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[MUCAHNE KIIMHNYECKOTO CIVIast BPOXKICHHOM
UXTUO3U(DOPMHONM 3pUTpOoaepMun bpoka

Hosukos 0. A., 3bikoBa E. A", MpasguHa 0. B.

OMCKNiA roCYAapCTBEHHbI MeANLIMHCKIIA YHIUBEPCUTET MUHNCTEPCTBa 3ApaBooXpaHeHus Poccuidckoin Peaepauun
644099, Poccuitckas ®enepauus, r. Omck, yn. JleHuHa, a. 12

B naHHo cTaTbe NpeacTaBneHo onvMcanmne Cnopaanyeckoro cnyvas BpoXKAeHHOM Oynne3Homn MxTMosu-
dopMHOM spuTpoaepMmn bpoka. 3To peakoe HacneacTBeHHoe 3aboneBanHne U3 rpynnbl FeHOOEPMAaTo-
30B C @yTOCOMHO-A0OMMHAHTHbIM TUMOM HacneaoBaHus. PacCcMOTpeHbl BOMPOCH! pacnpoCTpaHEeHHOCTM
nepmarosa, BaprabenbHOCTU KNMHUYECKOM KapTWHbI, CBOEBPEMEHHOCTI MOCTAHOBKM KIIMHUYECKOrO
amnarHosza. Ocoboe BHMMaHWe yaenseTcsa KOXKHbIM NPOABAEHUaIM U UX AuddepeHumnansHon anarHocTmKe.

Knto4eBble CMNOBa: BynbrapHbIit UXTUOS, BPOXXAEHHAS MXTUO3UOPMHas apuTpoaepmus Bpoka, reHopepmaros

KOHQOMUKT MHTEPECOB: aBTopb! 3a9BNA0T 06 OTCYTCTBIN NMOTEHUMANbHOr0 KOHAMMKTa MHTEPecoB, TpedytoLLero
pPacKpPbITUS B [aHHOW CTaThbe.

Ona umtmnpoanuna: HosmkoBs HO. A., 3bikosa E. A., MpaeauHa O. B. OnmcaHme KNMHUHECKOro CyHas BPOXAEHHOM
MXTMO3MDOPMHOM apuTpoaepMnn bpoka. BecTHnK gepmartonorum 1 BeHeponorin. 2019;95(3):46-53.
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Clinical case of Brock’s congenital ichthyosiform
erythroderma

Yury A. Novikov , Elena A. Zykova’, Olga V. Pravdina
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Lenina str., 12, Omsk, 644099, Russian Federation

This article describes a sporadic case of Brock’s bullous congenital ichthyosiform erythroderma. This is
a rare hereditary disease from the group of genodermatoses with an autosomal dominant type of inheri-
tance. The questions of the prevalence of dermatosis, the variability of the clinical picture, the timeliness of
the clinical diagnosis are considered. Particular attention is paid to skin manifestations and their differential

diagnosis.
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[l /IxT1o3bl NpeacTaBnaoT cobol reTeporeHHyto rpynny
HacnefAcTBEHHbIX KOXHbIX 3aboneBaHuiA, Ons KOTOpbIX Xa-
pakTepHO reHepann3oBaHHoe LUenyLLeHne KOXn, 06yCrnoB-
neHHoe aHomanuamun audbdepeHUMpoBKN anuaepmuca.
Ota npobnema TpebyeT feTanbHOro U3Y4Y4eHUs U peLLeHns
Bonpoca peabunutaumm 6osbHbIX. [aHHasa rpynna gep-
MaTO30B [OBOfMILHO 4YacTo co4yeTaeTcs C 3abonieBaHuAMU
HEPBHOW, 3HOOKPUHHOW, KOCTHOW cucTeM. OQHMM 13 Takmnx
3aboneBaHuii ABMSETCA UXTUO3, NPeacTaBnaioLWnin cobom
HacnegcTBeHHoe 3aboneBaHWe KOXW, XapaKTepusytoLle-
ecsl AMdy3HbIM HapyLLIEHWEM OPOroBEHUs MO TUMy m-
nepkepaTosa n nposiBnsoLeecs 06pasoBaHMEM Ha KOXe
Yellyek, HaNOMUHAaOLWMX pbibGblo Yewyto. Mo nutepaTyp-
HbIM JaHHbIM, YacToTa BCTPE4aeMOCTN NaTosiorMm cocTas-
nset 1:3000-1:4500 HaceneHus [1].

HecmoTpsi Ha TO YTO BPOXAEHHbIE MXTNO3bl ABMSAIOTCA
OTHOCUTENIbHO PedKMMKU 3aboNneBaHVs MU Kak B depMaro-
NOrNYECKOn, Tak U B NEANATPUHECKOW MPakKTuKe, UX aKTy-
anbHOCTb BbICOKA M OOYCNOBMEHa THXENbIM KIMUHUHECKMM
Te4yeHveM, MNPUBOOALLMM K WHBaNuAM3aumm nauueHToB,
CNOXHOCTBIO pacno3HaHusa 1 audepeHumansHon anarHo-
CTUKW, PE3NCTEHTHOCTLIO K MPOBOAUMON Tepanuu, Heobxo-
OVMMOCTbBIO PerynsipHoOro MeamumMHeKoro KoHTpons [2]. Coot-
BETCTBEHHO, HAKOM/EHHbIE 3HAHUS MO AaHHOW HO30510rUK
MO3BOMAT CBOEBPEMEHHO YCTAHOBUTL KITMHUYECKNIA OMarHo3
N NPOBECTU NeYeHne, KOTOPOe CMOXET YAYULLNTL KA4eCTBO
XW3HW naumeHToB. BbigensoT cnegytowmne popMbl MXTUO-
3a: ByNbrapHylo (ayTOCOMHO-OOMWHAHTHBIA TWN Hacnego-
BaHMs), X-CUENNEHHY peLecCuBHYO (camocTosTeNbHas
cdopma), MxTMO3 Nnogda, BPOXAEHHAA WXTUO3NGOPMHAs
3pUTPOAEPMUSA  (NAMENNAPHBIN U 3NMAEPMOSNIUTUHECKNIA
WXTNO3), OQHOCTOPOHHIOIO, NIMHEAPHYO OrmbaroLLyto, Urnu-
cTyto. IxTMo3 MOXeT coveTaTbest C TakMMM HacneacTBEHHbI-
MU cuHApOMaMu, Kak cuHapomM HetepTtoHa, Pedcyma, Pyaa,
LLlerpeHa — JlapccoHa, Nowe 2-ro Tuna [3].

Mpu BCex dhopmax MXTnosa cTpagatoT Npouecchl Tep-
MUWUHarnbLHON KNeTo4HoW AnddepeHUMPOBKN U OPOroBeHUs
anugepmumnca, YTo O6YCNOBIEHO MyTauMAMWU UK HapyLue-
HMEM 3KCMpeccuu reHoB, KOAUPYIOLLUMX pasfn4Hble TUMbI
KepaTuHa, a Takxe gpyrne mapkepbl anddepeHUMpoBKu:
CTPYKTYPHbIE NMPOTEUHbI KNETOYHOM 060SI0HKM (TOPUKPUH,
WHBOJMIOKPUH), MPOMEXYTOYHbIV hunameHTaccoLunmpoBaH-
HbI MPOTEUH — npodunarrpuH, PepMeHTsbl, y4acTBylo-
e B KepaTuHM3aumun, — TpaHcrinytammHasa [4]. xtnos
BYSIbrapHbIi — Hambornee pacnpocTpaHeHHas opma, co-
ctaBnsoLwas 80-95 % o1 Bcex hopMm mnxtmnosa. Tun Hacne-
[OBaHWA — ayTOCOMHO-LOMWHAHTHbIA. 3abonesaHue npo-
SIBNIAETCA HA TPETbEM MECSLE XXU3HU UM HECKONBKO NO3Xe
(no 2-3 neT). epmaTo3 conpoBoxgaeTcs 06pa3oBaHNEM
MeNKnx 6enbix YellyeK, KOTOpbIMA MOryT 6biTb MOKPbLITHI
3Ha4uTeNbHblE Yy4acTKn koxu. LenyweHve npu Bynbrap-
HOM UXTNO3€e CUIbHEE BbIPaXEHO Ha pasrnéartesibHbIX no-
BEPXHOCTAX KOHEYHOCTEN. Ha HUXHMX KOHEYHOCTSX, HacTo
ABNAOLLMXCA 06/1acTbio Hambonee TAXKENOro nopaxeHus,
LeHTpanbHasa 4acTb YellyeK MAOTHO npusieraeT K NnoBepx-
HOCTW, a No NX KpasiMm HabntogaeTcs pacTpPeckUBaHe KOXHn
(obpasoBaHne NOBEPXHOCTHbIX TPELLUMH B POrOBOM CIIO€).
Kak npaBuno, ¢ BynbrapHbiM MXTMO30M COYeTaeTca pag
Opyrvx NpM3HakoB. YacTo oTMevaeTcsa rmnepimHeapHoOCTb
nagoHen; y HEeKOTOpbIX MauMeHTOB 3aMeTHO YTOJLLEeHVe
NagoHHO-NOAOLLBEHHOW MNOBEPXHOCTU, HamomuHaloLlee
no chopme keparogepmuio [5].

MXTno3  peueccuBHbIN  X-CLUENnfeHHbIN  BbloesieH
M3 BYNbrapHOro MXTMo3a Ha OCHOBAHUW TFEHETUHECKMX
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ncenenoBaHvi. BeisiBneHbl cnydan AeneHns B KOPOTKOM
nneye X-xpoMocombl, X-Y-TpaHcrokaumm B KapuoTune
60SbHbIX; FeHHas MyTaumsa MposBAAETCA GUOXUMUYECKUM
OedeKToM — OTCYyTCTBMEM (epMeHTa CTepouacysb-
atasbl B anuaepMalbHbIX Knetkax u nenkoumutax [6].
Ona X-cuenneHHoro nxTuosa xapakrepHa Takxe rinybokas
cTpomMasnbHas KaTapakrta, BO3MOXHbl KPUNTOPXM3M, Ma-
Nble pasMepbl AnYeK, NoroBOro YneHa, MHPEepPTUIbLHOCTD,
OoTCTaBaHWe YMCTBEHHOIrO pasBuUTKA, MOTYT HabnmoaaTbCs
pasnu4Hble MOPOKM pa3BuTus (MuKpouedanus, CTeHO3
npvBpaTHWKa, aHomanuu ckeneta). B guarHoctuke aTon
POPMbI UXTNO3a, MOMUMO KITMHUYECKOW KapTUHbI U MUCTO-
JIOrMYeCcKnX AaHHbIX, 60MbLLIOE 3HaYeHVe NMEIOT peayrnbTa-
Tbl BMOXMMMNYECKOrO UCCNEfoBaHNSA, KOTOpble MO3BOMAOT
BbISIBUTb HAKOMJEHMe XorecTeposia B CbIBOPOTKE KPOBW,
Koxe. Bo3aMOXHa aHTeHaTanbHas guarHocTuka 3Toro BMaa
MXTNO3a MO ONpefeseHnio CoaepXaHus 3CTPOreHoB B MoYe
6epeMeHHbIX.

MxTno3 nnopa (rvnepkepato3 BPOXAEHHbIN YHUBEp-
canbHbIA, KepaToMa 3/10Ka4eCcTBEeHHas, Moa-apieknH) —
dopma BpOXAEHHOIr0 NXTNO3a, HECOBMECTMMAS C XU3HbIO,
XapakTepuayloLasaca obpasoBaHMEM TONCTOro naHumps
M3 MHOIOYUCIIEHHBIX YellyeK C rny6oKMMM TpeLumMHamm
Nno BCEW NOBEPXHOCTU KOXHOro NMoKpoBa; 06bI4HO co4eTa-
€TCs C HeJopas3BUTUEM BHYTPEHHUX OpraHos [7]. KnuHnye-
CcKas KapTuHa, passuBaroLLaacs B MOSIHOM O6bemMe TOJbKO
Yy MasnbyvKOB, XapaKTepuayeTcs NopaxeHWeM BCEro Kox-
HOro NMOKpoBa, BKIYas KoXHble cknagky (30 % cnyyaes),
B MepBble MecsiLbl XU3HU (pexe ¢ poxaeHus). OcTarotcs
HernopaXeHHbIMU TOMbKO NafoHu U nofdowwsbl. Y aeten
B MpOLEeCcC BOBJleYeHa KoXa BOSIOCMCTON 4acTu rOnoBbl,
nvua, wen. C BO3pacToM naTosiorMyeckme M3MeHeHUs
B yKa3aHHbIX 30Hax ocnabesaloT, a yCcunmaatoTcs n3MeHe-
HWSI KOXW B 061aCTW XMBOTA, rpyan, KOHeYHOCTeN. Heluyi-
KV Mpun 3TON hopme uxTnosa 6onblume, TeMHble. Mnepke-
paTo3 OCOBEHHO BbIpaXeH B 065acTv pasrnbéartesibHbIX
NOBEPXHOCTEN NTOKTEBLIX W KONIEHHbIX CYCTaBOB.

BpoxaeHHaa wuxTuo3ndopmMHas asputpogepmms  —
dopma BpPOXOEHHOr0 WUXTNO3a, BblgeneHHas bBpokom
B 1902 rogy. Pasnuuatot cyxor u 6ynnesHbin tun. Knu-
HUYecKoe OTNn4YMe  UXTUO3UMOPMHBIX  IPUTPOLEPMUNA
OT BYSIbrapHOro UXTmo3a CoCTOUT B CyLLIeCTBOBaHMM BOCNa-
NIMTENBbHOrO MpoLecca B KOXe C poXAaeHusl. AputpogepmMmmus
NXTMO3NOPMHAsa BpOXAeHHaa 6ynnesHas (rmnepkeparo3
3MNOEPMONUTUYECKUA,  UXTUO3  3NMBEPMONTUTUHECKIIA)
npoTekaeT ¢ obpasoBaHNEM My3bIpert N Hann4ymem CUMn-
TOoMa HuKonbckoro.

Oputpoaepmmsa MXTMO3NDOPMHasa BPOXAEHHAsA HeOY-
ne3Has xapaktepusyeTcs o6pa3oBaHMEM KPYMHbIX YeLuy-
€K, NMOTHO (PUKCUPOBAaHHbIX K Mogfexallen koxe (oco-
6€HHO B 0651aCTUN KOXHbIX CKNaAoK), YCKOPEHHBIM POCTOM
HOrTen 1 BONOC, rmnepruapo3omM nagoHen n nogowws. Ana-
FHOCTUKA OCHOBaHa MNPEUMYLLECTBEHHO Ha KITMHUYECKUX
OaHHbIX [8, 9].

VIXTMo3 namennsapHbIi NposiBNSETCS Mpu POXAeHUU
pebeHKa KIMHUYECKOW KapTUHOM Tak Ha3blBaemMoro Kojl-
novpansHoro nnoga. Koxa pebeHka npu poxaeHun kpac-
Hasi, MOSIHOCTBIO MOKPbITA TOHKOM, CYXOW XXenToBaTo-Ko-
PUYHEBOW MJSIEHKOMW, HamOMWHaloLlen Konnogun. Takas
nfieHka, npocyLlecTBOBaB HEKOTOPOE BpeMs, Mnpespatla-
eTca B KpynHble Yewyikn. C BO3pacToM 3IpUTPOAEPMUS
perpeccupyeT, a runepkepaTos ycunmsaetcs. [opaxeHve
3axBaTblBaeT BCE KOXHble CKMagku, npuyeM U3MeHeHus
KOXW B HUX 4acTo 6onee BblpaxeHbl. Koxa nvua o6bl4HO
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po30BO-KpacHas, HaTaHyTas, LwenywuTcs. Bonocuctas
4acTb rofioBbl MOKPbITA 06UMBHLIMKU Yellyinkamn. Habnto-
[JaeTcs NoBbILLEeHHas NOTIMBOCTL KOXW NafoHeN, NOLOLLB,
nuua. Bonocbl 1 HOrTM pacTyT 6bICTPO (rMNepaepMoTpo-
hus), HOrTeBbIE MNACTUHKM AehOPMUPYIOTCS, YTOMLLAT-
CA; 0TMeYaloTCA NOAHOrTEBOW rmnepkepaTos, AN dysHbIn
kepaTo3 nagoHen 1 NofoLlB. XapakTepHbIM MPosiBNIEHNEM
namMenni pHoOro NXTnosa ABMAETCH TakXe SKTPOMMUOH, KOTO-
poMy Hepefko COnyTCTBYIOT narogransM, KepaTtut, oTo-
dobusa. VMiHorga npy namennspHoM nxtnose Habnogaetcs
YMCTBEHHas OTCTanocThb.

CyxoW TN NXTO3nOPMHOM IpUTPOoaepPMUn, coBnagas
NPaKTUYECKM NO KITMHNYECKOW KapTUHE C NaMersipHbIM UX-
TMO30M, UMEET criefytoLmne OTNYMS: YeLUynKW Yalle CBeT-
nble (Npy namensiipHOM UXTNo3e 6ornee TONCTble, TEMHbIE),
3pUTPOAEPMUST BbIpaXKeHHas!, BaprabdesibHON WHTEHCUBHO-
CTV (MpW NamensIspHOM UXTNO3e CpefHss), OTMeYaeTcs He-
KOTOpOe pa3pexeHne BOSIoC Ha rofiose (npu namennsipHoMm
UXTMO3€E, KPOME 3TOro, BO3MOXHbI aHOMasiMM BOSIOCAHOMO
CTEPXXHS1), SKTPOMMOH CPepHUiA (Npy NamennsapHOM Bblpa-
XXEHHbI; CKPYYEHHbIE YLUHbIE PakoBUHbI) [10].

MXxTno3 anvaoepMonuTMyeckmin (rmnepkepaTto3  anu-
OEePMONUTUYECKUI, IpUTPOJEPMUSA MXTNO3NOPMHAsA Byn-
nesHasl) — pefkas opMa BpPOXAEHHOr0 UXTNO3a; Hacne-
JyeTcsa Nno ayToCOMHO-AOMMHaHTHOMY Tuny. 3abonesaHve
nposiBNseTCcs cpasy rnocne poxaeHus pebeHka B BuAae
konnongansHoro nnoga. flocne oTTopXeHUs MIeHKN Koxa
HOBOPOXAEHHOrO MPON3BOAUT BreYaTNeHne oLunapeHHown.
OHa fApKo-kpacHoro LBeTa, ¢ O6LUMPHBIMU y4YacTKamMu OT-
CNoeHus anugepmmnca ¢ o6pasoBaHNEM 3pO3nK 1 Ny3bipein
pasnuyHoON BENUYUHbBI, C BSNOW MOKPbLILLKOA U MOMOXMW-
TeNbHbIM CUMMNTOMOM OTCMOMKK My3bIps. Koxa nagoHemn
1 NOAOLLB yTOsLLeHa, 6en10BaToro LseTa, SKTPonMoHa Her.
B TsXenbIx crnyyasx rnpouecc COonpoBOXAaeTcs remoppa-
rMYECKMM KOMMOHEHTOM (Nyprypa) 1 NPUBOAUT K NeTarb-
HOMY ucxofy. B 6onee nerkmx crny4asx AETU BbDKUBAIOT.
YHalle ¢ BO3pacToM KOMUYECTBO My3bIper pe3ko YMeHb-
LIaeTcsl, 8 OPOroBEHNE KOXWN YCUIMBAETCS HepaBHOMEPHO
Ha pas3HbIX y4acTkax. Ha 3—4-M rogy XXMU3HW OTYETNMBO Bbl-
SIBNAETCA rMnepkeparos B BUAE TOSCTbIX KOPUYHEBLIX BEP-
pyKO3HbIX Hacnoexui [11, 12]. JInuo o6bI4HO He NopaxeHo,
3a UCKIIOHYEHVEM JIerkoro KepaTosa HOCOryoHbIX CKNagok;
POCT BOMNOC U HOITEeN yCKOpeH. Ha Koxe TynosuLa MOXeT
ObITb rMNepKepaTos Tuna Wrm, NoYTN reHepannu3oBaHHbIN,
HO HepaBHOMEPHbLINA, CUNIbHEE BbIPAXEHHbIN B 06nacTu
CKNafoK KOXW, rae OH NpUHUMAeT BUL POroBbIX rpedeLu-
KOB. XapaKTepHO KOHLEHTpPU4YecKoe pacrionoXxeHue rpe-
6eLLKOB Ha pasrnéaTernbHbIX NOBEPXHOCTAX CYyCTaBoB. [le-
PYOAMYECKN HA KOXeE MOSIBAAIOTCA My3blpW, OCTaBnsAoLLmne
3p031K, KONNMYECTBO KOTOPbLIX 605ee BbIpaXXeHo B MepBble
HECKOJbKO NET XU3HU.

Oco6eHHOCTU NpeHaTaNbHOM AuarHocTuku. Bo BTo-
poM TpumecTpe 6epeMeHHOCTN MOXHO NPOBECTHN BUOMNCUI0
KOXW nnoga ¢ nocneayoLmm Mopgonornyeckum ncenego-
BaHMEM C Lienblo NpeHaTasnbHON AMarHoCTUKN neTanbHOro
OYyNnesHoro anuMaepMonn3a U MXTMo3nOPMHON 3PUTPO-
depmun Bpoka. Hanbonee ontuMarnbHbIM SBASETCA MPo-
BefeHve npouenypbl Nof HEeNnoCpeaCcTBEHHbIM KOHTPOSIEM
axorpadmu [13].

Onsa vnnocTpaumm oCO6eHHOCTEN KIMHUYECKOro Teve-
HVUA 3aboneBaHus NPUBOAMM COOCTBEHHOE KIIMHUYeCKoe
HabngeHve. BonbHol P., 2013 roga poxaeHus, NoCcTynuin
Ha cTauMoHapHoe feyveHne B fepmartosiormyeckoe otge-
nexHne Ne 2 BY3 OO «KKBO» 27.03.2017 c xano6amu

B Vestnik Dermatologii i Venerologii. 2019;95(3):46-53

Ha BbICbINaHUS Ha KOXE BOSIOCUCTOM YacTW ronoBbl, BepX-
HUX N HKHUX KOHEYHOCTEW, TYNoBMLLE, CONPOBOXAAOLLIM-
€CSl MHTEHCUBHbLIM 3Y[IOM, & TakXe CYXOCTb U LuenyLlieHne
BCEro KOXXHOro NoKpoBa.

N3 aHamHe3a 3a6oneBaHuss. HoBOpOXaeHHbIN pebe-
HOK OT nepBov 6epeMeHHOCTN, podbl NPeXaeBpeMeHHbIe
Ha cpoke 31 Hepgens, Bec 1400 r, oueHka no wkane An-
rap 3 6anna, actukeus Tsxxkenon ctenenn, UBJ1, aHemns
Tshkenon cteneHn. Cpady nocfie poxpeHws nepeBefeH
B lopofckon nepuHatasnbHbI LeHTp r. OMcKka no TsaxecTu
CoCTOsIHUA: «BpoxaeHHasa wuxTnosmdopmMHasa 6ynnesHas
aputpogepmums. Cepo3Hbiit MeHMHroaHuedannt. Cyqopox-
HbI cMHApPOM». CTaumoHapHoe NeyYeHne B TedeHne 4 Mecs-
ues. [py nepBMYHOM OCMOTpe obpallano Ha cebs BHUMa-
HWe reHepann3oBaHHOE NOPaXeHNe KOXN: KOXHbIV MOKPOB
SIPKO-PO30BOro LBeTa, OTMeYaloTcsl SABMeHWUs runepkepa-
TO3a, O6PLIBKM POroBOro Cnosi anugepmMuca, MOKHyLUme
3p031M APKO-KpaCcHOro uBeTa, Bafble ny3bipy ¢ Apabénon
MOKPLILLKOM, BEKWN BbIBEPHYTbI HAPYXY, YLUHblIE PAKOBUHbI
NoTHbIE, AEPOPMUPOBAHbI, HU3KO PaCMONOXeHbI, NafoHN
M CTOrMbI NACTO3HbIE, CKNAaO4aToCTb OTCYTCTBYET, MNOMOXM-
TenbHbIM cMMMTOM HuKonbckoro. [lMpoBogunace ropmo-
HoTepanus. Ha BTOPOM MecsiLe XWU3HU NepeHec TSXeny
OBYXCTOPOHHIOI MHEBMOHMIO. Ha TpeTbeM MecsLe XU3HU
oTMeYanucb CUMMTOMblI HEKPOTUHYECKOrO0 3IHTEPOKONUTA.
3agepxka NCUXOMOTOPHOrO pasBuTWA. BckapmnuveaHve
WCKYCCTBEHHOE. BbinucaH B yooOBNETBOPUTENBLHOM COCTO-
AIHMM NofJ HabnoaeHe neguaTpa, aepMaTonora, HeBpono-
ra. TedyeHne KOXHoOro npouecca 6e3 BUANMON OVHAMUKM.
Peakuusi Ha ocMOTp 6051e3HeHHas, ABMEeHUs rmnepecTesnn,
pebeHoK TepmMonabuneH. B HeBponornyeckom craryce —
MblILLEeYHas ANCTOHUA, runopednekcusi. KoxHble NOKPOBbI:
NacTO3HOCTb BEK, KUCTEW, FONeHen 1 CcTom; nuuesas 4actb
yepena, BOnocucTas 4acTb rosfioBbl, NepegHsas 6proLLHas
CTEHKa, CNnHa C OBUIbHBLIMW yYacTKaMu KPYrnHOMNAacTUH-
4yaToro LUenyLleHus, SBNEeHNs rmnepkeparosa nporpeccu-
pytoT, Ha pasrvéaTesibHbIX NMOBEPXHOCTAX U B €CTECTBEH-
HbIX CKnagkax — TPeLUMHbl C yYacTKamun gedekra TKaHu
1 runepemun. Koxa MCTOHYeHa, cyxas, NOCTOSIHHO oTcnau-
BaeTCA B BUAE «4ynka» C Kuctew u cton (puc. 1A-T).

C 11.07.2013 no 13.08.2013 npoxoaun crtaumoHapHoe
neyexne B8 MY3 IN'dKB Ne 2 um. BucspuHoi ¢ guarHo3om:
BpoxaeHHaa wuxTnosudopMHas asputpofepmuns  Bpoka.
BenkoBo-aHepreTnyeckas HepocTaToyHOCTb. BTopuyHas
MMMYHHasi HeJoCTaTO4HOCTb. TMNOMMMYHOrNoGynMHeEMUS.
BpoxaeHHaa ceHcoHeBpasibHas TYroyxocTb. [UNOKCKU-K-
wemunyeckoe nopaxerve LHC, cuHppom auratenbHbIX
HapyLleHuin. AHOManus pasBUTUA TOJSICTOMO  KULLIEYHU-
Ka. [OonuxokonoH. AKTUBHbIA LeKouneasnbHbIn pedositoKc.
CumnTomaTtuyeckas anunencus. AHemMus CpefHen cTe-
neHn Tsxectu. [poBedeHoO cTauMoHapHoe rne4veHue, Bbl-
nUcaH C KIMHWUYECKMM ynydlleHvem. B koHue ceHTabps
2013 roga BnepBble 06paTUINCE 3a MEAMLMHCKOA NOMO-
LbIO K AepMaTonory rno MecTy XUTenbCTBa, B3AT Ha AuC-
naHcepHbIn yyeT. B TedeHne 2013-2016 rr. HeogHOKpaTHO
nNpoOXoausn Kypcbl amMmbynaTopHOro fevyeHns y gepmartonora
BY3 OO «KKB[». Monyyan cnegyroLlyo Tepanvio: npea-
HM30m0H 0,5 Mr/kr B cyTkm (23.01-02.02.2014), opemuTteH-
JeHa maneart, Tokodhepona aueTar, KpeM rmagpokopTusoHa
17-6yTupat, nunokpemMm «Jloko6ens», amynbcma «MeTtun-
NPefHN30/oHa auenoHaTt», 3MynbCcust « TOMMKpem», BaHHbI
C UXTUONOM, MeTunypauunosas mMasb, Kpem «LIMHOBUT»,
pacTBop XxfoprekcuguHa OurnokoHara, nopowok «ba-
UMTPaUUH + HEOMULMH», C KIUHUYECKUM YNy4LIEHVEM.
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I Puc. 1 (A-T). ®oto nauueHTa P., CTpaaaoLLero BpOXAEHHON UXTNO3MGOPMHOIA 3pUTPOAEPMIEN BpoKa, Ha NepBbIE CYTKI POXAEHNS
Fig. 1 (A-T). Photo of patient R. suffering from Brock’s congenital ichthyosiform erythroderma on the first day of birth

HacTtoswee o6ocTtpeHre ¢ saHBapa 2017 roga, korga
Ha (poHe nepeoxnaxpeHus MosiBUIUCL MNy3bipy C BAMOWN,
OpAGOoN NMOKPBILLKOM, CONPOBOXAAIOLLMECH MOBbILLEHNEM
TemnepaTypbl Tena. CamocTosTenbHO UCMOMb30Banu Mo-
powok «bauuTpaunH + HEOMULMH», KpeM «[laHTogepm»,
C HesHauuTesnbHbIM KINMHUYECKUM addekToM. B cBssu
C nporpeccupoBaHnemM 3abonesaHus 1 yxydleHvem o06-
LLero COCTOAHMA NauueHT 6bIn rocnuTannu3npoBaH B Aep-
matonoruyeckoe otgeneHme Ne 2 BY3 OO «KKBO» ¢ gna-
rHO30M: «BpoXaeHHas UXTMO3UGOPMHAsA SpUTPOLEPMUSA
Bpoka, ocnoxHeHHas nuogepmMmnem».

N3 aHaMHe3a XW3HU. Anneproniornyecknii aHamHes
6e3 ocobeHHocTel. HacnencTBeHHbIN aHaMHe3 OTArOLLEH:
y npagegyLukn no nMHuMmM otua — mxtnod. ComaTtnyeckne
3abonesaHuna: BpoxaeHHas ceHCoHeBparbHas TYroyxocTb.
Mmnokeun-nwemmnyeckoe nopaxenne LIHC, cuHgpom nBu-
ratenbHbIX HapylleHui. AHomManusi pasBUTUA TONCTOro
KULLEeYHMKa. JoNnXoKONoH. AKTUBHBIN LekouneanbHbIn pe-
dntoke. CumnTomaTnyeckas anunencusi. AHeMus cpegHen
cTenenn Taxectn. MueanmgHocTb ¢ 2014 roga.

O6bLEKTUBHBLIM OCMOTP. COCTOsHME YLOBMETBOPY-
TenbHoe. Co3HaHue scHoe. lNMonoxeHne aktuBHoe. Teno-
crnoxeHve npasunbHoe. [Mepudepnyeckue numdaTnde-
CKWe y35bl He yBenu4yeHbl. [bixaHue nyapunbHoe, Xpunos
HeT. ToHbI cepaua fCHble, PUTMUYHbIE, PUTM MPaBUIbHbIN.
Mynbc 76 ya. B MUH. 2KMBOT BUAUMO YBENWYeH B pasMepax
3a cYyeT renarocrniieHomMeranvu, npu nansnaumm nioTHLIN,
6e360ne3HeHHbIN. MNeprudeprnyecknx OTEKOB HeT.

JlokanbHbIM cTaTyc. [aTonorMieckmin NpoLecc HoCUT
yHuBepcanbHbIi xapaktep (puc. 2A-3). fpko BblpaxeHa
CYXOCTb KOXHbIX MOKPOBOB. Ha BONOCUCTOM 4acTu rono-
Bbl MHOXECTBEHHbIE UMMETUIMHO3HbIE U CEPO3HbIE KOPKW.
Ha koxe TynosuLLa, a Takxke BepXHUX N HKHUX KOHEYHO-
CTAX KOXa rmnepemMmposaHa 1 HOUNETpUpoBaHa, NoKpbITa

NAOTHO CUAALLMMU Cepo-6ypbiMU YeLuyiikaMmu. Ha 60KoBbIX
NOBEPXHOCTAX TYNOBULLIA, CMVHE, NepefHen NoBEepPXHOCTH
rofieHen BbIpaXeHO O06UNbHOE cpefHensacTuH4YaToe Lue-
nyweHve. Ha koxe B 0611acTv KUCTen U CTOMN pacnosnoxe-
Hbl My3bIpK C BANOKW, APAGION NOKPLILLKON, CEPO3HO-THOM-
HbIM COAEPXUMbIM. Ha MecTe paspeLUmnBLUNXCS 3NIEMEHTOB
CbINM — MOKHYLLME 3PO3UN FPKO-KPaCHOro LBeTa, C 4YeT-
KUMU rpaHuuamuy, pasmepom Ao 1 cMm B gnameTpe, o6pbIB-
KM poroBoro cnos anugepmmuca. Cumntom HuKonbCKoro
NONMOXUTENbHLIA. 0 BCeMYy KOXHOMY MOKPOBY WMEKTCA
MHOX€ECTBEHHbIe MycTynbl pasmepom Ao 0,2 cm B gMameT-
pe, CepO3HO-THOMHbIE KOPOYKU. JlagoOHHO-NOAOLLBEHHbIN
runepkeparos u rmneprugpos. Horresble NnacTuHbI U3Me-
HeHbl B UBeTe, AeOpMNPOBaHSbI.

Jla6opaTopHo-AnarHoctuyeckue uccnegoBaHus

B knuHu4yeckom aHanu3se KpoBu — xenesoneuumnT-
Has aHemMusi cpefHen CTeneHu TAXeCTU.

B o6wem aHanuse moum — 6e3 naTonoruu.

B 6uoxmMmmnyeckom aHanmse KpoBu — 6e3 NaTonorunm.

Y3U 6prowHon nonocTtu: Y3-Npu3HakM yMepPeHHbIX
ONOPY3HBIX M3MEHEHWUA NapeHXMMbl MneYeHn, neperué
>KEe4YHOro nyabips.

Y3U MArkux TkaHem: Y3-npu3Haky naxoBoro nmmda-
heHuta.

KoHcynbTupoBaH nepuatpom: bBenkoBo-aHepreTu-
Yyeckas HeJocTaTo4HOCTb. BTopu4Hasa nmMmyHHas HepocTa-
TOYHOCTL. [MNonmMMyHorno6ynuHemus. HapyxHas rugpotie-
danua. CumnTomatnyeckas anunencus. AHemus cpegHen
CTerneHu THXecTN. AHOManNua pasBUTUS TOJNICTOrO KULLIEYHU-
Ka. [onnxokonoH. AKTUBHbIV LieKounearnbHbIn pedorioke.

KoHcynbTUpoBaH AeTckum Xupyprom: AHomanus
pas3BuUTUS TONCTOro OTAeNa KuweyHuka. fJonnxocurma. Pe-
doroKC-unenT. XpoHn4eckue 3anopsl.
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Puc. 2 (A-3). ®oto nauuenta P., 2013 1. p., CTpafatoLLero BPOXAEHHON NXTMO3UOPMHOIA 3puTpoaepMueil bpoka (fata rocnutanuaaum 27.03.2017).
Fig. 2 (A-3). Photo of patient R. born in 2013 suffering from Brock’s congenital ichthyosiform erythroderma (hospitalization date 27.03.2017)

W BecTtHuk gepmaTtonoruun n seHeponorun. 2019;95(3):46-53




KoHcynbTUpOoBaH racTpoaHTeposiorom: AHomanus
pas3BuUTMA TONCTOro oTaena kuwe4vHuka. flonmxocurma. Pe-
dontokc-nnent. AHEMUSI CpeHEN CTENEHUN TSXKECTU.

KoHcynbTUpOoBaH OTOJIAPUHIONIONOM: BPOXAEHHAsA
[BYXCTOPOHHSIA1 CEHCOHEBPAsbHasA TYroyXoCTb.

KoHcynbTupoBaH HEBPOJIOrOM-3MUENTONIOroMm:
3apepxkKa MCUXOMOTOPHOrO pas3BUTUS Ha pe3ungyarb-
HO-OpraHn4eckom @)OHe, HEMpPOCEeHCOopHast TYroyxoCTb
OBYXCTOPOHHSA. CuMmnTomMaTmnyeckas anunencusi, KIMHUKo-
MeaMKaMeHTO3Hast PEMUCCUS.

KoHcynbTUpoBaH NCUXOSIOrOM: HapyLleHue Mo3Ha-
BaTeNIbHOW aKTUBHOCTM.

Ha ocHoBaHuM pe3ynbTaToB KJIMHMKO-ylabopaTop-
HOro o6cnefoBaHuUs NauMeHTy Obin BbICTABNEH KITMHMYE-
CKWI OmMarHo3: BpOXAeHHas UXTMo3ndopMHas apuTpoaep-
Musi Bpoka, 0CrnoXXHeHHasi MTMoaepPMUEN.

NMpoBepeHo cnepytowee nedveHue: Aesut 0,2
no 1 kancyne 2 pasa B cyTku 10 gHel, cynpactuH 25 mr
no 1/2 Tabnetkn 2 paza B fieHb 10 gHewn, NpegHN30MoH 5 Mr
no 1 Taénetke B cytkn 10 gHEN, cycneH3nsa «AMOKCUUMI-
nuvHa KnaeynaHat» 400 Mr no 5 mn 2 pasa B CYyTKU 7 OHEN,
ackop6buHoBast kucnota 5 % 0,5 B/M Ne 10, HMKOTUHOBaS
kucnota 1% 0,5 B/m Ne 10; mecTHas Tepanus: BCKpbITUE
nysbipei, o6pa6otka pactBopoM KMnO, 3 pasa B cyTky,
Ha BOJSIOCUCTYKO 4acTb rOfoBbl NIOCbOH «beTameTasoH +
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canuuunosas kucrnota» 1 pa3 B cyTkm 10 OHen, Kpem
«beTameTazoHa OMNPONUOHAT + FeHTamMUuUMH», 6ans3am
Lipikar AP Baume+.

Ha 10-e cyTkun Tepanumn oTMe4anocb yMeHbLUEHUE Lue-
NYLWEeHNs, 3p03nn U IMHENHbIE TPELLUHBbI 3a3NUTenn3npo-
BasfiMCb, UMMETUIMHO3HbIE KOPOUKM OTOLLIIN.

MaumeHT 6bIn BbINMCAH C KIIMHUYECKUM Yhy4lleHuem
no AuarHosy: BpOXAeHHas UXTUO3nOpMHasa apuTpoaep-
Mus Bpoka, € KIMHNUYECKUM BbI3OOPOBIIEHMEM NO AUarHo-
3y: nuoaepmMus.

3aknioyenue

Mcxops M3 Toro, 4To AaHHasi natosiorns BCTpevaercs
[0CTaTO4HO PefKko, Mbl MPULLINIM K BbIBOAY, YTO LIENeco06-
pa3HoO C OMarHOCTMYECKOW Lieflbio NMPOoBOAMTL NpeHaTtasb-
HOE MEOUKO-TeHETUYECKOE KOHCYNbLTMPOBAHNE CEMEN,
0COOEHHO C OTAroLEHHbIM HacneacTBeHHbIM aHaMHEe30M.
MporHo3 3aboneBaHua 3aBUCUT OT TSHKECTU naTosiornye-
CKOro npotiecca u BpeMeHu Havana gepmarosa.

CnepoBaTenbHO, CTEMEHb TAXECTU COCTOSAHUS 60Sb-
HbIX MPU BPOXAEHHON WMXTMO3U(OPMHON 3PUTPOAEPMUN
Bpoka 3aBMCUT He TONbKO OT MOPaXKEHWUsI KOXXHOIO MOKpPO-
Ba, HO 1 OT COMYTCTBYHOLLEW NATONOrMK1, CBA3aHHOM C Hefo-
pa3BuMTUEM, MOPOKAMW PasBUTUA BHYTPEHHUX OPraHoB,
HEPBHOW cucTeMsl, 4To 06ycnosneHo myTaumeii reHos. i
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