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B VirnvcTbii uxTnos (MIM 146600'; cuH.: rucTpukcoma-
HbI UXTNO3, AnddysHas kepaTtoma, ncopmas, Koxa an-
nuraropa u gp.) — 4epe3BblHaiHO PEdKUIA BUA Bynbrap-
HOro MXTMO3a, KOTOPbIN Oblfl BNEpBble ONUCaH B CeMbe
Jlambepta B Aurnuu B 1731 r. Myxu4uHy, cTpagatoLlero
JaHHOW hopmOn nxTno3a, 3eanun Jasapgd JlambepT, ero
AeMOHCTpMpoBanu B HauumoHanbHOM akagemuu Hayk
B JloHgoHe, coxpaHunuch rpastopbl Havana XVIIl Beka
C nsobpaxeHueM Kak camoro JlambepTa, Tak 1 YfieHOB
ero ceMbM, CTpagaroLLmMX UMNCTbIM MXTUO3OM B HECKOSIb-
kux nokonenusx (puc. 1, 2) [1]. Tun HacnepoBaHus oaH-
HOro reHogepmMaro3a 06bI4HO ayTOCOMHO-OOMUHAHTHBIN,
HO MOryT BCTpeYvaTbCa cropagmnyeckue cnyyam [2].
TepmuH ichthyosis hystrix npumensanca ana o603Ha-
YeHUs pasnnYHbIX BEPPYKO3HbIX JIMHEAPHbIX COCTOSIHWNA,
M NOTOMY B Ka4ecTBe CMHOHWMOB MCMONb30Banu Tep-
MWHbI «3NMaepManbHbIA HEBYC», «OyNNe3HbIA MXTUO3U-
hOPMHbBIA rMNepkepaTos», YTO OOGBACHAETCH KIUHWUYe-
CKVMM CXOOCTBOM MMCTPUKCOMAHOIO NXTNO3a C BEPPYKO3-
HbIM 3NMAaepMasibHbIM HEBYCOM, @ TakXe C U3MEHEHUAMU

" Homep cornacHo katanory heHOTUMNHECKNX MapKepoB y 4YenoBeKa, T. €.
(heHOTUMOB C KNAaCCMHEeCKNM MEHENEBCKUM HacneoBaHeM.

KOXMW, KOTOpble MOryT (pOopMMpOBaTLCA NP GYNNe3HOn
NXTMO3NDOPMHOW IPUTPOAEPMMU, X-CLEMNEHHOM UXTNO-
3e, 9KTOAEpMasbHOM reHepanuaoBaHHon aucnnasum [3].

Pa3BuTtne uxtnosa obycnoenueatoT pasfimyHble reH-
Hble MyTauun, GUOXUMNYECKNIA JedeKT KOTOPbIX A0 KOH-
ua He pacwmdgpoBaH [4]. CyliecTByeT 60/bLLIOE KONMYe-
CTBO Knaccudmkauuin nxtmosa. B knaccudpukauum, npen-
noxeHHon K.Wells, C.Kerr (1965) 3a ocHOBY rpynnosoro
BblOENEHNs HO30M0rnyeckmx opM B3AT TUM HacrefoBsa-
HUSA MXTNo3a:

|. AyTOCOMHO-OOMMHAHTHbLIN MXTNO3: 1) OObIYHBIN
(npocTton, 6nectawmn, 3MeEEBULHbLIN); 2) BPOXAEHHas
nxTnoamdopmHasa 6ynnesHas aputpogepmunsa bpoka;
3) 6ynnesHbin 06bI4HbIN CuMeHca; 4) nokann3oBaHHbIN
06bl4HbIN [epmana; 5) nrnuctein Jlam6epTa; 6) 06bl4HbIN
¢ kpunTopxu3mom COHHeka.

Il. AyTOCOMHO-pELECCMBHbBIN UXTNO3: 1) BPOXAEHHbIV
Tuna gravis (Riecke l), larvata (Riecke ll), tarda (Riecke lll);
2) cunHgpom LerpeHa — JlapccoHa; 3) cuHgpom Pyga;
4) cuHpgpom Pedpcyma; 5) 06bi4HbIN CnnHanepa; 6) aKTo-
JepManbHblIil reHepann3oBaHHbIi Bedeplutenra; 7) cuk-
apom tOHra — Borensi.

Ill. X-cuenneHHbI peLeccmBHbIN MXTNO3: 1) 06bIYHbIV
Vanca — Keppa; 2) ¢ runoreHMtanMamom JlnHxa.
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Puc. 1. I'pastopa ¢ nsobpaxeHnem 3. Jlambepta (Hau.
XVIII Beka).
(http://en.wikipedia.org/wiki/lchthyosis_hystrix)

U. Schnyder, B. Konrad (1967) npegnoXunu KnvHu-
KO-MOPONOrn4ecKyto Knaccuukaumo nxtnosa, B3sBs
3a OCHOBY BeayLLUi MOPGONOrnMYeCcKUn NpuaHak — Tun
runepkepaTto3a: peTeHUMOHHbIA (06blYHbIA), nponude-
paTUBHbLIA (BPOXAEHHbIN, X-CLUENSIEHHbIA, cyxas UXTUO-
31dhopMHasn apuTpogepmus, UrnncTeii JNlambepTta u ap.),
akaHToKepaTonuTu4eckuin (6ynnesHas nxTmosndgopmHas
apuTpodepmusa Bpoka).

Mo paHHbIM B.H. MopgoBueBa v coaBT., UrMUCTbINA UX-
TMO3 OTHOCUTCH K MXTUO3NOPMHBIM fepMaTo3aM W Bbl-
nenseTcs Kak urnucteii uxtnos Curth — Macklin [5].

UrnncTbin MXTnos nposiBnseTcs Npyu poXaeHnn nuilb
BbIpaXXEHHOW apuTeMon (6e3 LuenyLleHns n nysbipen).
B TeyeHne HeCKOmMbKWX Hepenb spuTema 6negHeeT, no-
fBnseTca AMpdysHoe LenyLeHre ¢ nocneayoLwmm pas-
BUTUEM MaCCVBHbIX BEPPYKO3HbIX POrOBbIX pa3pacTaHui
B BMOE 320CTPEHHbIX LUMMOB W Wrf, BbICTYNaKOWMX Ha
5—10 MM Hag YPOBHEM KOXMW, HAMOMUHAIOLLMX UMbl Xa.
Y4acTKu ycuneHHoro o6pa3oBaHnst poroBoro Cnos ume-
10T V- 1 S-06pasHble, NMMHeapHble 04epTaHus, rpasHoO-ce-
pbI UK 6ypo-4epHbIv LBeT. KNnMHMYeckne nposiBreHuns
MXTno3a ocrnabesatroT B Nepuop nosioBOro Co3peBaHus.
3aboneBaHve AnUTCA BCIO XN3Hb, 0BOCTPASACH B 3UMHEE
Bpems. MoxeT oTmeyaTbCs (PyHKUMOHANbHasA HepocTa-

BecTHuK aepmMmartonorun n seHeposiormm

Puc. 2. I'pasiopa ¢ n3o6paxeHnem 4neHoB BTOPOro
nokoneHus cembu Jlam6epra (Hay. XVIII seka).
(http://en.wikipedia.org/wiki/lchthyosis_hystrix)

TOYHOCTb SHOOKPUHHOM CUCTEMbI B KOMMJIEKCE C UMMY-
HoLeUUNTHBIMK cocTosHMAMU. MHoraa aTa cdopma mx-
TMO3a Y MYXXHYUH COYETAETCH C YMCTBEHHOW OTCTaNOCTbIO
1 anunencuert. Horreeble NnacTvHbl MOryT BbIThb YTOMLLE-
Hbl BMNOTb A0 OHMXorpudosa [1—3].

Oco6oii hopMOI UrMUCTOro MXTUO3A CHATAIOT 3KTO-
JepMarnbHyl0 reHepanu3oBaHHyto gucnnasuio bedep-
wrenTa (Bafverstedt B., 1941), Hacnegyemyto ayTocom-
HO-PELIECCUMBHO U MPOSABIAOLLYIOCA FEHEPANI30BAHHbIM
rMnepkepaTo3oMm, Kak npu UrinMcToM UxXTmose, B CoYeTa-
HUM C COCOYKOBBLIM aKaHTO30M, anunencuen n nmoéeLmnb-
HOCTbIO.

FMCTONOrMYeckn Npu UrANCTOM MXTMO3E BbIABNAAIOT
YCWUIEHHYIO MUTOTUHECKYHO aKTUBHOCTb 6a3anbHOro Crost.
YHUKaNbHbIM 1 NaTOrHOMOHWYHBLIM SIBJIEHWEM OKa3biBa-
I0TCS OBYSOEPHbIE KNETKN B 3EPHUCTOM M LLUMNOBATOM
CNOsIX C XapaKTepHOW BaKyonuaaumen. 3epHUCTbIN CIoK
COCTOMUT U3 2—3 PSAOB KNETOK C HEPABHOMEPHOW 3epHU-
CTOCTbIO, YacTO C BHYTPUKIIETOYHBIM OTEKOM U KapMOMUK-
HO30M. [MnepkepaTo3 ¢ o6pa3oBaHNEM OCTPOKOHEUHbIX
«LLIMMOB», PE3KO BbIPaXEHHbIA akaHTo3 M nanwusoma-
T03. B nepme — yBenMyeHHOE KONMMYECTBO Kanuiispos
C HabyXLUMM 3HOOTENIMEM, YMEPEHHbIE NEPUBACKYSIAPHbIE
rucTMonumdoLmMTapHble MHPUNBLTPATLI C NPUMECHIO TyY-



HbIX KNEeToK 1 hmbpobnacToB, YMepeHHbI OTEK Konna-
reHOBbIX BOJIOKOH, YMEHbLUEHME KONM4YecTBa anactuye-
CKUX BOJOKOH. [NpuaaTtkn Koxun 6e3 ocobeHHocTen. [Mpu
SMEKTPOHHOM MUKPOCKOMUN B KepaTuHOLMTaxX 3epPHUCTOro
Ccnosi 06HapY>XMBAIOT KPYrible rpaHybl C OBOMHOW MEM-
6paHon [6, 7].

HnarHocTnka UrnucToro nxTnosa oCHoBaHa npenmy-
LLIeCTBEHHO Ha KIIMHNYECKMX AaHHbIX. [peHaTtanbHas gua-
FHOCTMKA NMPOBOANUTCA NPU COOTBETCTBYIOLLIEM CEMENHOM
aHamHeze. bruoncus Koxun nnoga, npoBefeHHas Mexay
19-1 n 21- HepgenaMM BHYTPUYTPOOHOIrO pasBUTKSA, Mo-
XET BbISIBUTb YTOJLLEHNE POrOBOrO CAOS, YTO He Habto-
JaeTcsa B HOpMe [0 24-11 Hegenu rectaumm [8].

JleyeHve 3aknyaeTca B Ha3HaA4Ye€HUN PETUHOWMAOB
(TrasoH, HeoTurasoH u gp.) u3 pacdeta 0,5—1,0 mr
Ha 1 Kr Maccel Tena B CyTKU B Te4yeHne 2—3 mec. n 60-
nee (oo 1 roga) B 3aBMCMMOCTM OT KITMHUYECKOW KapTu-
Hbl C MOCTEMNEHHbIM CHUXEHWeM [03bl. BO3MOXHO Tak-
e MCNofib30BaHMe MOBTOPHbIX KYPCOB BUTaMUHOB: A
(400 000 Ef/cyT), C, rpynnbl B, 6notuHa. MokasaHbl BaH-
Hbl: COMeBble, KpaxmarsbHble, COA0BbIE, CyNb(naHble U
Ap., rpsAsu unosble, TopsHble, TanaccoTepanus, reamo-
Tepanusa, YO-ny4n B cy63apuTeMHbIxX gosax, pellYBA-Te-
panwus.

Hapy>Ho Ha3HavaroT Masu ¢ ButammHom A (100 000 E
Ha 1 r ocHoBbl), 0,1% TUrasoHOBLIN Kpem, 2% canuuuso-
BYIO Ma3b, 5% Ma3sb ¢ ModeBuHoM [1, 3, 9].

YuunTbiBas 3HaYNTENBHYIO PEAKOCTb AepMarosa, npesa-
CTaBNsiEM OMNMUCaHME KITMHUYECKOro Cryyast.

Ha cTaumoHapHoe nevyeHne B KpaeBon KOXXHO-BEHEPO-
noruyeckui gucnaHcep bapHayna u3 panoHHoro LeHTpa
ANTancKoro Kpas rocnutannanposaHa ceMbs M3 3 Yeno-
BEK: MaTb, CbIH 1 J0Yb.

MauuneHTtka M., 35 net, npyn NocTynneHMn NpeabaBs-
na xanobbl Ha CyXoCTb, YTOMLLEHWe, LUefyLLIeHne U ru-
NeprnurMeHTaumIo KoXu B 061aCTu JIOKTEBbIX, KONEHHbIX,
rOSfIEHOCTOMHBIX CYyCTaBOB M B 06/1aCTU COCKOB.

CuunTaeT cebs1 60NLHON C paHHEro AeTCKoro Bo3pac-
Ta. Co cnoB nauueHTkK, oe6loT 3abofieBaHUs CBA3bIBAET
C CWUJIbHbIM 3MOUMOHaSIbHBIM CTPECCOM B ABYX/IETHEM
Bo3pacTe. [pouecc nepBoHayanbHO JIOKanM3oBancsa Ha
BCEX CrmbaTtefibHbIX MOBEPXHOCTAX M HadMHasncs ¢ ova-
roBON 3puTEMBI, KOTOpas BMOCNEACTBMM cTana npuoob-
petatb TEMHO-KOPUYHEBBIN LBET, MOSABUINCE YELLYIKM,
YTOJLLIEHME KOXM B MecTax nurmeHTauun. 3abonesaHue
HOCWSI0 MOCTOSIHHO PELMAMBUPYIOLLMIA XapaKTep, YeLlyn-
KW cTanu TEMHETb 1 BO3BbILLATLCA Ha KOXen Hanogobve
urn. K Bpayam He obpallanach, nevmnacb CaMOCTOATESb-
HO HapyXHbIMW cpeacTBamMu (OETCKUIA KpeMm, 2% canu-
uunosas mMasb). B nepuon nybepraTa KOXHbIN npoLecc
cTan perpeccupoBatb, NOCMe NepBbiX POAOB OTMeTUNA
yXygOLweHue KMMHUYECKOM CUMNTOMAaTUKK, Nocne BTOPbIX
pOLoOB — 3HaYUTENbHOE yny4lieHne. HacneacTBEHHbIN
aHaMHe3 He OTArOLLEeH.

O6beKTMBHO: 06LLee COCTOSHME YAOBNETBOPUTENb-
Hoe. KOXHble MOKPOBbI BHE 04aroB MopaxeHus cyxue,

Ha6bnogeHve ns npaktmkn 4 75

(PM3MOSIOrNYECKOM OKpaCKM, 3N1aCTUYHOCTb U Typrop
coxpaHeHsbl. [NpuaaTkm KoXn He nameHeHbl. MNMopaxe-
HME KOXW MpPencTaBNeHO YMEPEHHO BbIPAXEHHbIM,
OrpaHNYeHHbIM TMMEPKEPaATO30M C NErKUM LUenyLle-
HMeM B 061acTU NOKTEN, KONEHHbIX Yalleyek, rofieHo-
CTOMHbIX cycTaBoB (puc. 3). B o6nactn cockoB, MONoY-
HbIX XEenes rmnepkeparos, NUrMmeHTauns TeEMHO-KOpUY-
HEBOro LBeTa.

B 06LeKNMHNYECKNX UCCeaoBaHnsX BCce nokasaTenm
B npegenax or3nosiormiyeckon Hopmsi.

MaumenT C., 7 net (CbiH), OT NepBO 6epeEMEHHOCTH,
CO croB MaTepu, 60MeH ¢ 5 Mec. XM3HK, Korga nosismnach
apuTemMa Ha crubaTenbHbIX MOBEPXHOCTAX JIOKTEBbIX,
ly4e3ansiCTHbIX, KOJIEHHbIX, FONIEHOCTOMHbLIX CYyCTaBOB,
3a[iHEW N BOKOBBIX MOBEPXHOCTSAX LLEWN, B MOAMbILLEYHbIX
obnacrtax. 3atemM B o4arax nopaKeHus nosiBMIOCh LUeny-
LIeHMe, a MO3)Xe HACIIOEHNE POroBbIX YELLYEK YepPHO-KO-
pu4HeBOro ugeta. Pe6eHoK Ha y4eTe y gepmaronora He
COCTOS, NIeYeHNe He nony4ar.

O6bLEKTUBHO: 06LLee COCTOSHME YOOBNETBOPUTENb-
Hoe. Masnb4mK HeobLUMTENEH, NOX0 BCTYNaeT B KOHTaKT.
Mpu unsukanbsHOM MCCNefoBaHUM BHYTPEHHUX OpraHoB
naTonorun He BbIABNEHO. JIOKanbHbIA CTaTyC: KOXHble
NMOKPOBbI BHE O4aroB MOpaXeHus Cyxme, CEeporo LBeTa,
3M1aCTUYHOCTb M Typrop coxpaHeHbl. Bonockl n HOrTK He
n3MeHeHsbl. [NopaxeHne KoXu NpeacTaBneHo o4aramm rv-
nepkeparo3a C HaCIOEHNAMU YeLLYeK YepHO-KOPUYHEBO-
ro UBeTa, BbICTYMaOLWMMN B BUAE LUMMOB Hag NOBEPXHO-
CTbIO KOXW Ha 2—3 MM. [poLiecc HOCUT 04aroBbIv Xapak-
Tep, nokanuayeTcs B 0651acTu NTOKTEBbIX, Ny4e3ansiCTHbIX,
KOJEHHBIX, FOIEHOCTOMHbIX CYCTaBOB (CrMbaTenbHbIX U
pasrubarenibHbIX MOBEPXHOCTEN), B NOAMbILLEYHbIX 06na-

Puc. 3. Wrnncteid nxtnos y naunentkn M., 35 ner.
Ctonkas pemuccus 6onee 10 net B BUae OrpaHuyeH-
HOr0 Cepo-4epHOro runepkepaTosa JIOKTEBbIX Pasru-
GaTenbHbIX MOBEPXHOCTEA
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CTHX, B MEXbArOAMYHOM CKNagKe, Ha TbiNbHOW NMOBEPXHO-
CTU KnCTen n cton (puc. 4). Koxa nagoHen 1 NogoLLB He
nopaxeHa.

B 06LLEKNNHNYECKNX UCCNEAOoBaHNSX BCe NokKasaTenm
B npegenax p1snonorn4eckon Hopmsil.

MauuwenTka 0., 4 roga (8o4b), OT 4eTBEPTON 6EpPEMEH-
HoCTU 1 BTOpbIX pofos. Co cnos martepu, 60sbHa ¢ 3 Mec.

a

XXUW3HW, KOrAa NosiBunach apuTeMa Ha Bcex cruéaresibHbIX
MOBEPXHOCTSAX CYCTABOB (JIOKTEBbIX, Ny4e3ansiCTHbIX, KO-
NeHHbIX, FONEeHOCTOMHbIX), @ TaKXe Ha KoXe LUeu, B Noj-
MbILLIEYHBIX SIMKaX, Ha TblIbHbIX MOBEPXHOCTAX KUCTEW.
Mo3xe B oyarax MopaxeHUs MOSIBUNOCH LUENyLIeHWe,
a 3aTeM — HacoeHvie poroBbix Macc. Mpouecc y foyepw
MpoTeKas aHasorMyHo 3a60SIEBaHMIO Y MaTepu, CO CIIOB

6

Puc. 4. MaumeHt C., 7 net (cbiH). UrNUCTbIA UXTMO3 C pacnpoCTPaHEHHbIMU 04aroBbIMM MMNEPKePaTOTUYECKUMM
HACNOEHUAMUN Ha KOXKE NMOAMbILLEYHbIX 0611aCTeid, ThINbHOW NOBEPXHOCTM KMCTEIA 1 CTON, CrinbateNbHbIX (a) 1 pas-
rnéateNibHblX NOBEPXHOCTEN JTIOKTEBbIX, JIy4e3ansaCTHbIX, KOIEHHbIX, FONIEHOCTONHbIX CYCTaBOB, B MEXbAroAu4HON

cknagke (6)

BecTHuk aepmMmartonorun n seHeposiormm



nocnegHen. K gepmartonory Takxe He o6palianuce, ca-
MOCTOSITENIbHO HE NIeYNUC.

O6bekTnBHO: 06Llee COCTOsSIHWE yAOBNETBOpUTESb-
Hoe. [leBoyka akTuBHas, obwmtensHas. Mpu dunsnkans-
HOM MCCIefoBaHNM BHYTPEHHUX OPraHoB MaTofiorMn He
BbIiIBIEHO. JIOKanbHbIA CTaTyC: KOXHblE MOKPOBbI BHE
04aroB MOpPaXKeHUs Cyxue, Ceporo LBeTa, 31acTUYHOCTb
N Typrop coxpaHeHbl. [puaaTkn KOXKW: BOIOCkI U HOITW
He M3MeHeHbI. [TopaxeHne KOXu NpeacTaBrieHo Bbipa-
XEHHbIM 04aroBbIM rMNEPKepaTo30M C HeLlyinkamu yep-
HO-KOPWMYHEBOrO LiBETA, UMEIOLLMMUN BUA, BbICTYNAIOLLMX,
BereTmpyoLmx wnnoBs. Npouecc nokanu3osaH B 06n1actu

a

Ha6bniopeHve na npaktmukn 4 77

NOKTEBbIX, Ny4e3ansiCTHbIX, Ta306€4PEHHbIX, KOMEHHbIX,
rOJNIEHOCTOMHbIX CYCTaBOB, Ha LUee, COCKax, 6OKOBbIX MO-
BEPXHOCTAX XMNBOTA, B MOAMbILLEYHbIX 061aCTAX, B MEXb-
AroAMYHOM M NaxoBbIX CKNagkax, Ha Arogvuax, TblflbHOM
NMOBEPXHOCTM KUCTEW U CTON. Ha nepegHert NOBEPXHOCTU
rofieHeln poroBble HACMOEHUSI HOCAT NIMHENHbIN XapakTep
(puc. 5, 6). Koxa nagoHen 1 nofgoLwe 6e3 BbICbINaHWN.

B 06LLEeKNMHMYECKUX nCcneaoBaHnsaX Bce nokasarenm
B npegenax oranosniormn4eckon HopMmbl.

CeMbsa 6bl1a NPOKOHCYbTMPOBaHA BPA4YOM-TeHeTU-
KOM: peHOTUN — y AeTei C POXAEHUS KOXHble n3Me-
HeHWA xapakTepHbl ANs UIMUCTOro UXTNO3a, MPOCNeXK-

]

Puc. 5. Maumnentka ., 4 roga (aoyb). rnucTbiin nXTmos, pacnpocTpaHeHHbIe BbIChINaHUS, UMEtOLLMe BIUA BbICTYNAK-
LLMX LLUMMOB, HA KOXE LLIEW, NaxoBbIX CKNAMOK, Nynka, NOAMbILLEYHbIX IMOK, NepeHen NOBePXHOCTM roneHelt 1 6eaep,
TbIIbHON NOBEPXHOCTW KUCTEIA 1 CTON, CrubaTenbHOi (a) U pasrinbaTenbHOi NOBEPXHOCTU NOKTEBbIX, JTy4e3ansiCTHbIX,
rONEHOCTOMNHBIX CYCTaBOB, B 0611aCTV AroauL, (6) C BbIPaXXEHHbIM 04aroBbIM rMNepKepaTo3oM YepHO-KOPUYHEBOTO LIBETA
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a

6

Puc. 6. lposBneHns UrnncToro UXTno3a Ha Tbie CTon (a) ¥ NafoHen (6) y naumeHTku [.: BbIpaXXeHHbIe poroBsble

HACNOEHMSA C Ur0ONbYATON NMOBEPXHOCTHIO

BaeTCsi ayTOCOMHO-AOMMHAHTHBIN TUM HacnefoBaHus,
y martepu mytaums de novo — peHoTUnnHeckmne nposis-
NEHNs UIrMUCTOro UXTMO3a, XapakTepuayloLlerocs 6na-
ronpuaTHOE TeYeHne C ANUTeNbHbIM NePUOLOM CTOMKOMN
pemuccumn. 3aknioveHne: y4nTbiBas TN HacnegoBaHus
N Xapaktep UXTUO3NMOPMHbIX MOPaXEHUN KOXMW, Mo-
CTaBfleH AMarHo3: UrAnCTbIR MXTNO3 (MyTaumsa de novo)
y Matepu; UrnCTbI UXTUO3, ayTOCOMHO-AOMWHAHTHas
dopma y geten (puc. 7). BeposTHOCTb passBuTus re-
Hogepmarosa y notomctea — 50%, npuvyem oba nona
B PaBHOM CTENeHN NOABEPXEHbI PUCKY BO3HUKHOBEHMS
[aHHoro 3aboneBaHus.

Ha doHe neveHusa (2% canuumnosas Masb, KpeM
C MOYEBWHOW, [EeTCKWNIA KPeM C peTuHoma auetaToM nog

O

310poBble
‘ BonbHble NXTNO30M

Puc. 7. PogocnoBHas cembu

BecTHuk aepmMmartonorun n seHeposiormm

noBA3Ky, aesuT no 1 kancyne 3 pasa B AieHb, MUKCTypa
MaBnoBa no 1 yariHoM Noxke 3 pasa B AeHb (ManbyuKy),
o6LLMe BaHHbI C OIMBKOBOW COMbi0) OTMeYanach Monoxu-
TenbHasa AMHaMMKa NaTosiorM4eckoro KOXHOro npotecca
B BMAE PasMAr4eHnst 04aroB kepaToTUHECKMX HACIOEHWIA,
YacTb U3 HMX YacTUYHO OTWenyLmnnace. bonee BbipaxeH-
HbI pe3ynbTaTt Obla NONy4YeH y Manbymka (puc. 8), y ge-
BOYKWM HACTUYHO COXPaHANMNCh YeLUyMKN TeMHOro LBeTa
B 0611acTu Tbia Kucten u cton (puc. 9).

Taknm 06pa3oM, AuarHo3 CEMeNHOro cryyas uriu-
CTOro UXTo3a 6blN1 YCTAaHOBNEH HA OCHOBAaHWK:

1) BaHHbIX aHaMHe3a: y BCEX YNEHOB CEMbW Oe6t0T 3a-
60n1eBaHNs C paHHero AeTCKOro Bo3pacTa; XxapakrepHas
KNIMHWYeCcKas KapTuMHa C pacrnpoCTPaHEHHbIMU O4aroBbl-

O JKeHuwmHa

Myx4nHa



Puc. 8. CocTosiHMe KOXHOro npouecca y nauueHTa G.,
7 net (cM. puc. 4), nocne reveHns: runepnurmeHTa-

Ha6bniopeHve na npaktmkn 4 79

Puc. 9. Maumnentka [., 4 roga (cm. puc. 5). Hactumu-
HOE OTTOPXKEHE POrOBbIX HACIIOBHWIA HA KOXE KNCTel
Ha (POHe neyeHmns

MW NanunnoMaTo3HO-BEPPYKO3HLIMWN HACIIOEHUAMU POro-
BbIX Macc 4YepHO-KOPUYHEBOrO LBETA, C BbICTYNaLWLUMK
UronbyaTbiMM YeLlyikaMun Ha NoBepxHOCTH, 6e3 nopaxe-
HUA KOXM Nnua, najoHen 1 NoaoLLBs;

2) reHeTU4ecKoro 3akm4eHns 06 UrMMCTOM UXTUO-
3e C ayTOCOMHO-AOMMWHAHTHOM (POPMOW HacnefoBaHus
Yy pas3HononbIX geTen.

[aHHbIn cnyvYain ceMenHon hOopMbl UFNIUCTOrO UX-
TMO3a NPeAcTaBnseT KIMHUYECKUA MHTepecC Kak pedko
BCTpevawLlasaca popma UXTmo3mdopMHOro gepmarosa
Yy 4neHoB ofgHon cembu. CregyeT OTMETUTb, YTO B [aH-
HOM crly4ae HeobpallieHe MaTepu ¢ AeTbMU K AepmaTto-
NOTY W He3HaHWe JaHHOW NaTonorum negmaTpom npuBeeno
K TS>KeNoMy NPOSIBIIEHUIO UIMINCTOrO UXTNO3a.

Takum o6pasom, fepmartonory Heo6xoanMmo NOMHUTb
M 3HaTb O peakux dhopmax HacnedcTBeHHbIX 3abonesa-
HUI KOXW. OTO NO3BONUT CBOEBPEMEHHO BbISBAATH TAKUX
60SIbHbIX W HANPaBAATb UX HA MEAMKO-TEHETUHECKYIO KOH-
CyNnbTauuIo, YTO MOXET CHU3UTb PUCK Pa3BUTUS NaTONo-

Luma B MecTax runepkeparosa

r'Mn B nocnenyrownx nokoneHnax. |
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