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B cratbe onucaH nepBbli caydan npuMeHeHusi bnomatepuana A58 BOCCTAHOBJIEHNUS AePEKTa KOXXn y pebeHKa 12 net
C BPOXKAEHHbIM 6Y/1/1€3HbIM 3nuagepmoan3om. OTMeYeHa BbicoKasi 9pPEKTUBHOCTb 6MONIacTUHECKOro MmaTtepmasia Ha OCHO-
B€ HaTMBHOM (OPMbI rmaaypOHOBOM KNCO0ThIl. 3apuKcrnpoBaHa bbicTpas pereHepauusi A3BEHHOIo JeeKTa KOXKH.
Knio4eBbie cnoBa: BpOXKAEHHbIN 6Y11€3HbIN 3NUMAEPMOING, BUOMIaCTUYECKUI MaTepnall, 1e4eHune.

HacnegctBeHHbI Gynne3HbIM anuMaepMonn3 — rpynna
Ny3blPHbIX HACNEACTBEHHbIX KOXHbIX 3a60/1€BaHWi, XapaK-
TEPUYIOWMXCA PaHHUM HavyanoMm, Yalle — C POoXAeHus
WKW NepBbIX AHEW YWU3HW, U BO3HWMKHOBEHMEM My3blpen
WK 3PO3KM Ha KOXe U CIM3UCTbIX 060/104KaxX B pe3y/braTe
HEe3Ha4YuTebHOM MEeXaHU4YeCKOM TpaBMbl (MexaHobynnes-
Has 6onesHb) [1, 2]. O6pa3oBaHue Nny3bipern — cneacTsune
uMTONN3a 6a3anbHbIX AMUTENNOLMTOB, MPU ITOM HEMOBPEK-
[eHHas 6as3anbHas mMembpaHa HaxoOuTCd B OCHOBaHMM
ny3bips. My3bipK GbICTPO 3PO3UPYIOTCH; HAacTo pa3BMBaAETCA
BTOPMYHOE MHOULMPOBaHWE 3PO3UN. BbicbinaHWsa npuob-
peTalT BWA NONYLWAPOBUAHbIX My3blpel C HanpsKEHHOW
MOKPbILKON U CEPO3HBIM, FEMOPParM4eCKUM WU THOMHbBIM

COEPKMMbIM. 3aXUBNEHWE KOMMIEKCA 3PO3MBHbIX U3Me-
HEeHWM pacTarmBaeTtcs Ha 1-1,5 mec.

MauueHT [l., 12 net, Haxoauncs B OTAENIEHUU AepmaTto-
nornn POKB r. MockBbl ¢ 18.11.2008 no 16.12.2008 rr.
C AMarHo3om «BpoxKaeHHbIM 6ynnesHblt anMAepMonus.
NateHTHbIN aeduuunT enesa. NP ¢ He3IpPO3MBHLIM 330da-
rutom. CTEHO3bl NMWeBoAa. XPOHUYECKUI racTpuT, cTaaums
pemuccun. Ancxonuns». Manb4mK oT TpETbEN BEPEMEHHOCTH,
TPETbUX CBOEBPEMEHHbIX POJOB, OCNOKHEHHbBIX aCHUKCHEN.
Macca Tena npu poxaeHnn — 3500 r. K rpyavn npunoxeH
Ha 3-U CyTKM XKMU3HW, cocan BAN0. HacneacTBEHHOCTb He OTS-
rouieHa. B nepBble AHW XW3HWM A€PMATONOrOM AUArHOCTH-
pOBaH BPOX/AEHHbIN GYyNNE3HbIN 3NMAEPMONN3, NO NOBOAY

R.R. Rakhmatullin, O.l. Burlutskaya, L.R. Adelshina, T.I. Burtseva

Orenburg State University

Efficacy of new skin defect restoration method in patient
with congenital epidermolysis bullosa: a case report

The article describes the first case of biomaterial use for the skin defect restoration in patient 12 years old with congenital epidermolysis
bullosa. High efficacy of bioplastic material based on native form of hyaluronic acid was shown. Ulcerous skin defect regenerated

rapidly.
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KnuHu4yecKoe HaGnogeHue

Puc. 1. ledeKT KOXKHOro NoKpoBa 061acTn Jop3anbHOon
NOBEPXHOCTW NPaBOro Npeanneybs

Puc. 2. Mpouecc yknagkn 6nomartepuana «fmamatpurke»

KOTOporo pebeHOK neyunnca B TeyeHue 2 mec B [leTcKow
obnactHow 6onbHuLe . OpeHbypra, nonyyan KOpTUKOCTe-
pouabl. BbinucaH ¢ ynydyweHvem noa HabnwgeHue aepmaTto-
fiora v neguatpa no MecTy XuTenbctBa. 060CTpeHus 3abo-
NleBaHMs OTMEYaNMCb BECHON M OCEHbIO, MO NMOBOAY KOTOPbIX
€¥erofHo rocnuTanuM3npoBascs B OTAENEHNE AepMaToNornu
PAKB r. MocKBbI. JleyeHne B CBA3KW C MOCAeaHen rocnuta-
nuzaymen (18.11.2008-16.12.2008 rr.) BKAOYANO: CTON
N2 15 + gononHuTeNnbHOE NUTaHWe, cefaTuBHaAA MUKCTYpa,
10% cynbdat marius, AKTOBEMMH BHYTPUMbILLEYHO, MIOKO-
HaT Kanbuusa, 36acTtuH, GeHUTonH. HapyxHo: JleBomeKonb
Ma3b, Conkocepun renb, matepunan «<HYAFF» Ha rny6okue apo-
3un. PoHodopes ¢ depmeHkonom N2 10 Ha KUCTU. JleyebHasn
rMMHacTUKa KUCTEN.

[MaumMeHT BbiNMCAH C PEKOMeHAaLUsIMM O Heo6XoAMMOCTH
NMOCTOSIHHOIO yXoAa, MEeAWLMHCKOro HabnioAeHus u nede-
Hus. TPOrHO3 B OTHOLWEHMU BbI3LOPOBNEHUS Hebnaronpu-
ATHbIK. B cBS3M € 3TMM poauTeny ManbyuKka obpaTuanch

3a NOMOLLBIO K creunanmctaMm Hay4Ho-Npou3BOACTBEHHON
nabopaTopum KIETOYHbIX TEXHONOrMM OpeHBYPrcKoro rocy-
[lapCTBEHHOrO YHUBEPCUTETA.

Mpn ocmoTpe: NaToNOrMYECKUI KOXKHbIM MpoLecc XpoHuye-
CKOro BOCMasUTENbHOIO XapaKTepa, pacnpoCTPaHEHHbIN,
CUMMETPUYHbIN. JIOKanmM3oBaH No BCEMY KOXHOMY MOKPO-
BY. [MpeacTaBfieH MHOXECTBEHHbBIMW NMY3bIPSIMU C CEPO3HbLIM
M reMopparM4yecKMM COAEPXKUMbIM, Ha MecTe paspeluunB-
LUMXCA Ny3blpeln — 3P03UKU, HEKOTOPbIE MOKPbITbI CEPO3HO-
remopparm4eckMMmn KopKamu; nocie ux paspeLlleHns Koxa
MCTOHYEHa, CO CrNIaXKEHHbIM KOXHbIM PUCYHKOM. Hortesble
NNacTUHKU OTCYTCTBYIOT, OTMeYaeTcs MyTuaaumsa (camonpo-
M3BOJIbHOE OTTOPXKEHME HEeKPOTU3UPOBAHHOW TKaHMU) BCEX
KOHLeBbIX danaHr. CrubatenbHas pybLoBas KOHTpaKTypa
danaHr. Ha Koxke }u1BoTa ¥eNyo4HbI CBULL, (racTpocToma).
Crpagaert 4acTbiMU 3PO3USIMHU U 93BaMU KOXKU, NOSBASIOLLMN-
MUCS NOCNe MeXaHU4YEeCKMUX BO3AENCTBUN.

B uenax 3awutbl 3p03MBHO-PAHEBLIX MOBEPXHOCTEN KOMXM
M UX 3aXKMBNEeHUs Obln MCMNOJIb30BaH OGMOMNIaCTUHECKUM
MaTepuan «[MamaTpuKcr», pas3paboTaHHbIM Ha OCHOBe
rnanypoHoBon Kucnotbl (FK) — nuHenHoro Hecynbdbatu-
POBaHHOIO MMKO3aMUHOMMKaHa, coaepxawero ot 2000
fo 25000 gucaxapuaHbix eauHuy, D-rnioKypOHOBOW KMCe-
notbl M N-auetun-D-rnioKko3aMuHa, COeAMHEHHbIX Mexay
cobon 6eta-1,3- n 6eta-1,4-rMMKO3MAHBIMU cBA3SMU [3].
Kak nonnaHuoH, MK rurpockonunyHa, addPeKTMBHO CBA3bIBA-
€T MOJIEKYNbl BOAbI 1 06pasdyeT BA3KUIN rmaporesb.
McxopHbin ruaporens MK nogsepranca BO3AENCTBUIO YbTpa-
®roneToBoro 06ay4eHuns (N, = 230 HM), B pesy/bTate Yero
npoucxoannia GOTOXMMUYECKaa CLUMBKa MaKpOMOJIEKY.
Mcnonb3oBaHMe gaHHOroO MeToda npuaaeTr 6uomaTtepuany
onTUMasbHble GUOWHXEHEpPHble CBOMCTBA: 3/1aCTUYHOCTD,
aAresuvio, ApeHakHble KayecTBa M 3HA4YMTENbHO Yyaydlla-
eT 6MOCOBMECTUMOCTb 3a cyeT MeTabonusaluuu martepua-
na B paHe. lMpenmywectBa GOTOXMMUYECKON CLUMBKK €lLle
M B TOM, YTO ANIS NPUIOTOBNEHMS MNoONMMeEpa He WUCNosb-
3YI0TCA XMMUYECKUe peareHTbl U B GuomaTtepuane oTcyT-
CTBYIOT XMMWYECKME MPUMECH, 4YTO MO3BONAET M36exaTb
annepru4yeckon peakLmm B YCIOBUAX CHUXEHHOrO MECTHOIO
UMMYHHUTETA.

lNocne npeaBapuTeNbHON OLEHKN BMOCOBMECTUMOCTH MaTe-
pvana (annepruyeckmMx peakuum He oTmevanocb), 6GMoma-
Tepnan «MamaTpuKe» Obll YNOXKEH Ha AedeKT KOXKHOro
NnoKpoBa oBanbHOM dopMbl padmepom 3X5 cm B obnacTtu
[lop3a/ibHOM MOBEPXHOCTU MpaBoro npegnneybs (puc. 1).
Mpouecc yKnagkm nsobpakeH Ha puc. 2. llocne yknagku
6vomartepuan NNoTHO aAre3vpyeTcs K paHe, Npu OBWXKe-
HUU PYKOW He CMeLLaeTcsl, CBepXy HaKnagblBaeTcs nerkas
noss3Ka.

B npouecce gMHamuyeckoro HabnofeHWs B MNepBble CyT-
KW OTMe4vyeHa Mauepauus buomartepuana C COXpaHEeHWeM
ero CTpyktypbl (puc. 3). Mlpu CHATMM MNOBA3KM MaTepuan
He cMmellancs U He npuannan K NoBs3Ke, B LIEHTPe JI0CKyTa
6uonnacTM4ecKoro matepuana 6bl10 BbIKPOEHO «OKHO» AnS
KOHTPOSIA peaKkuun noanexkawux TKaHen, nocfse ocmoTtpa
«OKHO» 3aKpblBaliOCb COOTBETCTBYIOLLMM MO pas3mMepy yyact-
KOM 6uomaTtepuana. [HO paHbl crerka runepemMmpoBaHo,
OTeKa paHbl He Habnoganock. MNauneHT oTMeYyan oTcyTCTBUE
60/1e3HEHHDBIX OLWYLEeHNN. Ha 5-e CyTKn HabnogeHns B paHe
OTMeYanucb NepPBUYHbIE TPaHYNSALNK, TUMIEPEMUS NOANEKa-
LLMX TKaHeKn oTcyTcTBOBana (puc. 4).

Ha 9 n 14-e cyTKM HabNoaeHUs CoXpaHsanacb NoNoXKUTeNb-
Has AMHaMUKa penapaTMBHOrO rmMcToreHesa, LeHTPOCTPeEMU-
TeNbHOE COKpalleHue KOXHoro aedekra ¢ bopmupoBaHUeM
KOXHOro pereHepata NepBUYHbIM HaTsKeHueM (puc. D).



Puc. 3. lepBble cyTKK HabnoaeHus

Puc. 4. MNpn3Haku penapaTMBHOro ructoreHesa Ha 5-e CyTKu
HabnoaeHUs

Puc. 6. 3a)xvBneHne 3po3nBHO-paHEBOro JedeKTa KOXH:

19-e cyTKM HabnaeHUs

o mepe 3axMnBNEHNS UINULLKK BUomaTepuana yaansanmch.
K 19-M cyTKaM HabloAeHUst OTMEYEHO NOJIHOEe 3aXKMBeHne
3PO3MBHO-PAHEBOro AedeKTa KoXKu (puc. 6).

3aknioueHune

MpeactaBNeHHbIM KITMHUYECKUIA Cydal NoKasar, YTo npume-
HeHWe buonnacTuyeckoro Mmatepuana «lmamaTpuke» y 60nb-
HOrO C BPOMAEHHbIM GYNNE3HbIM 3NMAEPMOSIM30M MO3BO-
N0 AOCTUYb MOJIHOrO BOCCTAHOB/EHMS fedeKTa KOXHOro
NOKpoBa U n3bexatb CMeHbl MOBA30K, KOTOPblEe 60/1€3HEHHO
NepeHoCUINCh NaLUEHTOM.
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