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The authors describe a case of a relatively rare form of dermatosis — lamellar ichthyosis being an autosomal recessive disease —
in a female patient aged 22. The population frequency of lamellar ichthyosis is from 1:200 000 to 1:300 000 newborns. The au-
thors summarized data about the clinical picture and described problems with treatment of the disease.
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HaciiencTBeHHBIE UXTHO3bI — 6OJbIIAsA rpyIia re-
HEeTUYEeCKU JAeTepPMUHHPOBAHHBIX 3a00JIeBAHUN KO-
$KH, XapaKTepU3YIOIINXCA reHepaIn30BaHHBIM Hapy-
IIEeHHEM OpOTrOBeHMs ¢ 06pa3oBaHHUEM ILUIOTHO IIPHUKpPe-
IJIEHHBIX YelIyeK U CyXOCTbIO BCETO KOKHOTO IIOKPO-
Ba. B HacTosIee BpeMs 6sarogaps UCIOJIb30BaHUIO Ie-
HETHYECKUX MEeTOJI0B HCCIeJOBAHUA BBIZEJICHO Goee
50 HO30JIOTUYECKUX (POPM U Pa3HOBUIHOCTEN HUXTHUO-
3a C Pa3IUYIHBIMU TUIIAMH HACJIEIOBAHUSA: Ay TOCOMHO-
JIOMIHAHTHBIN, ayTOCOMHO-PEIIECCUBHBIA WIH CIie-
IUIEHHBIN ¢ X-XpoMocoMoi [1—3].

ITpu Bcex popmax UXTHO3a U3MEHAIOTCS IIPOIEeCChI
OPOT'OBEHUSA SIMUAEPMHUCA, UYTO 00yCIOBIEHO MyTaIU-
AMU 1160 HapyIIeHUeM dKCIPEeCCUU IT'eHOB, KOOUPYIO-
IIYUX pasjInyHble TUIIBI KepaTUHAa. B maToreHeae ByJIb-
rapHOro UXTHO03a BBIABJIEHBI MyTanuu B reHe FLG, ko-
JUpyonieM 6eIok priutarpuH, HeOOXOAUMBIHN JUIS CUH-
Te3a 3peJsioro kepatuHa. I[Ipu X-crieluieHHOM UXTHO3€e
OCHOBHBIM T'€HETHUYECKUM Jie(PEKTOM fABJAETCA Aedu-
nuT apwicyibdaTassl C u cTeposcynbdarassl B pas-
JIMYHBIX TUIAX KJIETOK, B TOM 4ucie B pubpobiracrax
¥ JIEUKOIIUTax. B cilydae JaMe/UIspHOTro NXTHO3a o6HAa-
Py:KeHa MyTarus reHa, KoJUpyooniero pepMeHT TpaHC-
raoytamuHasy (TGM1) kepaTuHOIUTOB (JI0KyC 14q11.2),
YTO OPUBOAUT K Ae(EKTy CTPYKTYPHI POTOBOTO CJIOS
¥ HapylLIEHUIO €ro JeCKkBaMaluu [2—7].
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OTaenbHOro BHUMAaHMA 3aCIyKHUBAET AepMaTo3
U3 T'PYNIIBI BPOKIAEHHOTIO UXTHO03a — JaMeJIAPHBIN
(rutacTUHYATEHIN) UXTHUO3.

JlaMeJInApHBIA UXTHO3 — BPOKACHHBIN HeOyJI-
JIe3HBIM MXTHO3, HacJeIyeMblll IpenMylIeCTBEHHO
110 ayTOCOMHO-PELIECCUBHOMY THUILy, I KOTOPOTO Xa-
PakTepHBI 3pUTPOAECPMHUS, IIJTACTUHYATHINA THIIEPKepa-
TO3, 3KTpomnuoH [1, 5, 6, 11, 15].

BriepBrle naHHas ¢popMa MXTHO3a ObLIA ONMHCaHA
E. CemurmanHoM B 1841 r. Kak «3uaepMaibHaAd J€e-
CKBaMalysd HOBOPOMKAEHHBIX» [3].

JlaMeJUIApHBIN NXTH03 OTHOCUTCS K OJHOMY U3 HaU-
6oJ1ee TSKEO IIPOTEKAIIINX HACIeCTBEHHBIX 3a60J1e-
BaHUM KOKU U HEpPeJKOo ABJIAeTCS MPUYNHOM JeTalb-
HBIX MCXO/IOB B IIEPUOJT HOBOPOKAEHHOCTH U MHBAJIU/ -
HOCTH c aeTcTBa [3, 5—7, 10].

Hacnenyerca 1aMes/UIIpHBIA UXTHO3 110 ayTOCOMHO-
pelecCUBHOMY THUILY, HO OIIMICAHBI CJIyYan ¢ ayTOCOMHO-
JOMHUHAHTHBIM HacjiegoBaHueM. [lomyianuoHHasa ya-
crota coctasadgeT 1 Ha 200—300 TbIC. HOBOPOKIECH-
HBIX. 3a60leBaHuEe BCTPEUYAETCA CPEN PA3HBIX 3THU-
YeCKHUX IPyHII HAaceJIeHUs, Jallle 3Ta aToJiorud o6Ha-
PY:KHBaeTCA B CEMbBSX C OJIU3KOPOACTBEHHBIMU OpaKa-
mu [3, 5, 10].

B maroreHese JaMeJUIIPHOTO MXTHO3a mIpeobia-
JaOT HEJOCTATOYHOCTh hepMeHTa TPaHCIIyTaMUHA-
3Bl U NpoaudepaTUBHBIA IMIepKepaTo3 (MHTEHCHUB-
HBI CHHTE3 KepaTHHAa B pe3y/IbTaTe Pe3KOoro MOBBIIIIe-
HUA QYHKIMOHAIBHON aKTUBHOCTU KJIETOK SIIHIePMHU-
ca) [56—8, 11].
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3aboJsieBaHNE TPOABIAETCA IPU POKAECHUN peGeH-
Ka KapTHUHOM «KOJJIOMJHOro mjoja». PoroBoi cioi,
OpeACcTaBIeHHBI TOHKON KeCTKOM GiecTAlned IIeH-
KO KEJITO-KOPUYHEBOTO IIBETA, IPY ABMKEHUAX HO-
BOPOKJIEHHOI0O HAYMHAET PACTPECKUBATHCA U B Tede-
HUE HECKOJIbKUX HeJle/Ib OTIIeIyIIINBaeTCA KPYITHBIMU
TOHKMMHM IUIACTUHKAaMU, I10J] KOTOPBIMU O0HapyKUBa-
eTcsl TUIepeMHpPOBaHHAsA U OTeYHasd Koxka. B nmepBble
rojpl II0CjIe OTTOPIKEHU INIEHKYU apuTeMa ObIBaeT Ap-
KOH, pacipocTpaHeHHOHN. C BO3pacToOM 3pUTPOJAEPMUI
perpeccupyeT, a TUIlepKepaTo3 ycuiausaeTcsa. B mo-
cJIeiyIoIIeM IIPUCOEeINHAETCSA MIeIyIIeHue KPYITHBIMU
IJIOTHBIMU IIOJIMTOHAJIBHBIMU YEIyHKaMU U ILIACTH-
HaMM CE€pOBaTO-KOPUYHEBOTO I[BETA, IJIOTHO IIPUKPe-
IUIEHHBIMHY B IIEHTPE U OTCJIAUBAIOIIIMUCH 110 KpasM.
Ha JIOKTAX, KOJIEHAX, B 00JIACTU JIy4e3allsICTHBIX CyCTa-
BOB KO:Ka yToJIIeHa, oTMedaeTcsa anudy3HbIi runep-
KepaTo3. XapaKTepHBIM IIPU3HAKOM 3a00JIeBaHUSA fB-
JIIETCS «BOJHUCTOCTh CIUHBD B BHJE IIOIIEPEYHO pac-
MIOJIOMKEHHBIX CKJIAJIOK KOKU. Ha JIaloHAX 1 moJoIBax
pasBuBaeTcsa KepaToAepMHua. JYacTo oTMedaroTcs BbI-
BOPOT BEK (9KTPOIIMOH) 1 AedopMalliU YIIHBIX PaKO-
BUH. Koxa BoJIOCHCTOM YacTU TOJIOBBI IIOKPBITA POTo-
BBIMH YellylKkamMu, GopMUpyeTCcA KpaeBas ajJoIlerus.
Bo3MOKHO UCTOHYEHME U IIOpeeHre Bojoc. OTMeda-
€TCA YCWIEHHBIN POCT HOT'TeH, IOJHOITeBOU T'UIlepKe-
paTo3. Ciusuctble 060JI0YKY, KAaK MIPABUIIO, HE Iopa-
#eHnl [3—5, 8,9, 11, 14].

T'ucrosiornyeckre N3MEHEHUsS KOKU XapaKTepH-
3yI0TCA NpoaudepaTUBHBIM I'HIIePKEPATO30M, 04aro-
BBIM IIapaKepaTo30M, POTOBBIMU IPOGKAMH B YCThAX
BOJIOCAAHBIX (DOJIIUKYJIOB, YMEPEHHBIM aKaHTO30M, I10-
BBIIIIEHHOH MUTOTHUUYECKON aKTUBHOCTBIO B 623/ IbHOM
U IIIUIIOBATOM CJIOSIX, YTOJIIIIEHUEM «IIEPEXOTHOM 30HBI
MEXKIy 3€epHUCTBIM U POTrOBBIM cJioeM [3, 6, 7, 11, 12].

JuddepeHMaIBHYI0 JUATHOCTUKY JIAMEJIJISIPHOTO
HUXTHO03a IIPEk/ie BCEro He0OX0AMMO IIPOBOJUTE C JIpY-
TUMU UXTUO3N(OPMHBIMU I'€HOIEPMaTO3aMH, COIIPO-
BOK/JAIIUMUCA 3PUTPOJEepMHUEN: HeOyIe3HbIMU
BPOKJACHHBIMH 3PUTPOJAEPMHUAMHU, JeCKBAMAaTHUBHON
apurpoaepmueii JleiitHepa — Myccy, spUTpoaepMUude-
cknMu ¢popMaMu Iicopruasa, cuHapoMoM HereproHa u
ap. [2, 3].

Hawn6ospliyro TPyZHOCTh HA CETONHANIHUN JeHb
npesictaBasgeT uddepeHIaIbHasa JUarHOCTUKA JIaMeJT-
JIAPHOTO HUXTHO3a C HeOy/UIe3HON BPOMKAEHHON HMXTHO-
3udopMHOI spuTpoaepMueii. 3aboaeBaHue IIPOSABIAET-
Cfl C POMKJIEHUS, OCHOBHOM IPHU3HAK — 3PUTPOJEPMHUS.
B nanbHeibmeM ¢gopMupyeTcs OOIBHOE IIeIyIIeHre
KOYKHOTO ITOKPOBa MEJIKUMHU CepeOpUCTHIMU YeTyHKaMU
(mpu TaMeJUIPHOM MXTHO3€ YelIyHKU 6osiee TOJICThIE U
TeMHbIe). OTMeuaeTcs pa3peskeHye BOJIOC Ha ToIoBe (Ipu
JIaMeJUIAPHOM UXTHO3€ BO3MOKHBI aHOMAJINH BOJIOCSHO-
IO CTEPIKHSA). DKTPOIIMOH PAa3BUBAETCA PEAKO (IpH Jia-
MEJUIIPHOM HXTHO03€ SKTPOIVOH BBIPAMKEHHBIH, YIITHbIE
paxoBUHBI AepopMUpOBaHbI). ['HCTOIOrMYeCKU BbIABIIA-
IOT TUIIEPKEPATO3, OYaroBblil IapakepaTo3 (Ipu JiaMes-
JIAPHOM HXTHO3€ TaKKe BbIABJIAETCA rpaHyJies), 61oxu-

MHYECKH OOHAPYKUBAIOT YBEJIMYEHNE COAEPKAHUSA He-
HACBIIIEHHBIX YIVIEBOJAOPOOB, OTINYAIOUINXCSA T'UJIPO-
(OGHOCTBIO ¥ BO3MOKHOCTBIO BJIUATH HA MUTOTHYECKYIO
AKTHUBHOCTb KJIETOK 3MUiepMIca (IIpH JaMeJUIIPHOM HX-
THO03€ — YBEJIMYEHUE YPOBHSA CTEPOJIA U JKUPHBIX KUCJIOT
B POroBBIX Uellyikax) [3, 5, 11].

B craHmapTax U KJIMHUYECKUX PEKOMEHIAIUAX 10
JepMaTOBEHEPOJIOTNY OCHOBHBIMU IIperiapaTaMy JJIs
JIEYeHUS] UXTHUO30B SABJIAIOTCA apoOMaTUYeCKUe PEeTH-
HOUJBI (anuTpeTHH) U BUTaMuH A [13]. HoBoposxaeH-
HBIM Ha3HavaeTcd alfUTPeTUH (HeoTurasoH) mo 0,5—
0,8 mr/kr B cyTKM B TedeHue 1 Hex., 3aTeM 110 0,4 Mr/Kr
B CYTKHU JI0 IOCTHKEHUS KINHIYeCKoro addeKTa, faiee
o 0,2 Mr/Kr B CyTKU B TedeHHe 1—3 Mec., ¢ ToCcTeneH-
HOI oTMeHoU. HauanbHadg A03a auuTpeTHHA IS B3pOC-
abix cocraBasger 0,3—0,5 Mr/Kr B CyTKH B TeUeHUE
4 uex. Ilpu HefoCcTAaTOUYHOU 3(PPEKTUBHOCTHU 103a MO-
sKeT ObITh yBeaudeHa 1o 0,7 Mr/Kr B CyTKH, C IOCTIETy-
IOIIMM IIOCTEIIEHHBIM CHMM¥KEeHHeM. PeTHHoOJIa TaJIbBMU-
TaT IPUMEHAIOT BHYTPb B fo3e 300 000—600 000 ME
B CyTKH 1 B3POCJIBIX, )1 JleTed — 13 pacdera 5000—
10 000 ME Ha 1 Kr Macchl TeJIa B CyTK! B T€4EHUE 4 HE.
C IOCJIEAYIONTHM CHI:KEHHEM J03bl. [1epBEIil Kypc jede-
HUSA CUCTEMHBIMHU PETUHOWIAMHY IIPOAOJIKAETCA HE Me-
Hee 6—7 HeJ., HIOBTOPHBIN Kypc Ha3Ha4vaeTcsa 4Yepe3
3—4 Mmec. [lo Hayasa U B IIepHUOJ IPUMEHEHU, a TaK-
JKe B TeUYeHUe 3 Mec. II0c/Ie OTMEHBI allUTPeTHHA CIey-
€T KOHTPOJINPOBaTh YPOBEHb TPUIJIUIIEPUIOB, KpeaTU-
HUHA, KaJIbIIUs, aKTUBHOCTh aMHUHOTpaHcdepas B ChI-
BOPOTKE KPOBHU. Y JieTel OIleHUBAIOT IIOKa3aTe/In Po-
CTa, pa3BUTUA KOCTHO-MBIIIIEYHOH cucTeMbl. HasHaya-
IOT JIEKapCTBEHHBIE IIpenapaThl, HOPMaJIU3YIOIIe JIU-
OUAHBIN 0OMeH (JIMmoeBas KUCJIOTa WIN JIMIaMUJT, Me-
TUOHMH), GepMeHTHI (TaHKpeaTHuH), Buramussl (E, PP,
B,)[1.3,7,11,13].

PexomeHgoBaHBI (pU3NOTEpaNIEeBTUYECKHUE METO-
OBl JeYeHUd: NpoBeaeHHe obmiell poToxuMuoTepa-
nuu (ITYBA) 4 pasa B Hegemno, KypcoM 15—20 mpore-
ayp. apdexTrBHA KOMOMHaAIUA anuTpeTuHa ¢ [TYBA-
Tepanueil (Pe-ITYBA) [13].

BanpHeoTepanus:

1) cynbduaueie BaHHEI (0,1—0,4 r/71), Temmeparypa
36—37 °C, puTeabHOCTh Hporeaypbl 8—12 MuH., ye-
pe3 AeHb, Ha Kypc 12—14 BaHH;

2) xyopuAHO-HaTpueBble BaHHBI (10 r/x), Temme-
parypa 35—37 °C, AIuTeIbHOCTh Iponeaypsl 10—
20 MHH. C IOCJIEAYIOIINM BTUPAHUEM B KoKy 10% coJte-
BOTO KpeMa Ha JIaHOJIMHE;

3) mesiouyHBIE BaHHBI, TeMIlepatypa 36—38 °C,
WU KpaxMasibHbIe (1—2 cTakaHa Kpaxmasia Ha BAaHHY),
€ 0TBApoOM poMalllky, TeMneparypa 36—37 °C, nmpogosn-
$KUTEIBbHOCTDb 15—20 muH. [11, 13].

BaskHadA poJsib B JIeYEHUN UXTUO30B IIPUHAJIEIKUAT
PeryiIsapHOMY yXOAy 3a KOKel ¢ IpUMeHeHHUeM yBIIamkK-
HAOIINX U KEPATOJIUTHIECKUX CPEJICTB, COAEPIKAIIINX
2,0—10,0% moueBuny, 2,0—5,0% caJuIIUIOBYIO KHC-
aoty, 1,0—5,0% MmomnounHyio kuciaoty, 5,0—10,0% rau-
KOJIEBYIO KMCI0TY. ddPerTuBHBI Ma3u ¢ 0,5% peTuHO-



Jla NAJIbBMUTATOM, UX Ha3HA4aloT BO BpEMs CUCTEMHOM
Tepanuyu peTUHOMJAMHU U B IEPpEPhIBAX MEIY KypCcaMU
sneuenud [3, 11, 13].

ITporuos A1 KIMHUYECKOro BbI3I0POBJIEHNA HebIa-
TOIIPUATHBINA, C BO3PACTOM COCTOSHUE GOJIBHOTO, KaK
IpaBUWIIO, He yiy4lllaeTcd, 3a6ojieBaHNe IEPCUCTUPYET
B Te€UeHMeE BCEeH KU3HU U XapaKTepU3yeTcA Pe3UCTEHT-
HOCTBIO K Tepanuu 2, 3, 5, 11].

[MTpuBoauM Hallle HaGIIO[eHNEe JTaMeUIAPHOTO UX-
THO3a.

Bosnpraa H., 22 roaa, urensHuna ExkaTepuHOyp-
ra, cryaeHTka, nasanuz Il rpynmsl, mocTynuia B OTAe-
JIeHHE€ XPOHUYECKHUX aepMaTo3oB OI'Y «YpHHUNABul»
05.02.2010.

ITpu nocTyIUIEHUHU IpeAbABIIAIA KATOObI HA BbIpA-
$KEHHYIO CyXOCTb, YyBCTBO CTATUBAHUA KOMXKHU, IIIEJIyIIIe-
HHE€ KpPYIIHBIMU 4YellyHKaMu, 3yJ, yYMEPEHHOM MHTEH-
CHBHOCTH, YCUINBAIOILIUICH K Be4depy.

V3 anamMHe3a 3a6oneBaHUdA: 60J€eT C POXKIAEHUA,
KOI/la Ha IIEPBOM HeJlesle s KU3HU, Ha (pOHE TUIIEPEMUPO-
BaHHOM OTeYHOH KOKU NoABUI0Ch AP Py3HOE KPYITHO-
IUIacTUHYaTOe LIedyIieHue. ITpu poxaeHnn 6611 ycTa-
HOBJIEH AMArHO3 JaMeaapHbIiA nxTro3. Haxoaunace
Ha JYCIIAHCEPHOM y4YeTe y IepMaToJIora I10 MECTY HU-
TeabcTBa. C 1998 r. mo HacTodAlee BpeMa HabIogaeT-
ca B kimHUKe YpHUMUIBul ¢ aparHo3oM jJaMesuisap-
HBIA UXTHO3, TAMXKeJI0e TeueHrne. HeoqHOKpaTHO Mpo-
BOAWJINCH KypChbl CUCTEMHOM T€paluy HEOTUTA30HOM
(10—25 Mr B cyTKM), Ha3HAYAIUCH JUIIOTPOIIHBIE, Me-
Tabonuyeckne npemnapartel. Hapy:*HO NpUMEHSINCH
KepaToJIUTUYECKHUE, cMArdamplinue Masu. B 2006 r.
60BHOM 6BLT IIpoBeieH Kypce Pe-ITYBA-Tepamnuu (HEOT-
urasoH 25 MT' B CyTKU B TeUYeHHUe 1 Mec.) ¢ HEITPOJOIKU-
TeJIbHBIM IIOJIOKUATEIbHBIM 3D OEKTOM.

ITpu c6ope ceMelfHOro aHaMHe3a He yAaJIoch ycTa-
HOBUTB HaJIM4Me UXTUO3U(OPMHBIX ITPOABIEHUIN Y POJI-
CTBEHHUKOB ITAaIMEHTKU B YEThIPEX IOKOJIEHUAX. B a-
JeproaHamMHe3€ OTMEYaeTCA PEAKINs 110 TUILy KpalliB-
HULIBI HA aCKOPOHUHOBYIO KUCIOTY (4,0% — 5,0 M BHy-
TpUMBILIEYHO) U peaMbepuH (1,5% — 400,0 mia BHY-
TPUBEHHO).

IIpu 06 BEKTUBHOM OCMOTPE COCTOSIHUE YIOBJIETBO-
pUTEIBbHOE, CO3HAHUE CHOE, II0JIOMKEHUE AaKTHUBHOE.
Temmniepartypa Tena 36,6 °C. Buaumble CIM3UCTHIE YM-
cthle. JIumdaTrdecKkue ysibl He yBeludeHsl. [Ipu uc-
cJIeJOBAaHUU KOCTHO-MBIIIEYHOM CHUCTEMBI OIIPEJEIIA-
eTcsl 60KOBO€ MCKPHUBJIEHHE IT03BOHOYHUKA B T'PYA-
HOM OT/ieJIe, IIJIEYEBbIE CyCTaBbl ACUMMETPUYHEBI. AK-
THUBHBIE, [IACCUBHBIE JBUKEHUSA B CycTaBax B IIOJTHOM
obbeMe. [[pIXxaHIE BE3UKYJIAPHOE, XPUIIOB HEeT. YacTo-
Ta JbIXaTeIbHbIX ABM:KEeHUM 18 B MuHyTYy. TOHBI cep/-
Ija sICHbIE, PUTM IIPAaBUJIBHBIN. ApTepuajabHOe AaBJle-
Hue 110/70 MM pT. cT. J{UBOT nIpaBUIBHOU (HOPMEI,
CHMMETPUYHBIM, y4acTBYeT B JbIXaHUU, MATKUM, 6€3-
6ose3HEeHHBIN Npy Nnanbnanuu. [leyeHs najabIImpyeT-
cd 10 Kparo IIpaBoii pebepHOM ayru. [ly3bpIpHBIE CUM-
ITOMBI OTpULiaTeabHble. CuMmirToM IlacTepHanKoro or-
puLaTebHbI. Bole3HeHHOCTH IPU Nalblaniy Mo4de-

HABJIIOAEHUE W3 IMPAKTHUKUA

TOYHHKOBBIX TOUEK HeT. PU3nosoruyeckue oTIpaniie-
HUSA B HOPME.

Status localis: KOMXKHBIA ITpOIeCC HOCUT YHHUBEP-
canpHBIM xapakTep. Ha ¢oHe runepeMmpoBaHHOH,
YMEPEHHO MH(PUIBTPUPOBAHHON, CyXOi KOMKU OTMe-
JaeTcs KPYNHOIUIACTUHYATOE IIeNIylIeHUe IJIOTHBI-
MH KEJITO-KOPUYHEBBIMH YelIyHKaM{ AWaMeTpPOM
1—1,5 cM, pacnoJyiararomMHucsa BEPTUKAIBHBIMU P-
JaMU, IUIOTHO IIPUKPEIUVIEHHBIMU B IIEHTPE U CJIerKa
npunogHUMammuMuca no nepudepuu. Koxa cruba-
TeJIbHBIX TOBEPXHOCTEN BEPXHUX U HUKHUX KOHEYHO-
CTeM, ey TUIIepeMUPOBaHa C MHOMKECTBEHHBIMU 9KC-
kopuanuaMu (puc. 1—4). B o61acTH KOJIE€HHBIX, Iojie-
HOCTOITHBIX U JIOKTEBBIX CyCTaBOB KOXKa yTOJIIEeHA, JIU-
XeHU(UIMpoBaHa, C INIOTHBIMHU THIEpPKepaTOTHYe-
CKUMH HacyioeHusamH (puc. 1, 4, 5). Habmrogaercs BbI-
paskeHHasd J1aJ0OHHO-IIO[0IIIBEHHAA KEPATOAEepPMUs, THU-
NepJIMHEAPHOCTh (pUC. 6). YIIIHbIE PAKOBUHBI HE Jie-
¢dopMUpPOBaHEBI, B CIYXOBBIX IIPOXOJAX UMEETCA CKO-
IUIeHue porosbIx Macc. Koixa Genep u rojeHei CTAHY-
Ta, MecTaMu o6paayroTca Tpemussl (0,2—0,3 cm) ¢ re-
MOpparu4eCKUMU Kopodykamu (cM. puc. 4). Koxa 1m-
1A JKEJITO-KOPUYHEBOro IIBeTa, cyXasd, JIMXeHU UITI-
poBaHa, ¢ paJuaJbHON OpUEHTAIeN MOPIIMH BOKPYT
pTa, HApy:KHBIE YIJIBI I1a3 IPUIIOIHATHI, OTMeYaeTCA
BBIpAMKEHHBIN 3KTPONUOH (puc. 3). Ha BoimocucTol ya-
CTU TOJIOBBI BOJIOCHI TYCKJIbIE Y NICTOHYEHBI, HabIoaa-
eTcsl KpaeBoe IopeieHNe BoJioc. Bosiockl 6poBeli Crilb-
HO pa3peskeHbl 3a CYET BBIAQJeHUA B JaTepaJbHbIX Ya-

Puc. 1. boAbHas H. ¢ BpoXaeHHbIM MXTMO30M. AunxeHuduumpo-
BaHHAs KOXa C Y4acTKamy TFMneprnurmeHTaunm, MeAKonAaCcTMHYa-
Toe ueAylweHune
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Puc. 3. boAbHas H. c BpOXAEHHBIM MXTMO30M. DKTPOMMOH, AM-
XeHU(UKALUMS KOXW AMLIA, pPaAMaAbHAsi OpUEHTaUUs MOPWMWH BO-

Kpyr pTa

Puc. 2. boAbHas H. C BpOXAEHHBIM MXTMO30M. IpuTpoAepmusl,
CKAQA4ATOCTb KOXM B 00AacTn weu. MNaacTuHuaTLIf runepkeparos,
pacnoAoXeHue Yeuwyek BEPTUKAAbHbIMM pSAaMU

Puc 5. boabHas H. ¢ BpoxaenHbim uxTHo3om. lmnepkeparos,
OTeK roAeHen

Puc. 4. boAbHasi H. C BpOXAEHHbIM MXTMO30M. DpUTpOAEpMMUS,
NAOTHbIE rUNepKepaToTUYEeCKUe OuYarn Ha Ko)ke B OOAACTM KOAEH-
HbIX CyCTaBOB, MAACTMHYaTblii TUMEpPKepaTo3, pacrnoAokeHue ve- Puc.6. boabHas H. c BpoxaeHHbIM MXTMO30M. lmnepkepatos
wyeK BEPTUKAALHBIMU psisamu M rUnepAMHeapHOCTh (YyCUAGHME CKAAAYATOCTH) KOXKM AAAOHeW



cTax (cM. puc. 3). Horresble INIACTUHBI KUCTEN U CTOII
06BIYHOU pOpMEL, 6€3 AedopMaruil.

B crammuonape YpHWM/IBull nposeaeHo 1abopaTop-
Hoe obcieloBaHUE: B OOINEM aHaIM3€e KPOBU, OOIIEM
aHaJIr3e MOYU ITATOJIOTMYECKUX N3MEeHEHU He BbIABJIe-
HO. B GHOXMMHIYeCKOM aHaIM3e KPOBU: OOIIMI 6eJI0K —
74,0r/n, acnapratamMuHoTpaHcdepasa— 29,0 ME, ana-
HUHaAMHHOTpaHcdepasa — 15,0 ME, o6uuii 6uiaupy-
6uH — 12,0 MEMoOIIB/J1, aTb6yMUHBI — 48,0%, MO4YeBU-
Ha — 2,4 MMOJIb/JI, X0JeCTepruH — 3,2 MMOJIb/J1, TJIFOKO-
3a 4,4 — MMoJIb/ 1. IMMYyHOJIOTMY€ECKO€E HCCIeIOBaHHE
KpoBU: C-peaKTUBHBIN GEJIOK, aHTUTEIA K CTPEIITOIU3U-
Hy O B-TeMOJIMTUYECKOr0 CTPENTOKOKKA I'PYIIILI A, PEB-
MaTOUAHBIA (paKTOp — OTpULIATEIbHBIE; [ISA — 1,681/ 1,
IgM — 2,661/, IgG—9,91/11.

IIpu cBEeTOBOH MHKPOCKOIIMU BBHISBJIAIOTCA aHOMA-
JIMM CTEPIKHEH BOJIOC II0 THUILY PACIIeIUIEeHUSA KOHYM-
KOB BoJioc (trichoshisis), ckpy4yeHHBIX BoJioc (pili torti),
HaJIM4ye Ha CTePIKHE BOJIOCA CIUIONIIHBIX IIOIEePEYHBIX
I10JIOC, PACIIOJIOKEHHBIX HEPEryJapHO U PaCIIUpSo-
LIUXCSA II0 MEpe PocTa BOJIOCa, UYTO IIPUBOJIUT K XPYIIKO-
CTH B 3Tol1 30He. BonbHasA ocMoTpeHa 0P TaIBEMOJIOTOM,
BepTEGPOJIOrOM.

KnuHndgeckuil [UarHo3: JaMe/UIIPHbIN UXTHO3, Td-
JKeJI0e TeUeHUeE.

CoIyTCTBYIOIIUM JUArHO3: CTATUYECKUI CKOJINO3
II creneHy, BpOKIeHHASA ITATOJIOTUA CTOM, IU30HTOIe-
HETUYeCKHe N3MEHEHUSA B HIO3BOHOYHUKE. AMOIONNSA
II crenenu OU.

B cramuoHape IIpoBeIeHO JIeYeHUe: PacTBOP XJIO-
puna Hatpua 0,9% — 200,0 Ma + NEeHTOKCUPUI-
auH 2,0% — 5,0 MJI BHyTPUBEHHO KareabHO Ne 5, ae-
BUT 1 Karmicyna 3 pasa B CyTKH, TUaMuH 5,0% — 1,0 M
BHYTpUMBIIIIedyHo NelO, MUPUAOKCUHA T'UAPOXIOPU],
5,0% — 1,0 mu1 BHyTpUMEBIIeuyHO Ne10, unoeBas KHUC-
snota 0,025 3 pasa B cyTku. Hapy:kHasa Tepanusd: mocie-
JoBaTeJbHOE HadHadYeHUe 2% CaIruIIOBOM Ma3u, Kpe-
Ma YHHBI, TallaBepUHOBOT0 2% Kpema, yxoJ, 3a KOKeH
C UCIIOJIb30BaHMEM KpeMa JIOKoOel3 (imokpeM) 3 pasa
B CYTKH.

Brimrcasa u3 crarpoHapa ¢ KIMHITYeCKIM YTy dIIe-
HUEM, IIPOBeJICHHAA Tepallis ClIocCOOCTBOBAJIA YMEHb-
IIIEHUIO TUIIEPEMUH KOKHOT'0 IIOKPOBA, THTEHCUBHOCTH
3y/a ¥ LIeTyIIeHUs KOKY, Pa3MATrIYeHUIO JKECTKUX Je-
LIyeK, SIINTEeIN3aly 60JIe3HeHHBIX TPEIH.

HABJIIOJAEHUE M3 TMPAKTHUEKN

VHTepec JaHHOTO KIWMHUYECKOIro clIydas COCTOUT
B OTHOCUTEIBHO PEJIKOM BCTPEYaEMOCTH JIaMEJIJIAPHO-
ro UXTHO03a B IPAaKTUKE Bpada-IepMaTOBEHEPOJIOra, CO-
YeTaHUU KOKHOM CUMIITOMATHKU C NATOJOTHEN KOCT-
HOU cHCcTeMBl U opraHa 3peHud. HecMoTpsa Ha TO 4TO
y ZaHHOU OosibHOU npu c6ope aHaAMHe3a He yZajoch
YCTaHOBHUTH HAJIMYNE UXTUO3U(OPMHBIX IPOSABIECHUH
YV POACTBEHHUKOB, BpadaM-AepMaTOBEHEePOJIoTaM Clle-
JyeT yJAelATb BHIMaHUEe CBO€BPEMEHHOMY IIpOBee-
HHIO MEINKO-TeHETHIECKOro KOHCYJIbTUPOBaHUA 60Ib-
HBIX, MX POJACTBEHHUKOB U CEMEIHBIX ap B CIy4ae BbI-
fABJIEHUA B aHaMHe3e HacJeJCTBEHHBIX JepMaTO030B.
JlaHHBIN KOHTUHTEHT GOJIbHBIX MOJIEKUT AUCIAHCEep-
HOMY HaGII0OEHUIO U KOMILUIEKCHOMY JIEUEHHIO C LIEJIbI0
MoA/iepsKaHusA IPHUEMIIEMOr0 YPOBHSA KauecTBa KU3HU.
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