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B cTtaTbe onucaH KNMHWYECKWIA Criydan peakoro epmaro3a — BPOXAEHHOro AMCTPOMYECKOro Oyrnne3Horo anu-

aepmonusa y pebeHka 9 nert.
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This article describes a clinical case of a rare dermatosis — congenital dystrophic epidermolysis bullosa in a 9-year

old child.
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BBepgeHue. bynnesHbiii anmgepmonns — aTo rpynna
penkux HacneacTBeHHbIX 3aboneBaHuiA, BKYakoLas
okono 30 dopM, XapakTepusylLMXCA HapyLleHUeM
MEXKIETOUHbIX KOHTaKTOB B 3anuaepMuce unv gepwe,
4YTO Mpu Manenwiern TpaBMe NpuBOauT K o6pa3oBaHmio
ny3eipen [1, 2]

C y4eTom KIMMHUYECKMX OCOBEHHOCTENM MU METOOOB
3MEeKTPOHHOW MWKPOCKOMWMN BbIAENSIIOT TPU OCHOBHbIE
rpynnbl BpOX4eHHOro BynnesHoro anvgepmonunaa: npo-
CcTon OynnesHbIn aNMAepMonn3, NorpaHnYHbln Oynnes-
HbI ANMAEPMONN3 N AUCTPOUYECKUA BynnesHbIi anu-
nepmonus [3].

Mpu npocton copme GynnesHoro anuaepmonumaa
NMPUYNHON BO3HUKHOBEHUS BHYTPUINMAepMarnbHbIX My-
3bIper CNYyXWUT MyTauMsi FeHOB, KOOWPYKLUUX CUHTE3
kepatvHa 5, 14 TMnoB u nnektvHa. OHa NpMBOOUT K
nectabunmsaumm cetm TOHOMUNAMEHTOB M LUTONU3Y
KepaTuHouutoB 6a3anbHOro crnosi, B pesynsrare 4ero
0azanbHbI CION OTCranBaeTcsl, Npy 3TOM HEMOBPEX-
OeHHasa 6asanbHasi MeMOpaHa HaxoanTcsa B OCHOBaHUK
nysbip4 [4, 5].

HacnepnytoTcs yale Bcero no ayToCOMHO-OOMUHaHT-
Homy Tuny [4].

Mpocton OynnesHbli 3NMOEPMONU3  HaYMHAETCA
C POXOEHWST UNK B NepBble OHU XU3HKU. 3aboneBaHue
XapakTepusyeTca nosiBfieHMeM nMy3blipern Ha MecTax
MEXaHN4YeCKoN TpaBMbl (NOKTW, KOMEHW, KACTWU, CTOMb,
nosicHmua). lMy3bipy MMelT pasnuyHble pasMepsbl, Npo-
3payHoe, penKko — remMopparMyeckoe COLAEPXKUMOE.
Opo3nun, obpasyloLmecss nocrie BCKPbITUS My3bIpen,
ObICTPO 3NMTENU3MPYIOTCH, HE OcTaBnsAs cnegos. Cru-
3uCTble 060M0oYKN NopaxatTcsa oveHb pedko. B natono-
TMYEeCKU MpoLeCcC HOrTeBbIE NNACTUHKN 0BbIYHO He BO-
Bnekatorcs [1, 2].

Mpu norpaHnyHon opme OynnesHoro anuaepMo-
nu3a ny3bipu obpasyoTca B pesynbrate pacliensneHms
CBETNON nnacTuHkn 6a3anbHon MembpaHbl Ha rpaHuue
anuaepmuca n gepwmbl. FeHetnyecknin gedekt — myTa-
LU TEHOB, KOOMPYKOLNX aHTureH OynnesHoro nemdwm-
rovaa (B remmgecMocomMax) n naMmumHuH 332 (B SKOPHbIX
dunameHTax). MnotHaa nnactuHka Gas3anbHON MeMm-
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OpaHbl HAXOAMTCA B OCHOBaHWM MNy3blpda. Tun Hacneno-
BaHWSA ayTOCOMHO-peLeccuBHbIn [2, 4, 5].

K TMNU4YHbIM cMMNTOMaM gaHHOW hOPMbl OTHOCATCSA
obpa3oBaHMe MHOXeCTBa My3blpen, 3po3nin 1 aTpodu-
Yeckux pybLOB KOXWU, OHUXOAMCTPOdUS, NpUBOAsiLLasn K
MOMHON yTpaTe HOITEBbIX NMACTWH, TSXKENOoe NopaxeHne
MSIFKMX TKAHEN B POTOBOW NOMOCTH, rMNonnasus amanu u
TsbKenbln kapuec. [N1aTorHOMOHUYHBIM CUMMTOMOM SBMS-
erca obunbHas rpaHynsuMoHHas TKaHb, CUMMETPUYHO
obpa3ytoLasica BOKpyr pta, B obrnactu cpegHen vactu
nva 1 BOKPYr HOCa, B BEPXHEW 4acTU CMUHbI, NOAMbI-
LWIeYHbIX BnaguMHax U HOrTeBbIX Banukax. Bo3aMoxHbIMU
CUCTEMHBIMW OCITOXXHEHMAMU SBMAIOTCA TshKenas no-
nMaTUornornyeckas aHemus, 3agepxka pocra, a3po3mm u
CTPUKTYPbI XeNnyao4YHO-KULLEYHOro TpakTa, nopaxeHune
CNN3UCTbLIX 00O0MNMOYEK BEPXHUX AbIXaTeNbHbIX NyTen u
MOYEMNONOBOro TpakTa, MopaXKeHue MOYeK, HapyXHbIX
obonovek rnasa [6].

Mpun guctpoduveckom 6GynnesHom anuaepmonuse
ny3blpy opMupytoTcs rnyboko nop 6asanbHon mewm-
OpaHoW, MO3TOMY MOCME 3aXMBMEHUSA OCTAKTCA pyoOLUbI.
Pa3sutre gaHHom hopmbl 06yCrnoBneHo MyTaumen rexHa,
koaupytowero konnareH VIl Tmna — KOMMNOHEHT Kpens-
wmxca mbpunn. N3-3a atoro HapyLueHus Kpenswimecs
nOpUNnbl pyauMeHTapHbl Uy OTCYTCTBYIOT [2, 4, 5].

OnuncaHbl KaKk ayTOCOMHO-PELIECCUBHbBIE, TaK U ay-
TOCOMHO-AOMUHaHTHbIE BapuaHTbl HacnegoBaHusl Auc-
Tpodhmyeckoro GynnesHoro anugepmonuaa [4].

JoMUHaHTHBIA  gucTpodunyeckuin BynnesHbld anu-
OEPMONM3 HaYMHAETCH C POXAEHUA UNWN NEepPBbIX OHEN
XM3HU. B nepBble MecsLbl MOpaXeHWEe KOXU reHeparnu-
30BaHHOE, B AalflbHENLEM My3blpy BO3HMKAKT 0ObIYHO
Ha OOHMX U TEX K€ YacTO TPaBMMUPYEMbIX yHacTKax: Ku-
CTSIX, CTONAx, KOMeHsX, NOKTAX, Lwee. 3axueneHvne npo-
ncxoguT ¢ obpasoBaHvem atpoduyeckoro pybua. Hor-
TeBble NNaCTUHKN NopaxeHbl Y BCeX 60MbHbIX, U MU1LLb B
penKux crydasix HortTu OTCYTCTBYIOT, Yallle OHWU OUCTPO-
¢uyHbl. PocT 1 passuTtne geten He HapyleHbl. C BO3-
pacTtom ny3blpy MOSABASIKOTCS BCE pexe, Uy B3pOCIbIX
0 HanM4mm 6oMe3HN MOryT HanoMmHaTb TOSbKO AUCTPO-
dryeckne N3MeHeHUst HorTen u eaBa 3aMeTHble pyoLbl
Ha JOKTAX, KONEeHaX 1 nogpihkkax [3, 7].

PeueccuBHbIn - guctpodudeckun GynnesHbin  anu-
AEPMONM3 NpoTeKaeT TSXKENOo, 4acTo MPUBOAMNT K CMepTH
B paHHeM Bo3pacTte. 3aboneBaHne Bcerga BO3HUKAET C
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POXOEHWS WU NEPBbIX YAaCOB XU3HW. YXXe Npu poxae-
HMM YacTO 9pO3MpOBaHa KoXa KOHEYHOCTEMN.

B nepsble OHM XM3HM MPOUCXOOUT pacrnpocTpaHeHne
BbICbIMaHUA. 3aXu1BeHe NponcxoamT ¢ obpasoBaHeM
aTpodmyeckmx pybLoB, Ha KACTSIX U CTOMax NOCTENEHHO
pa3BMBAaIOTCA KOHTPAKTYpbl U CUHAAKTUNMK. Hortesble
NMacTUHKN OTCYTCTBYIOT C POXOEHUSA UMW NOCTENEHHO
yTpaumBaloTcs B pesynsrate 06pa3oBaHNsi NOAHOITEBbIX
ny3bipen. Ha cnuancrorn o6onoyke nonoctu pra, nuuie-
BOAA, NPSIMOW KULLIKM Takke BO3HUKAOT MHOXECTBEHHbIE
ny3bipu. Mpouecc pybueBaHns BO pTy NPUBOAUT K orpa-
HUYEHUIO NMOABMKHOCTU A3blKa, aTPOdUN €ro COCOYKOB,
3apaLleHnto BeCTUBYNAPHbBIX CKNagoK M MUKPOCTOMMUN, B
nMLLeBoAe — K ero CyXXeHuto, HapyLUEHU0 NPOXOAMMO-
CTU NULLK, B NPSIMON KMLLKE — K XPOHNYECKMM 3arnopam,
pe3knum 6onam npu gedekaummn. 3ybbl MOpaxeHbl y BCEX
6onbHbIX, NpecbnagatoT kapuec, AedekTbl 3y6Hol ama-
nm[1, 3, 6].

OTUOTPONHOro nevexHust BynnesHoro anuaepmonu3a
noka Het. MoatoMy neyeHve BOMbHbIX SBASETCS CUM-
nToMatuyeckuMm. BbiGop cuvmMnTomMaTMyeckux MeTonoB
3aBUCUT OT TSDKECTU M oBLIMpHOCTM nopaxeHus. Obpa-
30BaHWe Ny3blpen MOXET ObiTb MUHMMMW3NPOBAHO Orpa-
HMYEeHMeM TpaBMaTU4YeCKUX BO3LEWCTBMIA U UCMOMb30-
BaHVWEM MSIKON, XOpoLLOo nogobpaHHon obyBu, ogexapl
[2,4,7].

OnucaHue knuHU4Yeckoro cny4as. lMaumeHT A,
9 net, cocTonT Ha ancnaHcepHom y4yete B Y3 « COKB»
¢ 2005 r. ¢ gnarHo3oM: «BpoxaeHHbI BynnesHbln anu-
4epmMonua».

Poguncs ot naton 6epeMeHHOCTH, BTOpPbIE CPOYHbIE
poabl. B pogax 2-kpatHoe o6BMTMe nynoBuHbl. Macca
Tena npu poxaeHun 3 kr 450 r, pocT 52 cm. C poxaeHus
COCTOSIHME TSXKEeroe 3a CHET NopaKeHUst KOXn. KoxHbIN
NMPOLIECC HOCUIT PaCrpPOCTPaHEHHbIV XapaKTep: Ha Koxe
TYNOBULLA, BEPXHUX, HWXHUX KOHEYHOCTEW WMENuCb
MHOXECTBEHHbIE MYy3bIpU C CEPO3HO-remMmopparn4eckum
COOEPXUMbIM, CKIOHHbIE K MnepudepuyeckoMmy pocTy
n cnuaHuio. Ha mecte BCKpbIBLUMXCS My3bipert hopmu-
poBanucb OBLUMPHBIE 3PO3MM, C COYHbIM SPKO-Kpac-
HblM AHOM. C poXOeHMs YKOpOYeHMe MpaBoW HUKHEWN
KOHEYHOCTW, oHMxoaucTpodusa. B Tspkernom coctosiHum
nepeBeeH B OTAENeHe peaHMmMaLmn HOBOPOXAEHHbBIX,
rae Obino BLINOMHEHO MMCTONOrMYyeckoe uccrnenoBaHve
KOXW, Ha OCHOBaHWM KOTOPOro BbICTABIEH AMArHo3:
«[lMorpaHnyHbIn GynnesHbIi aNUAepMonna Tun Xepnur-
ua». Mo mepe pocta pebeHka My3bipu MOSABNSAAUCL B
OCHOBHOM B MeCTax, MOOBEPXXEHHbIX MeXaHW4ecKoMy
BO3AENCTBUIO (TONEHN, KONEeHW, NpeanseYdbs, oKTn), a
TakkKe MOMMM BO3HMKHYTb Ha NOBOM yyacTke KOXHOro
nokpoga (puc. 1).

C pByxneTHero Bo3pacta OTMeYanocb HEeKoTopoe
ynyyLleHne KOXXHOIo NpoLecca, BblCbiNaHWs B OCHOBHOM
NOKanu3ylTCs Ha Lwee, NaxoBbix 06nacTsx.

C 2006 r. cocTOMT Ha ANCMNAHCEPHOM y4eTe Mo MeCTy
XWUTENbCTBA Yy racTpoaHTeponora ¢ AnarHo3om: «Cyxxe-
HVe BepxHew TpeTu N1LLeBoaa, peakTUBHbIE U3MEHEHUS
MOMKENYOA0YHOW Kernesbl, KONOANUCKMHE3NS MO MMnomo-
TOpPHOMY TUMY»; y opToneaa ¢ AnarHosom: «mnonnasms
KOCTel NpaBon CTOMbl, BapyCcHas yCTaHOBKa NpaBow CTO-
Mbl, BanbrycHas yCTaHOBKa f1EBOW CTOMbI».

B 2013 r. B Yewckon Pecnybrnivke, B YHMBeEpCUTET-
ckon 6onbHuLe I. BpHo, nccnenoBany GuonTart KoXu pe-
6eHka (METOOOM aHTUrEHHOrO KapTMpOoBaHUs), a Takxke
6b1n npounsseaeH JHK-MonekynsipHbIn aHanma.

AHTUreHHOe KapTupoBaHue: benku kepaTtuH 5, kepa-
TmH 14, konnareH XVII, namuHnH 332: okpalumBatoTcA
006bIvHO, konnareH VIl Tuna: okpawmBaeTcs crnabo.

AEPMATOBEHEPOAOI'HUA

Puc.2. MauneHT A., 9 net

OHK-MonekynsipHbl aHanu3: y naumeHta obHapy-
XEeHbl 2 MyTauun B reHe, OTBeYawLlne 3a CUHTE3 KOI-
narena VIl Tuna.

Ha ocHoBaHUM aHaMHe3a, KIMHUYECKOW KapTWHbI,
nabopaTopHbIX AaHHbIX pebeHKy Obin BbiCTaBneH aua-
rHo3: «ductpoduuecknin GynnesHbli annaepmonuns, ay-
TOCOMHO-PELIECCUBHBIV TUMY.

Ha cerogHAWHWA AeHb My3bipy B OCHOBHOM flOKanu-
3yl0TCA B MaxoBbIXx 00nacTsx, NafoOHHOW MOBEPXHOCTU
Kncten. KoxHbln npouecc npeactaBneH ovyaramu apu-
TeMbl SPKO-PO30BOrO LIBETA, C HEPOBHbLIMU, HEYETKMU
KOHTypaMu, Ha NOBEPXHOCTM 3p03nn, C 0BpbIBKAMU 3Mu-
aepmMuca no nepudepun, MectaMm NoKpbITble CEPO3HO-
remMmopparmyecknmm Kopodkamu. (puc. 2). Ha koxe rpyau,
XKMBOTA, BEPXHUX, HWKHUX KOHEYHOCTAX MHOXECTBEH-
Hble aTpodmyeckmne pyoLbl, TMNepnUrMeHTauus.

HorTeBble nNnacTUMHKW Ha MpaBoOW pyKe OTCYTCTBY-
toT Ha | u Il nanbuax, Ha neson pyke Ha lll nanbue. Ha
HWKHUX KOHEYHOCTSAX HOrTEBbIE MITACTUHKN OTCYTCTBYIOT
MOMHOCTbLIO.

3a Bpems gucnaHcepHoro HabnogeHusa nauueHT no-
Ny4yaeT CUMNTOMATUYECKYHO Tepanuio, HarnpaeneHHY Ha
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npegynpexaeHne MHMEKUMOHHbIX OCMOXHEHUA CO CTO-
POHbI KOXM 1 CTUMYNSALMIO penapaTuBHbIX NPOLIECCOB.

3akntoyeHue. [prBegeHHoOe KNMHUYeckoe Habrmto-
[OEeHVe VMHTEpPEeCHO MK3-3a peaKon BCTPeYaeMoCTu AaH-
HOro AepmMaTtosa, TPyAHOCTU ANArHOCTUKU U OTCYTCTBUS
aheKkTMBHLIX MeToAoB NeyeHus. K coxaneHnuto, byn-
Ne3HbI aNuaepmonn3 — Heusnedrmoe 3abonesaHue,
O[HAKO 3TO COBCEM HE O3HAYaEeT, YTO TakuM naumeHTam
Hemnb3st NoMoYb. OCHOBHbIM B fie4eHUn GonesHn aBns-
€TCsl NPaBUITbHLIN yX04 3a KOXEeW, KOTOPbIA NOo3BOMNSiET
MUHUMWU3NPOBaTL OCMOXHEHWUS U aganTMpoBaTb Takux
nogen B obuwectse. HeobxoaumMo OTMETUTb, YTO AWUC-
naHcepHoe HabniogeHve MauueHToB C AaHHbIM 3abo-
neBaHVEM [OJPKHO OCYLLECTBMSATLCS B TEYEHWEe BCeW
XN3HU.

KoHdnukT nHTepecoB oTCyTCTBYET.
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NOP-opraHoB meTogom dhoToanHamuyeckon Tepanun. CapaToBCKMiA Hay4YHO-MeaMUMHCKUI xypHan 2014; 10 (3): 555-558.

Llenb: oueHka adphekTMBHOCTN MeToaa hoTogmHammudeckon tepanmum (SPAT) npu nevyeHumn 6oMnbHbIX C NEPBUYHBIM
1 peunamBHbiM pakoM koxu (PK). Mamepuan u memodsi. B TMaBHOM BOEHHOM KIUHWYECKOM rocrnuTane um. akag.
H.H. BypaeHrko nevenve PK JIOP-opraHoB ¢ npumeHeHnem metoga ®OT nposegeHo 108 nauneHTtam. MyxunH 6bino
85 yenoBek, xeHLwmH 23. Bo3pacT 6onbHbIX konebancsa ot 43 fo 92 nert, coctaenss B cpeaHeM 71 rog. MaumeHToB ¢
6aszanbHo-kneTouHbIM pakom koxun (BKPK) NTOP-opraHoB 6bino 96 4enoBek, NauMeHTOB C NIIOCKOKIETOYHbIM PakoMm
koxu (MKPK) — 8, ¢ meTatunmyeckum pakom koxu (MTPK) — 4. MNokasaH onbIT NpUMEHeHNs HOBOrO NEPCNEKTUBHOIO
metopa POT npu nevyeHun 60MbHBIX MEPBUYHBIM U PELIMANBHBIM PAKOM KOXW. Pe3yribmamel. [pn neveHnn 6onbHbIX
PK NOP-opraHoB metogom ®T nonHas pesopbuus (MP) coctaBuna 89,8 %, yactuyHas pesopbums (UP) — 9,3%, 6e3
acpdekta (BI) — 0,9%. Hanbonbluasa adohekTMBHOCTL NonyyveHa npu nevdeHun metogom AT 6onbHbix ¢ BKPK JTOP-
opraHoB — 92,7 %. HaumeHee acbdpektmeeH metog ®OT npu nevenunm NMKPK NNOP-opraHoB — 62,5%. Mpu aHanuse
OTAaneHHbIX pe3ynsraTtoB peunamnebl otcyTcTBoBanu y 88,7 % 6onbHbix PK JIOP-opraHoB. B 11,3 % cnyyaes BO3HUKNN
peunamBbl. Hanbonblas achdekTMBHOCTL nonyyveHa npu nedeHmmn metogom ®AT 6onbHbix ¢ BKPK JIOP-opraHoB —
89,9%. HanmeHee achdpektuseH metog POT npu neveHumn MTPK JIOP-opraHoB — 66,7 %. 3akrodeHue. OOT sBnset-
ca adppekTmBHbIM MeTofom neverus PK NTIOP-opraHoB, oTnnyascs OT ApYrnx METOAOB NEYEHNST OPraHOCOXPaHSIIOLLUM
XapakTepoMm, OTIIMYHBIMU KOCMETUYECKMMU 1 (DYHKLMOHANbHLIMW pe3yrbTatamMu, BbICOKOW CENEKTUBHOCTLIO neveb-
HOro OEeNCTBUS, OTCYTCTBMEM TSKENOr0 CUCTEMHOIO BMUSIHUA Ha opraHuam. Mpeumywiectsom ®OT no cpaBHEHMIO C
apyrummn metogamm neveruns PK NIOP-opraHoB Takke SBNSETCA BO3MOXHOCTb MHOTOKPaTHOrO MOBTOPEHMS NpoLeaypbl
B cryyae 60mbLUIoro AMameTpa onyxonu U Npyu MHOXECTBEHHOM OMyXOrneBoMm npolecce 6e3 pucka oCrnoXXHeHWN.

KntoueBble crnoBa: pak Koxu, dotoamHammyeckast Tepanusi, poToceHcnounn3aTopsl.
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