUT W3 CTUMYJSLUM Hposudepanun
0a3aJbHBIX KEPATUHOLIMTOB M SHA0TEIMOIINTOB, aKTUBALUH JIepMaJIbHBIX (prOpoOIaCTOB K CHHTE3Y
0€JIKOB BHEKJIETOUHOI'O MaTpPUKCa, AHTUOKCHIAHTHBIX U (POTONPOTEKTOPHBIX 3PPEKTOB, PETYIIALUN
MPOIIECCOB OPOTOBEHUs, Tabunn3any MecTHOro 3BeHa mmmynutera [7, 19, 20, 21, 22]. Tlox
JeWCTBUEM pETHHOJA ‘flaJIbMUTaTa TMPOMCXOAMT YIyUIIEHHE COCTOSHUS PpOTOBOrO  CJOs
sMHepMuUca; CHUKACTCA TpaHCOMUAEepMaibHas MoTeps BOJbL. BbicokHe 103bI CIOCOOCTBYIOT
YCWJICHUIO OTHIETYIMIMBAHUS BEPXHEW YaCTH POTOBOTO CJIOS SMHJIEPMHCA, YTO HUCIOJIb3YETCS IS
JIcUeHMS, FCHePaIU30oBaHHbIX Kepato3oB [9, 17, 19]. HemocpeacTBeHHOe BIHMSHHE HA MPOIECCHI
OpPOTOBEHMS CBSA3BIBAIOT C 3aJE€PKKOM TepMUHAIBHON TU(P(HEPEeHIIMPOBKH KEPAaTHHOIMTOB Ha
YPOBHE 3€PHUCTOTO CJI0S, @ TAKXK€E C MOJU(PHUKAIMEN TPOLECCOB TEPMUHAIBHOM 1 hepeHInpoBKU
peruHOEBOM KucoToi [8, 9, 10, 11, 23].

Oco0eHHOCTH TpHEMa PeTHHOJIA NAJIbMHUTATA
ITockonbky PII — >xupopacTBOpUMBIN BHTAaMHH, OH YCBaWBaeTCd B KHUIICYHHKE Jydlle B
NPUCYTCTBUHU JIOMIOJHUTENBHBIX XHUpoB. Kpome Toro, B sHTepouutax PII coenunsiercs c
TPUIIIMLEPUTAMU U XOJIECTEPUHOM B XMJIOMUKPOHBI, YTO TAK)K€ TPEOYeT UX MPUCYTCTBUS B IHIIIE.

B cBs3u ¢ atum PII crieayet mpuHUMATH TOCIIE €1bI, COACPIKAIICH KHUPBI U XosecTepuH [5, 19].
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[MupkagHas IUHAMUKA B KOXKE BBIPAXKACTCS B HAWBBICHICH KICTOYHOW Mpoiudepanuud HOYBIO,
MaccuBHoi penapauun JHK pannum ytpom, perukauuu JJHK u BbICOKOW aHTHOKCHIAHTHOM
3amuTe — JHEM. JlaHHbIE HECKOJBbKO Pa3HATHCS Y aBTOPOB, YTO CBS3aHO C HEBO3MOKHOCTHIO
HCIIOJIb30BAaHUSl DKCIEPUMEHTAIbHBIX JAHHBIX Ha JKMBOTHBIX (MBIIIM, KPBICHI) M3-3a BBICOKOM
pasHUIBI B CYTOYHBIX OMOPUTMAX y JIAHHBIX XKMBOTHBIX W YEJIOBEKAa M TPYAHOCTSAMHU C B3STHEM
OWOTICHITHOrO0 MaTepuaia JUis JaHHBIX UCCIICJIOBaHMIA y yenoBeka [24, 25, 26, 27]. YuuTsiBas, 4T0O
LUK JCJICHUs] KepaTWHOIMTa cocTaBisier 24 yaca [28] u coctout u3: Gl ¢aser - Bpems
BOCCTAHOBJICHHS M pOCTa KIIETKU, cuHTe3a OenkoB u penapauuu [IHK; S-daser — perukanus JTHK,
cunres ructoHoB u yaBoenue JIHK; G2 dha3p1 — nmoaroroska k Mmuto3y u M-assl — HermocpeacTBEHHO
MUTO3 [29], To neiicTBue BUTaMuHA A HEOOXOJIMMO KIIETKE, CKOpPEE BCETO, Ha BCEX ATamnax e€ IHUKia
nenenus. Kpome Toro, mupkaaHble pUTMbl OY€Hb PA3HATCA [0 CHHTE3Y TEX HIJIM HUHBIX OENKOB,
BJIMSIHMSIM Ha MECTHBIM HMMYHUTET KOXKH U T.1. [24, 25, 26, 27].
BelmiensnoxkeHHoe NpUBOJIUT K BBIBOJAY, YTO YETKOI'O MOHMMAaHUs, Korja Jiydme npuHumars PIT
1oKa He BeIpaboTaHo. Bo3MokHO, Tpy HaKoIUIeHHH OoJiee OOMMPHOIN M KOHKPETHON 0a3bl JaHHBIX
MOSIBSITCS CIIOCOOBI IIeJIEHANIPABICHHO BO3/ICHCTBOBATH HAa TO WJIM MHOE 3BEHO MAaTOTeHe3a, YUUTHIBAs
LIUPKaTHBIE PUTMBI KOXKH.
[IpemapaT MOXHO HpPUHHMMATh BHYTPh IOCJIE €Abl PAaHO YTPOM WU MO3AHO BeuyepoMm. o3y,
npesbimatomyto 50 000 ME/cyT, ciaenyer AenuTh Ha JABa IMPHEMa, YTO YMEHBIIUT BO3MOXHbBIE
Tokcuueckue 3(h(eKThl mpenapara Ha oprann3M. MakcumanbHas pasperieHHas j103a — 300 000 ME,
JUIs1 JIedeHus1 6osiee BBICOKMMHM JJ03aMU TpedyeTcs peleHrne BpadyeOHOl KOMUCCHU.
HosupoBanue PII mpoBoasT Kamjgsamu)unu muwumiautpamud. B 1 mu macnsHoro pactBopa PII
conepxkutcs 100 000 MEs"gto coerasnser 30 kamenb. i mo3upoBaHMs KaruiiMH BO (JIakoH
BMOHTHpoBaHa kanenbHUHa. Ecfin 1o3a 200 000-300 000 ME u 6osnbliie, MOKHO CHATH KalleIbHHILY
1 UCTOJIb30BaTh MEPH YH0,EMKOCTb MJIM OJHOPA30BBIN IINPUL] EMKOCTHIO 2 WK 5 MII.
Xpauurh ¢naxon ¢ PII pexoMeHayercs B XONOIUIbHUKE IUIOTHO 3aKPBITBIM M B KOpOoOKe (IpH
JIOCTYyTE CBETANM,BO3yXa IpernapaT OKHUCISIETCS U TepseT CBOM JieueOHbIe CBOMCTBA), CPOK
XxpaHeHusA OTKpbITOro (iakoHa He Oosiee 2 Henens. Ilepen nosupoBanuem PII nomkeH mpuUHATH
KOMHATHYIO TeMIepaTypy, JUld 4ero (hJakoH COrpeBalOT B pyKe WIM 3apaHee JIOCTalT U3
xojoauibHUKa. HeobxonuMocTh corpeBanust 00ycioBlI€Ha YBETMYEHHEM BSI3KOCTH MacIIIHOTO
pactBopa npu oxnaxacHuu [7, 16].
Bo Bpemsi neueHHs] BBICOKMMH J103aMH HEOOXOJUM KOHTPOJIb 3a OOIMM U OMOXUMHYECKUM
aHaJIM3aMU KPOBH (TTOKa3aTesiu (pyHKIMU TIeYeHH U TIouek) 1 pa3 B mecsi [ 16].

IIpumeHeHNe peTHHO/1A MAJBLMUTATA U €r0 MeTA00JIMTOB B JIeYeHUH TeHePATU30BAHHbBIX

HACJIe/ICTBEHHBIX HAPYIIEHUI KepaTUHU3AIUH
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Perunonnpl 3¢ddexktuBHBI mpu Bcex (GOpMax TeHEpalIU30BaHHBIX KEpaTO30B HE3aBUCHMO OT
pe3yibTaTa reHeTH4YecKoro aHaiusa [6]. PaccmarpuBas Tepanuio peTHHOHIAME, BaXKHO YYUTHIBATh
TsOKeCTh  3a00JIeBaHMs, BO3pacT MALMEHTa, COINYTCTBYIOIIME 3a00J€BaHUSA, BO3MOXKHOCTb
HEOOXO/IMMOM KOHTpALENIMA U €€ KeIaTeIbHOCTh, CTOMMOCTh NpEenapaToB U HEOOXOAMMOCTb
pEryJsipHBIX BU3UTOB K Aepmaroiory. [IpuMeHeHne peTHHOU0B MOKET OBITh MEPBHIM IIArOM K
YIIYYIICHUIO C JAIbHEHIINM MOAIep)KaHHEeM HOJTY4YeHHOro 3¢ (dekra HapyKHBIMH cpelncTBamMu. B
cllyyae HeIO0CTaTOYHOM 3(P(GEKTUBHOCTH TepanuM TOJIBKO Hapy>XHbIMU CpEJICTBaMU/ TakKe
HAa3HAYaloT CHCTEMHOE JIeYeHUe, TakKe Kak M B nepuosl odoctpenus. IlpuszHaBas, uto AeyeHue
aIIUTPETUHOM JaeT Oojiee OBICTPHIM M BBIPA3UTENBHBIA ((EKT, BO MHOLUX CIHyYasx OTAACTCS
npeanourenue PII, kak mpemapaty ¢ MeHee BBIPOKEHHBIMH MOOOYHBIMHU SABICHUSMM M Ooliee
JOCTYITHOMY.

Heo6xonuMo yuuTHIBaTh, 4TO Yy JIML C MOYEYHON HENOCTATOYAOCTBIO M HApyllCHHEM (YHKLUU
MIEYECHHU U MOKEITYJOUHOM HKeJle3bl MOXKHO IPUMEHSATH TOJIbKO HAPY’KHbIE CPEICTBA HAa HEOOJIbIIINE
0 IUIOIAAM Yy4acTKu Koxku. MM cremyer ornaTh/NpeanouTeHHEr TaKKe IPH BBIPAXKEHHOM
0’KUpeHUH, cepaeunor HegocratouHoctu [I-111 cr., ankoresmsmMe u y i mokuiaoro sospacra. [pu
Ha3HAUYEHUM I[Ipernapara >KEHIIMHAM CleqyeT YOeAMTbCs B HCIOJIB30BaHUM HMH HaAEKHON
KoHTpauenuuu. [Ipemapar B cCpelHUX M BBICOKMX TEparneBTUYECKUX J103aX HE Ha3HA4YaroT
KEHIIIMHAM, TJIAHUPYIOIMM OepeMEHHOETh, OepeMEHHBIM U KOPMSIIIM Tpyabto [16].

By.IbEapHbIi NXTHO3

Bynbrapuelif MXTHO3 — HacleICTBEHHOE /3a00JeBaHNe C ayTOCOMHO-IOMHUHAHTHBIM THUIIOM
HacnenoBaHus. Dto HambOoseg vactoe)u3 ['HHK, nomynsuumonnas vacrora — 1:100 mo 1:250.
3a0oJsieBaHNE HUKOI/Ia HeHAUMHAGTCS C POXKJICHUS, €ro KIMHUYECKHE MPOSIBICHUS Pa3BUBAIOTCS
MOCTETNICHHO M CTaHOBSATES Habojee 3aMEeTHBI MPUMEPHO K S-metHemy Bozpacty []. OcHOBHOM
nedexT cBsA3aH e, HapylIeHHEM SKCIpPeccHH Oellka KepaTOTHAIMHOBBIX T'paHys MpoduiarrpuHa.
Bo3moxHa BeposTHOECTh TEHETUUECKUX MYyTallUi cpa3y Kak B reHe Oelika mpoduiarrpuHa, Tak u B
reHe Kacmnasbi=l4s,00eceunBaromieit erpaganuto ¢unarrpuna [2, 13]. YMenbirenue konndyectsa
Wi BbIp@0OTKa JeeKTHOro (uiIarrpuHa MpPUBOAMT K HApYLICHHIO 3MUAEpMalbHOrO Oapbepa.
OCHOBHBIE KITMHIUUECKHUE TPOSIBIICHUSIE 3TOH (POPMBI UXTHO3a - BBIPAKEHHOE HIETYIIEHUE U CYXOCTh
KOXH, YBEIMUEHUE KOJIMYECTBA KOKHBIX JIMHUHN U MOBBIIIEHHAs CKJIaA4aTOCTh JIJOHEH U TIOJIOIIB,
GoNMKYIApHBIA TunepkepaTo3. Yenryiiku B OCHOBHOM MEJIKHE, TOHKHE, UX LBET BapbUpPYET OT
6enoro u ceporo a0 kopuuHeBoro (Pucynok 1). Kpymuble cknagku He mnopaxkeHsl. JleTom
HaOII0AaeTCsl yNaydllleHHEe BIUIOTH JO IOJHOTO pPa3pelIeHus] BBICHIMAHUNA. ODKCIPECCUBHOCTD

BYJIbI'apHOT'O MXTHO3a BapuadeibHa, BCTPEYArOTCsl abOpTUBHBIE (DOPMBI 3a001€BaHUs, IJIs1 KOTOPBIX
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XapakTepHa CyXOCTb KOKHM C HE3HAUUTEIbHBIM IIETYLIIEHUEM M IIOBBIIIEHHAS CKJIaI4aTOCTh
nanonei u mogoms [2, 30]. C BO3pacToM MopakeHUEe KOXKHM CTAHOBUTCS MCHEE BBIPAKCHHBIM.

B nedenun oObIYHO OBIBAa€T TOCTAaTOYHO HAPY>KHBIX CPENICTB, HO B psAle clydyaeB HeoOxoauma
cucremHass Ttepanus. Jledenne PII »ddexTuBHO, OXumaeMbiii 3PQPEeKT — CyIIecTBEHHOE
YMEHBIIEHNE LIENTyLIEHUs BIUIOTh 10 MOJHOW pemuccuu. Jleram HazHadaroT ot 1 000 o 5 000
ME/kr B cytku. CyTounas no3a ajs netreit He gospkaa npesbimats 200 000 ME B cytku. Jlo3a ams
B3pocibix coctapisier 100 000 — 200 000 ME B cytku. IIpu aboptuBHBIX (hopmax uxtuesa no3a
ymenbaercs 10 50 000 ME B cytku I[IponomkurenbHOCTh JieueHus A0 12 Henelnb, NePephIBbI
MEXy Kypcamu COCTaBISIOT 2—3 Mecsna [2, 16]. YMeHbleHne menymieHus 10eTuraeres, yepes
7-10 aueli neueHwust, 0oJiee BRIPA3UTEIbHOE YIyUIIEHHE — K KOHITY IEpBOro Mecsia fgegeHus [13].
B nernee Bpems neuenue PII He mpoBOaUTCS.

X-cuenJieHHbIi peneccuBHbIi HXTHO3 (X-PHN)

X-cLeneHHbIH PEelleCCUBHBIN UXTHO3 — HACJEACTBEHHOE 3a00N€Batine, CBA3aHHOE C e(pUuuToM
cTepouaHON cynbdaTaszel (Xp22.3), depmeHTa, IMPUHUMAOIIETO” y4acTHE B PETYJISIUU
MPOHUIIAEMOCTH SUAEPMAIBHOTO Oaphepa U OTIISTYIIUBAHIHN POrOBOTO clios anuaepmuca. X-PU
MOpa)kaeT UCKJIIOUUTENIHO MYX4uH. 3a0oneBaeMoctb, X-PHMicocransger ot 1 u3 2 500 1o 1 u3 6
000 my>xuuH. JKEHIIMHBI — HOCUTENN I'eHa, KOJAMPYIOIIEro CUHTE3 CTEPOUIHOM cynbdarasbl, HE
UMEIOT MPOsIBIIEHUH 3a00sieBaHus, Tak KaK I'eH JIOKaJHU30BaH Ha X-XpOMOCOME M HE MOJBEPKEH
ne3akTuBanuu. HemoctarouHass akTUBHOCTB, CTEpPOMIHON Cylb(haTa3bl NMPUBOJUT K CKOIUIEHUIO
cyibdara XoJecTeprHa B pOrOBOM CJIQ€, YTO BEJCT K CIMIAHUI0O KOPHEOLUTOB, TUIIEPKEPaTO3y U
HapyLIEHUIO TPOHHUIIAEMOCTH [KOXM,ha) TAK)KE€ MOXKET COYETaThCS C MOMYTHEHHUEM POTOBMIIBI U
kpuntopxuszmom [31, 32] S UCTONOBHYCCKY BBISBIISIOT THIICPKEPATO3, C1a00 BHIPAKEHHBIH aKaHTO3
U XOPOILIO — 3€PHUCTBHIN ‘€0, HTO NO3BOJIAET OTIMUUTD X-CLEIJIEHHBI UXTHO3 OT BYJIBIApHOTO.
[TposiBnenus’ 3a00JEBaHKs , 3aMETHBI C TMEPBBIX MECSILEB XM3HH, WHOT/IA C POXKACHUS B BUJE
MEJKOIUIACTUHYATOTO, IIeayleHusi, Oojiee 3aMETHOTO Ha BOJIOCHCTOM 4YacTW TOJOBBI U
KOHEYHOCTSX, Ha, KOHEeUHOCTSIX, KUBOTE, IIee, B CKJIaJKax 3aMETHO HIEeNylIeHUue OypoBaTbIMU
qemryiikaMu. JIaJoHM W TOJOMIBHI, a Tak)Ke CpPeOHsSs YacTh JIHMIA OOBIYHO HE MOPaKEHBI, HE
CTpaJaroT TaKXkKe BOJOCH U HOrTH. Co BpEMEHEM YEIIyHKH CTAaHOBSTCSI TEMHEE BIIJIOTH JI0 YEPHBIX
u kpynHee (PucyHok 2). Hepeaku mNOMyTHEHHE pOTOBHIIbI, TMIIOTOHAIU3M U KPHUIITOPXHU3M.
Ce3oHHas AMHAMMKa BbIpakeHa ciabo. C BO3pacToM IUIOMIA[b MOPAKEHUSI KOXKH MOXKET CTaTh
MEHbIIIE, HO MPOSBICHUS 3a00JeBaHus He ncue3aroT. [lanuenTam co CKPOMHBIMU MPOSIBICHUSIMU
Ha3HAYalOT HapyKHYH Tepanuio (yBJIQXHSIOIME KpPEMbl C MOYEBHHOW, MOJOYHOW WIN
canuIIoBor Kucinoron). [lpu 6omee Tsoxenom reuennn 3¢ dextuBHbI arutpetrd U PI1. [Tocnennumii

HazHavaroT u3 pacuera 2 000-5 000 ME/kr/cyt, kypc nedenus — 2—3 mec (10 JOCTHIKEHUS
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MakCUMalbHOTO 3(deKTa), mepephiBbl MexAy Kypcamu 2-3 wmec. Oxumaemblii 3p¢dext —
CYLIECTBEHHOE YMEHbIICHUE CYXOCTH, IIEIyIIEHUs, IOCBETJIIEHUE YEIy€eK, XOTsI IOJHON peMHCCUU
JOCTUTHYTh HE y1aeTcsl. YIydllleHHe 3aMeTHO Ha BTOPOM HeZlesie JIeYeHUs, OJIHBIN 3¢ ekt — uepes
1-1,5 mec. [locne oTMeHbI penapara yxyallleHue HacTyMmaeT ObICTPO, MPUMEPHO depe3 2 Helleau
[13, 16].
InacTunyareiii (amenasipublii) nxtuo3 (ITH)

[Mnactunuateiii uxtuno3 (IIM) macnenyercs ayrocomHo-peneccuBHO. Yame Bcero WpUYuHON
CIIy’)KaT MyTalliM TeHa, KOJUPYIOIIEro CHHTE3 (epMeHTa TPaHCIIyTaMUHAa3bl KepaTMHOHUTOB
TGM1 (14ql1), 9To MPUBOAMUT K HECOCTOATEIBHOCTH SMUACPMATLHOTO Oapbepa,fHO KPOME STOTO
reHa M3BECTHO ele 1o KpaiHeidl mepe 11 reHOB, OTBETCTBEHHBIX 3a ayTOC@MHO-PEHECCHBHBIC
dopmer uxtuosza - ABCA12, ALOX12B, ALOXE3, CASP14, CERS3, CYP4F22; 11PN, NIPALA4,
PNPLA1, SDR9OC7, SLC27A4 [33]. TIU Bcerna HaunHACTCS ¢ POKICHUS, JAIIE C IPOSIBICHUHN TaK
Ha3bIBAEMOT0 «KOJUIOJUHHOTO TUI0/Ia», KOTJa BCE TEJIO HOBOPOMKAEHHOTO 3aKII0YECHO B TUIOTHYIO
MOJTYTIPO3PAuHYIO IUICHKY, TOCTETICHHO OTIIETYIINBAIUIYIOCS B TEIEHIE TIEPBOTO MECsIa KU3HU.
[Tocne ormenymuBaHHUA 3aMETHBI CyXOCTb KOXKHM, IMEIYIIEHHE M JPUTPOAEpMHs. SIBiIeHus
SPUTPOAEPMHUU CO BPEMEHEM pa3pellaroTcs, HO  HapacTaer cpelHe- U KpYIHOIJIACTUHYATOE
IIeTyIICHNEe, 3aXBaThIBAIOIIEE BECh KOXKHBIM MOKPOB, BKIIOYAs BOJOCHUCTYIO YacTh TOJIOBHI.
Yemyiikn KpyrHbIe, ONFOA1IE00pa3HEIE), CBETIIO-KOPIHUHEBOTO I[BETA, TUIOTHO NPHUKPEIICHHBIE B
LEHTPE K KOXe. 3aMeTHbI 3KTpomuoH W dkciabuoH (PucyHok 3), muddys3Hbli rumepkepaTos3
nanonet u nogoms. [TorooTaeneHune CHKXEHO. JIeToM U IpH BHICOKOM TemIeparype B IOMELIeHUN
HaOmronaercst yxyamenue. Cf Bo3pactoM oOJieTYeHUS] HE HAOIIOJAeTCs, BOJOCHI CTAHOBSATCA
pa3peXeHHBIMH BIUIOTH /10" O0HICEHMS.
PIT npumensiercss B MakCHMansHO# n03e u3 pacdera 10 000 ME/kr/cyt. IIpu npeBblieHUuu 10361
300 000 ME/eyx | pemienue O JIEYEHHWM IMpUHUMAeT BpadeOHass Komuccus. MakcumaabHas
Bo3MOkHas 1032 =600 000 ME. Oxumaembrii 3pdext (yMEeHbIIEHUE MICNYIICHUs, pa3Mepa
YelnyeK, Kepato3a1aJoHei 1 TOJIOIB, CMITYCHUE KOXKHU, YCUIICHUE TTOTOOT/ICIICHHUS) JOCTHTACTCS
3a 2—3 MEC NeueHus], MOJHOW PEeMHUCCUU TOCTUTHYTH He ynaetca. Yepes 10 qHeil nedeHus myuyre
OT/ENSIOTCS YeITyHKH, Yyepe3 3-4 He/lenu CyIecTBeHHO YMeHbIaeTcs menymenue [13, 16].

HeOynie3nas BpoxaeHHasi uxtuosudopmuas spurpoaepmus (HBHUI)
3aboneBaHne HACIIEAYETCsl ayTOCOMHO-PEIIECCHBHO, TeHETHYECKHEe M3MEHEHUs aHamornauer [1H.
HBUWD HaumHaeTcst ¢ poXKACHUS B BHJE TaK HA3bIBAEMOr'0 «KOJIOAMMHOrO miuoja» (okoio 90%
ciyuaeB) wiau asputpoigepmuu  [34]. YV nmereit mpeoOnagarT  SPUTPOACPMHES, CYXOCTb,
MEJIKOIUTACTUHYATOE IIENTyIIEHHE BCeH KOXKH, CHIPKEHUE ITOTOOTAEICHUS], SKTPOIUOH, 3KCIaONOH,

nedopMalus yIHbIX PaKOBUH, CHI)KEHHE MTOTOOT/IEICHHUS, JaI0HHO-TIO/I0IIBEHHBIN TUIIEPKEPaTO3
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u auctpodust Horreil. Poct Bostoc n HOrTel ycKOpeH, BOJIOCH TYyCKIIbIe U JIoMkHe. Ha Horax mMoryt
ObITh OOJIee KPYIIHbIE KOPUYHEBATHIC TOJCThIC YEIIYHKH. Y B3POCIBIX MAlMEHTOB 3pUTEMa U
nienyiieHue 0oiee BRIPaKeHbI HA OTKPBITBHIX YYaCTKaX KOKU, YCUJIMBASICh IIPH BO3JIEHCTBUY JKaphbl,
xonona u Betpa (PucyHok 4). [TanneHToB HepeaIKko OECIIOKOUT 03HOO, UyBCTBO CTSATUBAHUS KOXKH,
HE3HAYUTEIbHBIN 3y 1.
Jleuenwne PIT npoBoautcs B cyrounoit noze 5 000-10 000 ME/kr. Ilpu npeBsitenuu n1o3st 300 000
ME/cyT pelienue o iedeHUH IPUHUMAET BpaueOHas komuccusa. MakcumanbHasi BO3MOXHast 103a —
600 000 ME, kypc sieuenus — 2—3 mec. OxuiaeMbiii 3 GEKT — yMEHbIIEHUE IIeTyIIeHUs, TaA0HH0-
[IOJIOIIBEHHOT'O TMIIEPKEPATO3a, SPUTEMbI, CYObEKTUBHBIX OLIYIIEHUH, SKTPONHQHA, IKCIHAONOHA,
YCHJIEHHE TIOTOOT/EJIEHNUS, HO IOJIHOM PEMUCCHUM U PAa3pELICHUS 3pUTEMBI JOCTUTHY ThIHE YAAETCS.
[Tocne oTMeHbI Mpemnapara yXyAlleHue pa3BUBAETCs OBICTPO, CTAHOBUTCS, 3aMETHBIM yxe uepe3 10
nueii [13, 16].

ONnuAepMOJIMTHYECKHUI TMIIepKepaTo3 (BpokaeHHas Oyilie3Has MXTHO3M(POPMHasA

sputpoaepmus) (BBUJ)

[Tpuuunel 3a001€BaHKs] — MyTalliU T€HOB, KOJUPYIOLUX, KepaTuHbl 1 unu 10, npuueM MyTanuu,
CBSI3aHHBIE C KEPATHHOM | COTMPOBOKAAIOTCS JTaI0HHO-II0IOMBCHHOM KepaTtoaepmueii [35, 36, 32].
HacnenoBanme ayToCOMHO-IOMHUHAHTHOE, HO CEMEWHbIE ciydau peiakd. MyTanuu KepaTHUHOB
NPUBOAAT K Ae(GeKTHOMY (OPMHPOBAHKIO TOHO(DMIAMEHTOB B IIMIIOBATHIX KEPATHHOIMTAX, WX
arrperaliuy, I[MTONU3y, 00pa30BaHUIO ), BHYTPUANMIEPMAIbHBIX  Iy3bIpei, HapyIICHUIO
SMUJIEPMATBHOTO Oapbepa M OaKTepUalibHOM KoJoHU3alMu. ['umepkepaTo3 CBA3aH C yCUJICHHUEM
nposndepannu 0a3aabHbIX KEPATHHOMUTOB U CHHKEHUEM JeckBamaruu [36, 37].
C poxieHus 3aMeTHBI 1UEAYIIeHNe KOXKU U 3puTpoaepMusi. PazHoro pasmepa my3bIpu C BsUIOH
MOKPBIIIKON MOSABISAIOTCA.HECKOIBKO MM03Xke, OBICTPO BCKPBIBAIOTCS, HA MECTE IPO3Uil mocie ux
3aKUBIIEHUS - OCFAIOTCS )\, YYaCTKH, HAIlOMHHAIOIIKAE 370poBYI0 KOXy. C rojmamu IIENyIIEHHE
YCHIIMBAETCs, 00pasytoTCs OypoBaTo-cepble POroBble HACIOCHMSI, HA JIOKTAX U KOJICHAX B BHJE
KOHIEHTPUYECKHX,0IIs111eK, a Ha JIOKTEBBIX Cri0ax, Mo/l KOJICHSIMHU U B IPYTHX KOKHBIX CKJIaJKaxX B
BUjIe pOroBBIX TpebHell (Pucynok 5). Poct Bomoc u Horreit yckopeH. [Ipu monbITKe CHATH KOPKH
O0HaXXaIOTCsl MOKHYIIME 3po3uu. C BO3pacTOM Iy3bIpU MOSBISIOTCS BCE peXe U B KIMHUYECKOMH
KapTUHE IpeobiiafiaeT runepKepaTos, CONpoBOKAAEMbIN PE3KUM HETTPUSATHBIM 3al1aXOM BCJIE/ICTBHE
OakTepuaibHOM KOJOHM3AaUMU. BO3MOXHO BOBJEYEHHE BOJOCHUCTOM YacTH TOJIOBBI C
dopmupoBaHueM anonenuu. IM3-3a mopakeHHsl KOXKM Haj CyCcTaBaMHM HEpEIKH OTpaHUYEHUS
JBUKEHHUM. Y B3POCIBIX BO3MOKHO OIPAaHUYEHUE TUIOIIAAU [TOPAKEHUS, OJIHAKO, CYILIECTBEHHOTO

YIY4YIICHHA WU U3JICYCHUS HE Ha6J'IIOI[aCTC$I.
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[Tpu nevyenun Oyiie3HONW UXTHO3U(OPMHON 3PUTPOJACPMHUH NPEANOUYTEHHE OTAACTCS AUTPETHHY
[24], onnaxo, npu HaTMYKK TPOTUBOMIOKA3aHHIA, TOOOYHBIX (D(PEKTOB WM JIMYHBIX MPEAMOYTCHUN
Tepanuio BO3MOXKHO NMPOBOIUTH peTuHoisa nanbMuTaTtoM. Jlo3a PII monOupaercst ocTopokHO U
WHIMBUYaIbHO, TAaK KaK IOBBIIICHHWE 03Bl BBIIIE ONTHUMAJIbHOW MPOBOLUPYET MOSBICHHUE
my3eipeit. CrieyeT Ha4MHATH C HEOONBIION 103bl, KoTopas y nereit cocraBisier 1 000 ME/kr B
cyTkH, y B3pocibix — 50 000 ME B cytku. Ilpu HeapekTuBHOCTH 1032 MOBBIIIAETCS TOCTETIEHHO
1o MuHuManbHO 3ddextuBHoi. Kype neuenus mo 3 mecsues [13, 16]. Oxunaembiii podibekt —
YMEHbIIIEHHE KOPKOBBIX HACIOCHUH, 3amaxa, yBeIMYeHHE IOJBMKHOCTH CyCTaBOB. YydlHEHUE
HACTyMaeT TOJNbKO uepe3 3—4 Henenu nedenus. [1omHOTO pa3penieHns BHICHITIaHM#, TOCTURHY T HE
y/1aeTcsl, JICYCHHE MPEKPAIAIOT ITOCIIe OTCYTCTBHSI JAIbHEHINIETO YIIyqIleHHs ByTeucHUE 2 HEIeIb.
3akirouenue
JleyeHue peTMHOMIAMHU TEHEPATU30BAHHBIX HACJIEICTBEHHBIX HAPYIICHWH  KEepPAaTUHU3ALUUA —
NpaKTUKa, TPUHATas BO BceM Mupe. B aToi Tpymme 3a0oneBaHuii Hambonee >PQPeKTHBHBI
AllUTPETHH W PETUHOJA TaJbMHUTAT. YUWTHIBas [OKM3HEHHBIE PIPOSIBICHUS 3a00JeBaHUN
MpeINoYTeHue OTAAeTCs IMpenaparaM M METOIHMKaM, . 00JaJaoluM HauMEHee BBIPaKEHHBIMU
noGounsiMu d(dexramu. Haznauaemas noza PII_o@anuactesst mpu pasinyHbIX HO30JOTMYECKHX
dbopmax MXTHO3a, a TAKKE 3aBUCUT OT CTETIEHH TSHKECTH MaTOJIOTMYECKOro Mpoliecca, Bo3pacra u
Beca MaIMeHTa, YTO CIeAyeT HEMPEMEHHO YUUTHIBATH NP TEPANUU JUIS TIOTYYCHUS HAMITYUIIero

pesyJbTrara.
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Pucynok 1. /leBouka 6 jer. Byabrapusiii uxrno3. a. Beipaxxennoe meny%n oJNeHsIX. O.

CknagyatocTs U yriryOneHue KOXHbIX JIMHUN Ha jajoHsax. CoOCcTBeHHOE Hal1 ne. [lomyueno

MH(GOPMHUPOBAHHOE COTJIacHe poJuTesel peOEHKa Ha My OInKauf u30 eHUS.

Figure 1. 6 years old girl. Vulgar ichthyosis. a. Marked desquamation of the legs. 6. Folding and

[CH

deepening of the skin lines on the palms. Author's obsérvation. Theinformed consent of the child's

parents to the publication of his image has been obtain

Pucynok 2+Myx4yuna 26 jer. X-cuenieHHbI penecCHBHbIN MXTHO3. a. MenKoniacTuHYaToe
HienylmeHne KoKu cnuHbl. 0. TeMHble 4enryWku Ha Iee, JUIO CBOOOJHO OT BBICHIIAHMIA.
CobcTBennoe Habmoaerue. [lonyueno nHGOpMHUPOBAHHOE COTIIACHE MAIMEHTA Ha IMTyOJIMKAITHUIO €T0
U300paKeHHsL.

Figure 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.
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peeling of the face and scal

patient's informed conse the publication of his image was obtained.
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Pucynok 4. Manabuuk 1 roa. HeOynie3nasi Bpo:xkaeHHass MXTHO3U(OPMHAsI JPUTPOAEPMHUSsI. a.
OpUTpoAepMUs, MEIKOIUIACTUHYATOE IIeNyIIeHue, Oojiee KPYMHbIE 4YeIIyHKH Ha KHCTSIX. O.
OpUTpoaAepMUS, METKOIUIACTUHYATOE HIeylIeHne Ha Horax. CoOctBeHHoe HabmoneHue. [lonydyeno
nH()OPMHUPOBAHHOE COTJIACKE POAUTENCH peOEHKA HA MyOIUKAIIHIO €r0 U300paKCHHUS.

Figure 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.

MyOJIMKAIMIO €T0 N300paKEHUSI.

Figure 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. B. 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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