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Bposoennuiii 6ynnesnuiii snudepmonus (B63) — amo epynna pedxux nacnedcmeenHvix 3a60ne6anutl,
Xapaxmepusyouiuxcs 06pasosanuem 0epeknos Koxu U CIU3UCHbIX 0007104eK 6ciedcmeue UsMeHeHUl 6 2eHax

U HAPYWeHUTL MeHKIeMOUHbLX C853eli 6 INUOEPMUCE UL INUOEPMATTLHO-0ePMATIbHOM COeOUHEHUU, NPUBOOTULUX
K 00pas3osanuio ny3vipeti Ha Koxe u/unu CIu3UCmoLx 060104Kax 0asxie NPpu HeSHAYUMENbHOM UX MPABMUPOBAHUU
unu cnoHmanHo. Y nayuenmos c no6oti popmoti BB 803moxncHo passumue 000poxauectneeHHolx

U 3710KauecmeeHHblx H06000pa306aHUll. PUCK 803HUKHOBEHUS MAKUX COCTNOSTHULL Y6eTUMUBACTNCS 6 MECTNAX
NOS67IEHUS IPOZUBHO-A3BEHHBLX NOPANCEHUT U 3HAUUIMETLHO 803PACTNaem NPuU MANENbIX Popmax 3a0071e6aAHUS.
K 0o6pokauecmeerHbim 06pa306aAHUAM OMHOCAN MUTUYMYL, PYOL08ble USMEHEHUS U NUSMEHMHbLE HEBYCbL
8poNHcOeHH020 Oynne3Hozo anudepmonusa (bI3-Hesycol). B npedcmasnenHoii cmamve paccmompenvi pasauuHuvle
knunudeckue npumepot b3-nesycos y demeti ¢ B3, a maxe ocobennocmu ux gopmuposarus, crmpoeHus

U 0epmamocKkonu4eckoti KapmuHol.

Knrouesvie cnoea: sposcoennviii 6ynne3nolii anudepmonus, demu, bO-Hesycol
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BBegeHne

BpoxpenHsiit 6ynnesueit snugepmonus (BB3J) -
9TO TPYIINa PefKUX HACTeNCTBEHHBIX 3a00/eBaHMUIL,
XapaKTepU3yoInxcs 06pasoBanmeM fedeKTOB KOXI
VI CIM3UCTBIX 060/I09eK BCIEACTBIE N3MEHEHNII B FeHaX,
HpUBOAAIIMX K HapYLIEHUIO MEXK/IETOYHBIX CBsA3ell
B SMUJIepMUCe MM SHUJIePMaTbHO-AepMaaIbHOM CO-
eIVHEeHNN 1 K 00pa3oBaHNUIO My3bIpeil Ha KOXe 1/Min
CIIMBMUCTHIX 000IOUYKAX [jaXKe IIPY HEe3HAYNTETbHOM UX
TPaBMUPOBAHMM MY CIIOHTaHHO [1]. 3aboneBaHue
XapaKTepusyeTcss HellpepbIBHO-PEeLUAVBUPYIOLUM
TeYeHUeM U IPOsIBIEHNEM KOXKHBIX MOPaKeHMIt Ipu
POXAEHNN WIN B IIePBble MECSIbI )KU3HU pebeHKa [2].
Kimundeckas kapTuHa 3a60/1€BaHMs OT/INYAETCS TIOTIN-
MOP(N3MOM KIMHUYECKUX [IPOSIBIIEHUIT Y MYIbTUCHU-

CTEMHOCTBIO ITOPa)KeHNs C BOBJIEUYEHNEM B IIaTONOTU-
YeCKuil Mpollecc pas3IMyHbIX OPraHOB 1 CUCTeM [3, 4].
K OCHOBHBIM KIMHMYECKUM MPOSIBICHNUSIM PasINIHbIX
¢opm BB3I oTHOCATCA BO3HMKHOBEHME IIy3bIpel /N
9pO3Mit Ha KOXe U CIM3UCTHIX 060/I0YKax. DnuTennsa-
VISl 5PO3UBHBIX Je(EeKTOB IIPK Pa3NMIHBIX PopMax 3a-
60meBaHMs IPOUCXORUT € GOPMMPOBaHUEM PYOI[OBOIL
TKaHu [4, 5]. Y mammenTos c mo6oit popmoit BB Bos-
MO>KHO Pa3BUTIE JOOPOKaueCTBEHHBIX U 37I0KA4eCTBEH-
HBIX HOBOOOpa30BaHMIl. PYCK BOSHMKHOBEHNS TaKMX
COCTOSIHMII YBETMYMBAETCS B MECTaxX IOSB/ICHUA 3PO-
3UMBHO-I3BEHHBIX TOPAXEHMII ¥ 3HAUUTEILHO BO3pacTa-
eT mpu TsDKenbIx popmax 3abonesanus. K gobpoxadect-
BEHHBIM 00Pa30BaHIAM OTHOCIT MIINYMBI, PyOIIOBbIE
V3MEHEHVsI ¥ IIMTMEHTHBIE HEBYCHI BPOX/IEHHOTO OYyII-
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ne3Horo snupepmonnsa (b3-uesycnr). K 31okauecTBen-
HBIM HOBOOOPa30BaHMAM OTHOCAT MeTaHOMY, ITOCKO-
KJIETOYHBIIT paK KX, 6a3aMbHO-K/IeTOUHBIN PaK KOXI
U IIPeIPaKOBbIil TUIIEPKEPATO3.

MsHorne go6pokadecTBeHHbIE HOBOOOPA30BAHMS, TAKIE
KaK MWINYMbI 1 py6rioBbie fedopmarym (B TOM 4MCie
UX OCTIO)KHEHUA B BUJe KOHTPAKTYP U ICeBIOCHHAAKTI -
7nii), ABTAIIOTCSA OHMMY 13 €CTeCTBEHHBIX OC/IOKHEHMIT
IpY TsDKENbIX KIMHMYecKuX ¢popmax BBO. BI-HeBych
TaK)XXe MOTYT BCTpedaTbcst mpu mobeix popmax BBI,
OJIHAKO Ha KOXKe OHI 4allle BCero 00pasyroTcs mpu pe-
neccuBHou popme BB [5].

B3-HeBYCHI NIPEACTABIAIT COOO0I KPYIHbIE, SPYITUB-
Hble, aCUMMeTPHUYHbIe, YaCTO HEPABHOMEPHO INTMEH-
THPOBaHHBIE METAHOLUTAPHbIE 06Pa3OBaHIs, BIIEPBbIE
IPOSAB/LAIONECS, KaK IIPaBUIO, B PaHHEM JeTCKOM BO3-
pacte [5]. Knuandeckas KapTHHA MX OTIMYAETCA MOMN-
MOpP(}U3MOM, a X 0COOEHHOCTBIO SAB/IAIOTCA HEPOBHbIE
u HedeTKue rpaHunbl. Yacro B mpefienax b9-HeBycoB
OTMedaloTcA IposaBnaeHna Bb3 - mysbipu, sposnn, Ko-
POYKM, MMIMYMBI ¥ pyOLbl U UX codeTaHue. B ormmune
OT OOBIYHBIX MEMaHOIMTAPHBIX HEBYCOB, BI-HeByCHI
MMEIOT TeHJICHI[MIO K ObICTpOMY 06pasoBaHUIO U yBe-
JIMYEHUIO B Pa3Mepax B TedeHNe HeCKOIbKUX MeCALeB,
a pasMepsl UX B GO/IBIIHCTBE CIy4aeB IPEBBIIIAIOT IIPK-
BBIYHBIE, focturas 10-14 cm u 6onee. BO-HeByCHI Takoke
MMEIOT TeHAEHINIO K POPMUPOBAHMUIO CAaTe/UINTHBIX OYa-
OB IO Iepudepun, YTO MOXKET HAIIOMUHATDb KIMHIYe-
CKyie IPU3HAKY, YKasbIBAIOI[Ye Ha METAHOMY KOXM [5].
VnrepecHo, uTo BI-HeBychl Tak)Ke MOKa3bIBAIOT AHAJIO-
THIO C PEIMAVBUPYIONMMI HeBycaMy (TICeBIOMeTaHOMa,
HePCUCTUPYIOUUIT HEBYC), KOTOPble BOSHUKAIOT MOCTIE
HETIO/THOTO XMPYPIUYECKOTro YAA/IeHNs WU TPaBMbI BHY-
TpUAEPMaNbHOro HeByca. I1pu saxuBieHun paH u Gop-
MUpOBaHMY PyOLIOB paHee TpaBMUpPOBaHHbIe bO-HeBychI
TaK)Ke YacTO VIMUTUPYIOT KOXXHYIO MeTaHOMY K/IVHM-
YeCKM, TUCTONIOTMYECKN 1 AepMaTockommyecky. Ha ce-
TOHSLIHNUIL [IeHb B IUTEpaType He OIMVCAHO HU OFHOTO
CTy4as pasBUTHA MeTaHOMBI BHYTpyU bO-HeByca, ofHaKo
Ha JaHHBII MOMEHT ellle HeT JJOCTaTOYHOTO KOIMYeCcTBa
MICCTIeNOBaHMII JIA TIOJTHOTO VICK/TIOYEHMA TPeMIooXKe-
HMsI, YTO HEBYCHI MOTYT OBbITh IIPe/IIeCTBEHHUKAMI Me-
naHoMsl [5]. B mo6oM crrydae He06XOAMMO [UHAMMIIECKOE
HabmofeHre 3a BO-HeBycamy, B TOM 4nc/ie IPOBeeHIe
¢dorodukcanuu ¢ onpeneneHueM ux pasmeposn. Crenn-
ayIbHas Tepams, BKIIYAONIAsA XUPYPIUIecKe MeTOMbI
nedeHns, mpu BO-HeBycax He MOKas3aHa.

B mpepncTaBieHHO CTaTbe PAaCCMOTPEHBI pas/INyHbIe
KIVHI4YeCKye npuMepsl BI-HeBycoB, a Takxe ocobeH-
HOCTH MX GOPMUPOBAHNA, CTPOCHNA 1 IePMAaTOCKOIIN-
YeCKOJl KapTUHBI Y feTeit ¢ Bb3.

Knunnueckuin cnyyaii 1

Hesouxa 7 nem. C poxxpueHns mepsble mposiBneHns BbI
(mopakeHNMe KOXI C MEPBBIX YACOB XXM3HM). [IMarHos
BPOX/IEHHOTO OY/UIE3HOTO 3MUAepPMO/IN3a OblI BHICTAB-
JIeH Ha [IepBOM Mecsilie XM3HM KaHnveckn. Habmona-
JIach B OTHE/IEHNN AePMAaTOIOrNu U atepronoruy Hanm-
OHAJIPHOTO MEUIIMHCKOTO MCCIIENOBATENBCKOTO IIEHTPpa
(HMMNLI) 3nopoBbs meteit ¢ 2018 1. B 2020 1. 65110 IpoBe-

[lepMaToBeHeponorua u 1epMaTokoCMeTonorus
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Puc. 2. Couemanue py61y06bix usmeHeHULl, MUIUYMO8E
u b9-nesyca, x 10

T€HO TEHETMYECKOE MICCTIEIOBAHIE — CEKBEHMPOBaHIE HO-
BOTO IIOKOZIEHMA Y ICCTIEIOBAHBI TAPreTHbIE 0OTACT KIIN-
HIYECKOro 5K30Ma 4emoBeka (manenb IRN 08247536001).
Ilo pesynbraTam ¥MCCIefOBAHMVA BBIABICH IAaTOTE€HHDIN
HYK/TeOTUIHDI BapyuaHT chr3:48630971 T > C B rere-
PO3SUTOTHOM COCTOSIHMM ¥ IATOT€HHDBIN HYK/IEOTUTHDIA
BapuaHT chr3:48630812dup B reTepO3SUTOTHOM COCTO-
aHumn B reHe COL7A1. Ha oCHOBaHMM I'€HETHYECKOTO
aHanM3a ObUI YCTAHOBJIEH 3aK/IIOYNTE/IbHBIN JMATHO3
«BPOXK/ICHHBIIT OY/I/Ie3HBIN SMUAEPMONNU3, JUCTPOodU-
Jeckasa ¢opMa (IaTOreHHbII HYKICOTUTHDI BapUaHT
chr3:48630971 T > C B reTepO3UrOTHOM COCTOSIHUM U IIa-
TOTEHHBIII HYK/IeOTUAHBI BapuaHT chr3:48630812dup
B IreTepPO3UTOTHOM cOCTOsAHUY B TeHe COL7A1)».

B 2022 r. Ha ¢oHE YaCTO peUMAMBUPYIOLINX ITy3BIPHBIX
BBICHIIIAHMIA Ha KOXKE JKMBOTA Ha4asy MOABIATHCA KO-
pudYHeBaTble MIATHA, KOTOPbIEe B fa/bHeIIeM aKTUBHO
PacIpoOCTPAHANNCD 110 KOXKE KMBOTA 1 B TeYEHUeE He-
CKOZBKIIX MECAIIEB HEBYC PacIIPOCTPAHIIICA Ha 1/3 KoM
xuBora (puc. 1).

ITpu nmpoBefeHNM €pPMATOCKOINY BhIAB/IEHA JlepMa-
TOCKOIIMYeCKasl KapTUHa PyOIOBOIl TKaHM Ha TPaHUIIe
¢ B9-HeBycoM; My/IbTMKOMIIOHEHTHA, aCUMMeETpUYHAs
MofeNlb CTpoeHNsA bIO-HeByca: HanM4uMe NUTMEHTHON
ceTy, ToueK 1 o6y no nepudepun obpasoBaHus, He-
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PaBHOMEPHO OKpPAlIeHHBIX KOJIbLEBUIHBIX CTPYKTYP,
HORYEePKHYTHI (OJUIMKYIAPHBIN PUCYHOK. OTMedeHbI
TaKKe CTPYKTYpPbl perpecca B LIEHTPaTbHON YacTu 06-
Pa30BaHNUSA M YIACTKM C HETATUBHOI CETDbIO, CTPYKTYPbI
[0 TUITy XPU3aINf, a TAKXXe eAVHNIHBIX MUIIYMOIIO-
HOOHBIX KUCT 1O Iepridepnn II06y/IsIPHOTO KOMIIOHEH-
Ta HeByca (puc. 2).

Hunamuka u ucxodv. HabmoneHne B TedeHMe ABYX €T
3a BO-HeBycOM He BBIABMIO HMKAKMUX CYILIECTBEHHBIX
M3MEHEHUI.

KnuHuueckuin cnyyain 2

Hesouxa 9 nem. Ha BTOpBIE CYTKM IOC/IE POXIEHUA
Ha IIPaBOJ KUCTY MOSABWIKCD IIEPBbIE ITy3bIPU U 3pO3UM,
3aTE€M aHAJ/IOTMYHbIC BBICBIIIAHUMA Ha4Ya/IN IIOABIATHCA
Ha KOXKe MaxoBoi 06macTu u sromui. [[naruos «Bpo-
JKIE€HHBII OY/IIe3HbIT ANMNUIEPMOIN3» ObIT BHICTABIEeH
B pOAMIBHOM [oMe. 3aTeM MaljyeHTKa HabIoganach
n O6CHC,[[OBaIIaCb y nepMaTonora 10 MCCTy JKUTENbCT-
Ba. C 2019 r. HabII0MA/IaCh B OT/EIEHNN JEPMATONOTUN
n annepronoruy HMMUI spoposps pereii. B 2020 r. mpo-

BE€AECHO Ir€HETNYECKOE MCC/IENOBAHNE — CEKBEHNPOBaHME

Puc. 3. Kpynnuviii HepasHomepHo oxkpauienHvlii 6I-nesyc

Puc. 4. [lepmamockonuueckas kapmuna
MYOIMUKOMNOHEHMHOT, ACUMMEMPUHHOL MOOENTU CIPOEHUS
B9-nesyca, x 10 u x 5

HOBOTO TIOKOJIEHMSI U MCC/IEROBAHbI TAPTeTHbIE 06/1acTn
KIMHIYECKOT0 9K30Ma yenoseka. [To pesymbraram mccre-
TOBAHNA BbIAB/IEH [IATOT€HHBIN HYK/ICOTUIHBIN BapUaHT
chr3:48618704 G > A B TeTepO3UTOTHOM COCTOSTHUM U T1a-
TOT€HHbIJ1 HYK/ICOTU/HbIIT BapuaHT chr3:48612806 C > T
B reTepo3uroTHoM coctosgaym B reie COL7A1. Ha ocHo-
BaHVM TeHeTUYeCKOro aHasy3a OblI YyCTAaHOBJIEH 3aKII0-
YUTE/IbHBII JMaTHO3 «BPO>K/ICHHBIIT 6y/I/Ie3HbIII SIMep-
Monus, guctpodudeckas Gopmanr.

B 2023 r. Ha KOXe JIONIATOYHOI 06/IACTH CIpaBa, T/e Me-
PYOIMYECKY IIOSABIAINCH ITy3bIPHBIE 97IeMeHTHI (BCef-
CTBJ€ TPEHUsA JAHHOI 00/1acTi) OTMETU/IN IOSIB/ICHYE
KOPMYHEBOTO IIAATHA, KOTOPOe B Jla/IbHelIeM aKTUBHO
YBEINYMBAIOCh B pasMepe I B TeYeHMe IeCTU MecsALeB
YBEINYIIOCHh B TPM-YeThIpe pa3a (puc. 3).

IIpn mpoBefeHNN AepMaTOCKONNY BBIABIEHA JAepMaTo-
CKOIMYeCKasl KapTHA CTPOEHNA MY/IbTYKOMIIOHEHTHOTO,
acMMMeTPUYHOTro CTpoeHNs b3-HeByca: oTMeyaeTcs Ha-
Nu4Me MUTMEHTHOI CeTH, TOYeK U II06YI 1o mepudepnn
06pa3oBaHsl, @ TAKXKe 30HBI TUIIONMTMEHTALNN, B LIEHT-
PaJIbHON YacTy IIPUCYTCTBYET HeTaTUBHAs ceTh (puc. 4).
Junamuxa u ucxoov. HabmoneHue B TedeHye MOCTETHUX
IBYX JIeT 32 b3-HeBycoM He BBIABMIO HIKAKMX M3MeHe-
HUIL

Knunnueckui cnyyvait 3

Jesouxa 13 nem. PebeHOK 6O/EH ¢ pOXJeHUA, KOT/A
HOCTIe POJOB OOHAPYXXW/IM My3bIPK Ha KOXKe B 0071aCTU
npaBoit crombl. VI3 popjoma Ha YeTBepThle CyTKM Ia-
I[eHTKa OblIa IlepeBefieHa B IeTcKoe oTaeneHne Kusnm-
JIIOPTOBCKOJ LIeHTPaIbHOI paitoHHoi 60nbHunbI (Pec-
ny6nuka JJarectaH) B CBS3M C MU3MEHEHMEM HOITEBBIX
NIJIACTVH, TOABJIEHNEM MHOXXECTBA ITy3bIpeN, SPO3MIi.
Bt 3amofo3peH Oy/IIe3HBII lepMaTo3, IpoBefeHa Ha-
pY>XHas Tepamusi. 3aTeM IayeHTKa OblTa HallpaBIeHa
B OT/IeJIeHNe IIaTOIOTUI HOBOPOX/IEHHBIX [leTcKkoit pe-
Cy6IMKAHCKON KIyMHMYeckoil 6ompHunbl (Pecybmmka
JlarecTaH), rie ObUT KIMHUYECKN YCTAHOBJIEH AMATHO3
«BPOXX[IEHHBIIT OY/IIe3HbIN anufepMonus». B okrsabpe
2016 . pe6eHOK BIIepBBIe OCTYIINI B OTAE/IEHIIE lepMa-
tonoruy u annepronorur HMUII spopoBba mereii, e
ObLI YCTAaHOBJIEH MATHO3 «PeLleCCUBHBIN AUCTpodude-
cKkuit Oy/mtesHslit snugepmonus». [Ipu odepenHoit ro-
CIIUTAAN3ALNNA B Ho;16pe 2020 r. B OTHIENIEHUY BEePMATO-
norvm u aiepronoruyt HMUII 3nopoBbs geteit nuarHos
BPOXXJEHHOTO Oy/IIesHoro snuaepmonusa (AucTpodu-
Jeckasi popma) ObUI HOATBEP>KAEH U IO Pe3y/IbTaTaM Te-
HETHYECKOTO MCCIeOBAHNs ObUI BBLB/IEH HYK/ICOTH]-
HBIIT BapuaHT chr3:48604152 C > T B rOMO3UTOTHOM
coctosgHuu B ree COL7A1I.

B 2020 r. Ha KOXe Haf| 7IeBOVL TYO0I OTMEYEHO KOpUYHe-
BO€ IIATHO, KOTOPOE 3a IOC/IeHME TOfIbl MeJIJIEHHO yBe-
MYIMIOCh B pa3Mepe (puc. 5).

IIpy mpoBeneHnN KepMaTOCKONIMN BBIABIEHA I€PMATO-
CKOIIMYecKash KapTUHa PeTUKY/IAPHO-IIOOY/LIPHOI MO-
menu cTpoenusa b3-HeByca. OTMeualoTcA TUTMEHTUPO-
BaHHBIE BOJIOCSHBIE POUTUKYIIBI (pHC. 6).

Hunamuxa u ucxodst. Habmomenne B TedeHMe MOCIEHNIX
IIATH 7IeT 32 bO-HeBycoM He BBIABW/IO HMKAKNX M3MEHe-
HUIL

JddexTuBHAA dapmakoTepanua. 12/2025
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Knunnueckuin cnyyaii 4

Manvuux 6 nem. HabnogaeTcst B OT/e/IeHNN iepMa-
tonoruyu u annepronoruu HMMUIL spoposbsa mereit
€ 2019 1. ¢ [MAaTHO30M «BPO>KICHHBIN OYIIIe3HbII STIN-
mZepmonus, auctpodudeckas Gpopma (BbIABIEH MATO-
TeHHBIl HYK/IeOTUAHBLT BapuaHT chr3:48618704 G > A
B TE€TEPOSUTOTHOM COCTOSHUM U IAaTOT€HHBII HYKJIEO-
TU[HBIA BapuaHT chr3:48612806 C > T B reTeposuror-
HoM cocTostHuy B reHe COL7A1)». IlepBble IpOsBIEHNUS
3a00/IeBaHUsA OTMETIUIN YKe B pofmibHOM fome. ITo-
CllefHye IBa TOla OTMeYay IOoAB/IeH)e HEXapaKTePHbIX
17151 BBD msATeH Ha KoxXKe HIDKHeJ! TPeTy XXUBOTa B 0671a-
CTM HOLIEHMs TOATY3HUKA U TPEHMs HIDKHETO Oenbs —
B MecTe, Ifle Hanbojee 4acTo MOSAB/IAIOTCA Iy3bIPHbIE i
M 9PO3UBHBbIE 3/1eMeHTHI (puc. 7). Puc. 5. Kpynnuviii paénomepro oxpautenuviii 5I-nesyc
JIepMaTrockonnyecKas KapTVHA IpeNcTaBleHa MylIbTH-

KOMIIOHEHTHBIM, aCUMMETPUYHBIM cTpoeHreM BI-He- B he ¥
ByCa, IPY KOTOPOM OTMEYaeTcsl Ha/mudye IUTMEHTHO ok

cetu, Touek u 11obyn mo nepudepuu obpasosaHus, ‘ =i

a TaK)X€ HEPAaBHOMEPHO OKPAIIE€HHBIX KOJTbIEBUIHDBIX i
CTPYKTYP; BUfieH IiepudepraecKmii poCcT HEBYCa M y4acT- i3

KI C HETaTUBHOII CEThIO; OTMEYaeTC s HaMM4Me eyHIY-
HBIX MITMYMOIIOFOOHBIX KUCT BHe HeByca (puc. 8).
Hunamuxa u ucxodv.. Habmionenne B TeUeHUE WECTU  Puc. 6. [lepmamockonuteckas Kapmuna

MecsAIeB BBIABUIO MeJ/IEHHBIN HepudepudecKuil pocT  pemukynspHo-zno6ynapHoii modenu cmpoenus BI-neeyca,
b3-HeByca, [pyIUX U3MEHEHNIT He OTMEYeHO. x5ux10

06cyxneHune

BO-HeByCH OBIIM OHMMCAHBI B IUTEPAType HEMHO-
rum 6osnee dem y 20 manuenTos [6, 7]. BorpmmnHCT-
BO 13 bD-HeBYyCOB MOABIATCA B TeUEHME NEPBOTO
OecATUNeTU U 4allle BCTPeYaloTcsA MPU peLiecCCUBHO
Hacnenyemblx ¢opmax BBE3. B3-HeBychl ABnA0OTCA
npuobpeTeHHBIMH, [OOPOKAYeCTBEHHBIMU U OBICT-
pPOpacTyIMMy, OHNM NPEfCTABIAIT COOOI KPYIIHbIE,
acMMMeTpUYHbIEe, YaCTO HEPAaBHOMEPHO NUTMEHTH-
poBaHHBIe MelaHOUMTapHbIe MopakeHMs:. OOBIYHO
b3-HeBychl BOSHMKAIOT Ha MeCTaX, ITie paHee OTMeyYa-
JINCh peUMAUBUPYIOLIMeE ITY3bIpU MAM 3po3un. Takue
HEBYCHI HEPEKO [JAI0T Havyajao HeOGO/MbIINM CATe/INT-
HBIM HeByCaM, OKPY>KaIOIIUM NepBUYHBIN HEBYC, U, . NS Y ;

TaKUM 06pasoM, 4aCTO MOTYT OBITb CXOXKUMMU 10 KMu-  Puc. 7. Conudnoiii nepasnomepro okpauennuiii B3-nesyc
HMYECKUM MPU3HAKaM ¢ MelaHoMol [8]. BaxHpiM
OUAaTHOCTUYECKUM KpUTEPUEM ABJIAETCA IPOBEEHNE
perynapHOil CKpMHMHTOBOM AepMarockonun. OpHoOMN
U3 NMOCTOAHHBIX JePMaTOCKONMYEeCKUX HAXOMOK Yy Ha-
OI0naeMbIX HaMM HAL[MEeHTOB SIB/ISETCSA HeraTMBHas
ceTb. CreffyeT OTMETUTD, YTO B IEPMATOCKOIINY HeTa-
TUBHAsI CeTb SBJIAETCS CHenu(DUIHON I MeTaHOMbI
B 95% crmy4aeB, OJHAKO MOXET TaK)Xe BCTpedaThCsA
npu HeBycax Illnuia, Bpo>kieHHBIX HeBycax [9] u, kak
MIOKa3bIBAIOT Pe3y/IbTATHI IPECTaBICHHOIO Habmoze-
Hus, npu Bb3-HeBycax.

Pexomenpary 1o edeHnio b3-HeBycoB Ha CeTOmHAIIHMIA
IeHb YeTKO He OIpeMieIeHbl. JIM30/I0B UX 3/10KaYeCTBEeH-
HOJT TpaHcOpMaIy He 3aperuCTPUPOBAHO, HO 9TO MOXKET
OBITH CBSI3aHO C HEOONMBIINM KOMMYECTBOM ONMCAHHBIX
ciy4aes B muteparype [10]. OTcyTcTBuE TaKOV TEHAEHUMI  Pyc. 8. [lepmamockonuueckas Kapmuna

MOXKHO OOBACHUTD TEM, YTO B Pa3BUTHY MENTAHOMBI BaK-  MyIbmuKOMIOHEHMHOT, ACUMMEMPUMHOTE MOOeT CHPOCHUS
HYIO POJIb UIpaeT yIbTpaduoneToBoe usIydeHue, Koropoe BI-nesyca, x 10

. I
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crioco6ctByeT nospexxzienyio JHK k1eTok Koxxu, BIeKy-
IeMy 3a coO0ii MyTalM U fajIbHelilllee pasBUTHE 3/I0Ka-
YeCTBEHHOTO mporecca. [103ToMy, Kak 1 H00bIM ITalyieH-
TaM, JieTAM ¢ BB upesmepHOe BO3felicTBIE COTHEUHOTO
CBeTa IPOTUBOIIOKA3aHO.

3aKnioueHue

Tlo cux mop He OBIIO ONMMCAHO HU OXHOTO CTy4ast 9BOJII0-
1y bO-HeBycoB B 3/10Ka4eCTBEHHYIO OIYXOJIb, HO MC-
CrefloBaHMii 10 U3y4eHno bI-HeBycoB HeOCTaTOUHO
JIA TOTO, YTOOBI IIOTHOCTBIO VICK/TIOUNTDh BEPOATHOCTD
UX NIEPEPOXK/EHNA B METAHOMY.

[TprHMMas Bo BHUMaHMe Bce 0ocobeHHOCTH BD-HeBy-
COB, X MOXXHO CUMTATh UCKIIOYEHUEM Cpefy MeNaHo-
IUTApHBIX MopaxkeHuii. IloaTomy Bpad, mpoBoaAImINIA
IlepMaTOCKOIINIO HOBOOOpa3oBaHMil y manuenTa ¢ b3-
HEBYCOM, He 3HAIOUIMIT 0COOEHHOCTEN TeUeHUs STOro
3ab0/eBaHNs, MOXET YCTaHOBUTb HEBEPHBII ANArHO3 —
«MeJIOHOMa» ¥ Ha3HAUUTb COOTBETCTBYIOLIee JIeYeHMe,
KOTOPO€ CTaHeT IPUYMHONM YCKOPEHHO-HEraTMBHOTO

Nutepatypa

PpasBUTKA 3a00/IeBaHNA Y ITAIVIEHTOB C Y>Ke IMEIOIVIMCS

TSDKeNIBIM TedeHreM bO-HeByca. Takum o6pasom, Bax-

HBIM MOMEHTOM [JMalHOCTUKY M CKPMHMHIA BBICTYIIAET

IepMaToCKOmuA, KOTOpyIo y Aetelt ¢ BBD npu Hanuuun

nMI06BIX HEBOMIHBIX 06Pa30BaHMIT JOMKEH IPOBOAUTD

OTIBITHBIN CIELMANTNCT-JEePMATOIOT He peXe ABYX pas
B Tof,.

Hngopmuposannoe coznacue.

Om mamepeil NAYUeHINOB NONYHEHO NUCbMEHHOE

UHMopMUposarHoe 006p0BoNLHOE CoACUe HA NYOTUKALUIO

U300paseHuti 6 MEOULUHCKOM HCYPHATIE, BKIIOUAS €20

INEKMPOHHYI0 6ePCLUT0.

HYcmounuk dunancuposanus omcymcmeyem.

Packpvimue unmepecos.

PB. Enuuies — nomyuerue uccne008amenvCkux epanmos

om gpapmavesmuueckux xomnanuii Eli Lilly, Novartis, AbbVie,

Amryt Pharma, Jansen, Pfizer, Celgene;

JLA. Onpsimum - nonyueHue uccie008amensCkux 2paHmos

om papmayesmuueckux komnaruti Eli Lilly, Sanofi, Jansen,

Biocad.
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Epidermolysis bullosa (EB) is a group of rare hereditary diseases characterized by the formation of defects of the skin
and mucous membranes due to changes in genes leading to disruption of intercellular connections in the epidermis

or epidermal-dermal junction, resulting in the formation of blisters on the skin and / or mucous membranes even

with minor trauma or spontaneously. Patients with any form of EB may develop benign and malignant neoplasms.

The risk of such conditions increases in places where erosive and ulcerative lesions appear and increases significantly

in severe forms of the disease. Benign formations include milia, cicatricial changes and pigmented nevi of congenital
epidermolysis bullosa also called nevi of epidermolysis bullosa (EB nevi). In this article, we will consider various clinical
examples of EB nevi in children with EB, as well as the features of their formation, structure and dermatoscopic features.
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