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Lenb. OueHnTb KNMHUYECKYIO 3DMEKTUBHOCTL MPUMEHEHNST COBPEMEHHbIX aTpaBMaTUYHbIX HEaAre3MBHbIX NepeBs-
304HbIX CPeacTB y 60MbHbIX BPOXAEHHbLIM OyNNe3HbIM 3NMAEPMON30OM.

Matepuwan n metogbl. B nccnenosarme 6binv BKAHEHbI 9 60MbHBLIX C AMArHO30M «BpoXkaeHHbI 6ynnesHbii annaep-
MONN3» (7 XXEHLLMH 1 2 My>X4H B Bo3pacTe oT 21 o 50 neT). Bcem 60nbHbIM NPOBEAEHO MMMYHOQTIOOPECLEHTHOE
aHTUreHHOE KapTMpOBaHMe BMONTATOB KOXM C Liefbio MOATBEPXKAEHWA KIMHUYECKOrO AMarHoda. HapyxHas Tepanus
C NPUMEHEHNEM COBPEMEHHbIX HEaAre3unBHbIX aTpaBMaTNYeCKMX NepeBA304HbIX CPEACTB NpoBeaeHa 9 60MbHbIM.
OueHka KnMHUYecKkom adhheKkTUBHOCTM Tepanun nposoannacs Ha 14 n 30 aeHb B COOTBETCTBUN CO CneayoLLmMm
KpUTEPUAMU: MOMHOE 3aXMBEHWE 3PO3UN UK A3BbI; 3HAYUTENBHOE yryylleHre (YMEeHbLUEHWE nnowiaam apo3mu/
913Bbl HE MeHee 4eM Ha 75 % No CpaBHEHMUIO C UCXOAHbIMY AaHHbIMU, YMEHbLLEHME KONMYEeCTBa 3Kccyaara, Hann4ve
rpaHynaumnii, ymeHbLUEHE BOCNANUTENbHbIX ABAEHUIN, CHUXXEHNE BbIPaXXEHHOCTW 60MK); ynydlleHue (yMeHbLUEHNE
nnoLwlaan 3po3nn/a3ebl MeHee Yem Ha 75 %, Ho Bonee 25 % No cpaBHEHMIO C UCXOOHbIMW OaHHbIMW, YMEHbLLEHME
KONM4YecTBa 3Kccyaara, Hann4me rpaHynsaunin, yMeHbLLIEHNE BOCAANTUTENbHBIX SBAEHNN, CHUXXEHWE BbIPDaXXEHHOCTU
6onn); 6e3 n3MeHeHu (yMeHbLLEHVE NoLaam 3p0o3nn/a3Bbl MeHee YeM Ha 25 % nnu OTCyTCTBME M3MEHEHWI NO
CPAaBHEHMIO C UCXOQHbIMW AaHHbIMW, HE3HAYNTENBHOE YMEHbLLEHME KONNMYEeCTBa 3Kccyaarta, OTCYTCTBME rpaHynaumnin,
HEe3Ha4YUTeNbHOE YMEHbLLEHNE BOCNANUTENbHbIX ABMEHNA, HE3HAYUTENBHOE CHIMKEHNE BbIPXKEHHOCTN 60MK); yXya-
LweHve (yBenuyeHne nnowiaau u/mnm rnybrHbl 3p03un/a3Bbl; KOMMHYECTBO 3KCCyAaTa, BbIpaXXEHHOCTb BOCNaNUTENb-
HbIX ABAEHUI 1N CyObEKTMBHbBIX OLLYLLIEHWIA COXPAHAETCH Ha NPEXXHEM YPOBHE U yBENNYMBAETCS).

PesyneraThl. Ha 14 geHb nonHoW anuTenusaumm nogBeprnmnce 22 aposunn 13 58 (37,9 %). Mnowanb 15 aposuii cokpa-
Tmnack 6onee 4em Ha 75 %. MNnowagb 12 apo3uii (20,6 %) cokpaTunack 6onee Yem Ha 25 %, HO MeHee YeM Ha 75 %.
Mnowanb 7 (12,25 %) 3p0o3nin yMeHbLLIMNACh MeHee YeM Ha 25 %. MNnowaab 2 3po3nin y 60NbHbIX TSHKENbIM reHepanmao-
BaHHbIM POB3 yBennymnacs (3,45 %). 13 36 3po3nii, KoTopble He anuTennanposanmcs K 14 gHto, 20 (55,5 %) poctnrnm
nonHoro 3axxmeneHns K 30 aHo. Pasmepsbl 1 xapakTepucTnkn 5 (13,8 %) ANUTENbHO He 3aKMBAIOLLIMX 3PO3MBHO-A3BEHHbIX
nedoekToB K 30 AHO ocTanmck 6e3 nameHeHui. [Jons cokpalleHns NnoLlaan AaHHbIX edekToB He npesbliana 30 %.
3aknoyeHune. MNonyyYeHHble pe3ynbTaThl MPOAEMOHCTPUPOBANM KIMHUYECKYIO 3XDDEKTUBHOCTL HAPY>XHOM Tepanum

C NPUMEHEHNEM COBPEMEHHbIX aTpaBMaTUYHbIX HeaAre3nBHbIX NepPeBA304HbIX CPEACTB. OuHammyeckoe HabntogeHne
3a 9PO3MBHO-A3BEHHbBIMW AedEKTaMMU, PETYIAPHOE AOKYMEHTUPOBAHNE N3MEHEHUIA NAapaMEeTPOB 3PO3NBHO-A3BEHHbIX
OedEKTOB NO3BOMSAET CTaHAAPTM3NPOBATb Ha3Ha4YeHe paUMOHaNbHOW HAPY>KHOM Tepanuu, BKto4as BbI6Op Hean-
re3MBHbIX NEePEBA30YHbLIX CPEACTB, OObEKTUBMIMPOBATL OLIEHKY 32XXKMBEHUS SPO3NBHO-A3BEHHbIX AEGEKTOB KOXM

1 COCTaBneHne MHAMBMAYanbHOro nnaHa nevyexHvs nauyneHTta ¢ BB3.
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Therapy of patients with congenital epidermolysis
bullosa using modern non-adherent wound dressings
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Aim. To evaluate the clinical efficacy of modern atraumatic non-adherent wound dressings in patients with congenital
epidermolysis bullosa.

Materials and methods. The study involved 9 patients diagnosed with congenital epidermolysis bullosa (EB), including

7 women and 2 men aged 21-50 years. All the patients underwent immunofluorescent antigenic mapping of skin biopsies
to confirm the clinical diagnosis. External therapy using modern atraumatic non-adherent wound dressings was performed
in all the patients. The evaluation of the clinical efficacy of the applied therapy was carried out on the 14th and 30th day in
accordance with the following criteria: complete healing of erosions or ulcers; significant improvement (reduction of ero-
sions/ulceration by at least 75 % compared with the baseline data, reduction of exudate, the presence of granulations, re-
duction of inflammation signs, reduction of pain); improvement (reduction of erosions/ulceration area by less than 75 %, but
more than 25 % compared with the baseline data, reduction of exudate, presence of granulations, reduction of inflamma-
tion signs, reduction of pain); without change (reduction of erosions/ulceration by less than 25 % or no change compared
with the baseline data, a slight decrease in the amount of exudate, no granulations, a slight decrease in inflammation signs,
a slight reduction of pain); deterioration (increase in the area of erosions/ulceration, increase in the amount of exudate, the
level of inflammation and subjective estimation either increases or remains the same).

Results. On the 14th day, 22 out of 58 (37.9 %) erosions were epithelized. The area of 15 erosions was reduced by
more than 75 %. The area of 12 erosions (20.6 %) was reduced by more than 25 %, but less than 75 %. The area of 7
(12.25 %) erosions decreased by less than 25 %. The area of 2 erosions in patients with severe generalised recessive
dystrophic epidermolysis bullosa (RDEB) increased (3.45 %). Out of 36 erosions that had not been epithelized by the
14th day, 20 (55.5 %) achieved complete healing by the 30th day. The dimensions and characteristics of 5 (13.8 %) non-
healing erosive-ulcerative defects had remained unchanged by the 30th day. The share of reduction in the area of these
defects did not exceed 30 %.

Conclusion. The obtained results demonstrate the clinical efficacy of external therapy using modern atraumatic non-
adherent wound dressings. The dynamic observation of erosive-ulcerative defects, regular documentation of changes in
the parameters of erosive and ulcerative defects allows the development of standardised approaches of efficient exter-
nal therapy in such conditions, including the selection of non-adherent dressings. Objective assessment of the dynamics
of erosive-ulcerative skin defects contributes to the development of individualized plans for treating EB patients.

Keywords: congenital epidermolysis bullosa, border epidermolysis bullosa, recessive dystrophic epidermolysis bullosa, erosions,
healing, external therapy, atraumatic non-adherent wound dressings
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I Bsepenue

BpoxaeHHbI 6ynnesHbii anugepmonua (BBO) —
KIMHWYECKN W TEeHETUYEeCKM reTeporeHHas rpynna Ha-
CcneacTBeHHbIX 3a60NeBaHUN KOXW, XapakTepuayloLascs
ob6pasoBaHneM Mny3bIpein U/nnm 3po3nii B OTBET HA He3Ha-
YnTENbHOE MexaHmnyeckoe Bo3gencTeume [1]. MexaHn4eckas
cnabocTb KOXW 0OYyCrnoBfeHa MyTauusiMu B reHax CTPyK-
TYpPHbIX 6EnKoB 3nugepmmuca U [epMOo-3nugepmarnbHOro
coeVHeHus, KOTopble OTBEYaloT 3a NPO4YHOCTb CoepuHe-
HWA anugepmuca n gepmel [2]. B 3aBUCMMOCTM OT YPOBHSA
o6pasoBaHus Ny3blps BbIGENSAOT 4 OCHOBHbIX TMNa BB3:

— npocTovi 6ynneaHbii srmgepmonns (NMB3J) cooTseT-
CTBYET MHTPasanMaepMasibHOMYy YPOBHIO pacLLeneHuns;

— NpU  NOrpaHN4HOM  GY/IJIE3HOM  3MNAEPMOIN3e
(MrpB3) paclienneHne NpPoMCXOAMT Ha YypOBHE CBETION
nnacTMHKW 6asanbHoON MeMbpaHsbl;

— NpyU QUCTpothnu4eckomM OYIiNIe3HOM 3SMUAepMosn3e
(OB3) paclienneHne pacronaraeTcsi Ha ypoBHE TEMHOW
nnacTMHKU 6asanbHoON MeMbpaHsbl;

— Onga cuHgpoMma KuHanep xapakTepHo o6pas3oBaHue
pacLLennieHns Ha pasHbix YpoBHSX [1].

CornacHo knaccudmkaumm BBE3 ot 2014 roga, yteep-
XAeHHon Ha CornacuTenbHOM COBELL@HMM MO AMarHOCTU-
ke n knaccudvkauum BB3, B HacTosLLIee BPEMS BbIOENAOT
6onee 30 knuHMYecknx noaTmnos [1]. KnuHuyeckoe nposie-
neHve, xapaktepHoe Ans Bcex Tunos B3, — obpasosa-
HVe My3bIpen UW/nnm 3po3ni Ha KOXe 1 CAM3UCTbIX 060104-
Kax BCeACTBUE HE3HAYMTESIbHON MEXaHNYEeCKOW TpaBMbl.
Ona BB3O xapaktepHa maHudecTaums 3abonesaHus ¢ po-
XAEHWA UK NepBbIX AHEW, MHorga n MecsLeB, Xusnu [1].

KnuHuyeckas kaptvHa BB xapakTepusyeTcs pasHo-
o6pasnem n 3aBUCUT OT KNIMHUYeckoro nogruna. MNpu no-
kanusosaHHoMm nogTune [MB3 BbiCbINAHWSA OrpaHUYeHbl
KOXen NagoHHOW NOBEPXHOCTU KUCTEW U MOAOLLUBEHHOW
noesepxHocTu cton. pn gaHHOM NOATUMNE CPOKM anuTe-
nM3aumMy He HapyLialTCs, U 3aXWBREeHWe NpoMCxXoguT
6e3 obpasoBaHusa pybuos [3, 4]. PekomeHgauum no neve-
HUIO 60MbHBIX NTOKanM30BaHHbIM nogTunom MNMB3 orpaHu-
YymBaroTCa n3beraHnem TpaeMm, NeperpeBaHns, BCKpbITUEM
ny3biper N NPouUNakTUKON BTOPUYHOM UHPEKUNN B 06-
nactu nysblpen/aposvii. Beuay orpaHnyYeHHOro xapak-
Tepa BbICbINaHWA NauMeHTam He TPebyloTCs perynspHble
nepesasku [5].

CpegnHeTskenbI 1 TAXenbln reHepann3oBaHHbIv MNBJ,
MrpB3 un peueccrBHbIM gUCTpOodryeckuin 6ynesHbIn anu-
fepmonus (POB3) xapakTepusyoTcsi reHepanv3oBaHHbIM
XapaKkTepoM MOPaXKEHUS KOXWN C BOBNIEYEHNEM CIM3UCTbIX
0605104eK BHYyTPEHHUX OPraHoB [6, 7]. MHOXXeCTBEHHbIe My-
3bIPU N 3PO3UNBHO-A3BEHHbIE AedEKTbl, MOCTOAHHO BO3HU-
KaroLme He TOMbKO BCIeACTBME TPaBMbl, HO U CMIOHTAHHO,
NpUBOAAT K MporpeccupyoLemMy pybuesaHnio n o6paso-
BaHUIO pacnpocTpaHeHHbIX o4aroB pPy6LOBON atpoduu,
nceeBOoCUHAAKTUNNIA, AedopMaLni KUCTEN Mo TUMy «Ba-
PEeXKM» N KOHTPakTyp cycTaBoB [6]. [Ans Tsxenoro reHe-
pann3oeaHHoro POB3Y wn TaXenoro reHepanv“3oBaHHOMO
MrpB3 Takxe xapakTepHO HapyLUeHWe CPOKOB 3axwuBie-
HWA 1 BCNEACTBUE 3TOro o6pa3oBaHne AnuTenbHo (>1 me-
cAua) CyLWecTBYIOLWMX SPO3NBHO-A3BEHHbIX [edeKTOB,
KOTOpble ABMSAIOTCA NpegpacnonararowmmM GakTopom pas-
BUTWSA MNOCKOKNETOYHOIO paka Koxu y 6onbHbix B3 [8].
C uenbio CHMXEHWs1 puUcKa pas3BUTUSA MIOCKOKNETOYHOro
paka Heo6xoOMMO MPOBOAUTL PErynsipHbIA OCMOTP BCEro
KOXHOMO MOKpOBa Yy 6O0SIbHbIX TSXENbIM reHepann3oBaH-
Heim POB3 n Takenbiv reHepanmaosaHHbiM Mrpb3 v Twa-

TENbHO MOHUTOPUPOBATL MPOLECC 3aXKMBIIEHUSI BCEX 3PO-
3/BHO-SIB3EHHbIX AehEKTOB KOXM, UMEIOLLMXCS Y GOSbHbIX,
B YaCTHOCTW TeX, ANUTENBHOCTb 3AXKMBIIEHNSI KOTOPbIX Npe-
BbiwaeT 1 mecay [9].

MockonbKy y NauMeHToB C TsXKeNbiM reHepann3oBaH-
HbiM nogTunom MNMB3, POBS m Mrpbd BbickinaHusa UMetoT
pacnpocTpaHeHHbIN XxapakTep, TakuM 60/bHbIM MoKasaHbl
perynsipHole NepeBsi3kM C MPUMEHEHNEM aTpaBMaTUYHbIX
Heaare3nBHbIX MepPeBA304YHbIX CPEeACcTB, 06paboTka 3po-
3UIA/A3B pacTBOpaMm aHTUCENTUKOB, XUpypruyeckas o06-
paboTka Mpu HanMyMmM cTpyna WM HEKPOTUYECKMX Macc
Ha noBepxHoCTU A3B [5]. HapyxHas Tepanus ¢ npumeHe-
HMEM Heagre3uBHbIX MNEPEeBA30YHbIX CPEACTB OCTaeTcs
OCHOBHbIM METOAOM JiedeHust 60bHbIX BB ¢ TsxxensiMu
noaTMnNamu, gaxe HECMOTPSA Ha pPas3BUTUE MEPCNEKTUBHBIX
METOHOB JleYeHUsl, TakKMX KakK MpOTeMHOBasi, KJIeTo4YHas
1 reHHas Tepanusa [10].

Lenb

OuUeHUTb KIMHNYECKY0 3DeKTUBHOCTb NPUMEHEHUS
COBpPEeMEHHbIX aTpaBMaTU4YHbIX Heaare3nBHbIX NepeBA304-
HbIX CpeacTB y 60nbHbIX BPOXAEHHbIM 6yJ‘IJ'|63HbIM anunpgep-
MOJIN30M.

Matepuan u meTopgbl

lMpoBeoeHO OTKPLITOE KOHTPONMPYEMOE HEecpaBHU-
TenbHOE uUccnefoBaHue ons OUEeHKU KIIMHNYECKon adhdek-
TMBHOCTM COBPEMEHHbIX aTpaBMaTUYHbIX Heaare3vBHbIX
nepeBA304HbIX CPeAcTB B fieHeHnn 60sbHbIX BB3.

B uccnepoBaHmne 6binu BKKOYEHbI 9 OOSbHBIX C KNK-
HUYECKM YCTaHOBMEHHbIM BB3 (7 XEHLWWH 1 2 MyX4UH)
B Bo3pacTte oT 21 roga no 49 net. Bcem 9 60nbHbIM KNn-
HUYECKMI OMarHo3 NoaTBepXaeH MeETOAOM MMMYHOI0O-
PECLIEHTHOIrO aHTUreHHOro KapTUPOBaHMA 6MONTaTOB KOXMU
(Tabn. 1).

Bce naumeHTbl, BKJOYEHHbIE B MCCrefoBaHue, noa-
nucanu WHPOPMUPOBAHHOE [OOBPOBOMBLHOE COrfacue,
chopmMa KOTOpPOro npoLusia ogobpeHne 1 6bi1a yTBEPXAeHa
nokanbHbIM 3Tn4eckum kommutetom GIrbY «MHUOK» MuH-
3apasa Poccun.

V 60nbHbIX TSHXKENbIM reHepanu3oBaHHbIM POB3 Habnto-
0anocb reHepanvM3oBaHHOE MOPaXKEHNE KOXHOrO MoKpoBa
M CM3NCTOM 0605104KM nonocTy pta (puc. 1A). Ha koxe nme-
JIMCb MHOXECTBEHHbIE 3P03MBHbIE AedeKTbI 1 My3bIpn U eau-
HWYHbIE 3PO3MU Ha CM3UCTON 06ON0YKE POTOBOM MOSOCTU.
Opo3um ¢ 6necTAwmM 61egHO-PO30BbIM U APKO-KPaCHbIM
[OHOM, C YETKMMW FpaHMLaMm1, OKpYITbIX, OBasbHbIX U Hernpa-
BUIbHBIX O4YEPTaHUA pacrnofiaraicb Ha KOXE BOJIOCUCTOWN
YacTu rofioBbl, LLEW, TYNOBULLA, BEPXHUX U HUXKHMUX KOHEYHO-
cTel Ha hoHe apUTEMBI N OBLLIMPHBIX O4aroB py6LIOBON aTpo-
hun. Ha noOBEPXHOCTU 3PO3UiA BUIYann3npoBasics CEPO3HbIN,
FHOWMHbIA N remMopparnyecknii akceyaar, npenmyLLecTBEHHO
B YMEPEHHOM MM 0BWNbHOM KonmnyecTee. Ha noeepxHocTu
psina apo3uvii UMenuch rpaHynsauun. Y Bcex 605bHbIX — aHo-
HUXMW U COXPaHUBLLMECS €OUHUNYHBbIE OUCTPOMUYHBIE HOT-
TeBble MnacTuHbl (puc. 1 A, b, B).

V 6onbHoi POB3 (cpemHeTsXenbiM reHepanuaoBaH-
HbIM MOATMMOM) BbICbINAHUA HOCUIIN MEHEE pacnpocTpa-
HEHHbIA XapaKTep, JoKanM30BalMCb Ha KOXe TYNOBW-
la, BEPXHUX U HUXKHMX KoHeyHocTel. Oyarn py6uoBoit
aTpodunn Ha KOXe KMUCTeW, CTomM, nepenHen noBepXHOCTU
roneHen, TynosuLLa. Opo3nK fI0KannM3oBannchb Ha Crnmsu-
CTOM 060s104Ke NONoCcTK pta. Hortesble NNacTUHbl KUCTEN
M CTOM 6bINTM U3MEHEHBI MO TUMY OHUXOAMUCTPOUM.
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Tabnuua 1. PacnpeneneHue 60MbHbIX M0 KMHUYeCKIM noaTunam B3
Table 1. Distribution of patients by the clinical subtypes of congenital epidermolysis bullosa

[lnario3 nocne npoBeeHUs UMMYHOCIOOPECLEHTHOrO

Ne Bospact [on Knunnyeckuii auartos aHTUreHHOrO KapTUPOBAHHS

1 21 M TsKenbI reHepan3oBaHHbIid P TsKenblid reHepanu3oBaHHblii PAB3

2 32 X TsKenbli reHepan3oBaHHbIid PB3 TsKenblid reHepanu3oBaHHblii POB3

3 31 X TKenbIn reHepan3oBaHHbIid PB3 TsKenblid reHepanu3oBanHblii POB3

4 27 M TKenbIn reHepan3oBaHHbIin PB3 TaKenblid reHepanu3oBanHblil POB3

5 25 X CpefHeTsHKenblii reHepanu3oBanHblii PABI CpepHeTsKenblil reHepanu3oBaHHblil PB3

6 34 X LIOMUHaHTHBII 1 Mcrpgggggg’;:;lgyﬁ%s Hblii SMMIEPMONNG? LIOMUHAHTHBI ANCTPOOUYECKII BYIINIE3HbIN IMNLEPMOTTN3
7 49 X CpenHeTsxxesnblvi reHepann3osanHsii Pb3 CpenHeTsKenbI reHepann3oBanHbii [rpb3

8 21 X lpeTubnansHeii P [lorpaHnyHbIi 10KaIN30BaHHBIA MOATUI

9 43 X Cunapom Kuugnep Cungpom Kungnep

Puc. 1. Tsxenbii reHepanu3oBatHblit PABS. bonbHoi X., 21 rod. A — pacnpoctpaHeHHble 04ari py6LoBoit aTpodik CO MHOXECTBEHHbIMM 3PO3NAMI Ha MOBEPXHOCTH;
B — ncesaoCHHAAKTUNMN, KOHTPAKTYPbI CYCTABOB KUCTEN; B — aHOHMXMI, NCEBAOCUHAAKTANIAM B 06/1aCTH CTON

Fig. 1. Severe generalized recessive dystrophic epidermolysis bullosa (RDEB). Patient H., 21 years old. A — distributed foci of cicatricial atrophy with multiple erosions
on the surface; b — pseudosyndactyly, contractures of the joints of the hands; B — anonychies, pseudosyndactyly in the area of the feet

V 6onbHo OOB3 BbicbinaHUsi NpeacTaBnieHbl enau-
HUYHBIMW 3PO3UAMU U NY3bIPSMU C remopparnyecknum co-
OEPXMMbIM Ha KOXEe TYNOBULLA U BEPXHUX N HUXKHUX KO-
HEYHOCTEN, 4acTb KOTOPbIX COMPOBOXAANAacCh ABMAEHUSMM
BTOPUYHOIO MHGULUMPOBaHMA. HorTeBble mnacTuHbl CTON
M3MEHEHbI MO TUMY OHUXOANCTPOdUM.

Y 6ONbHOM CpepHETSXKENbIM  reHepann3oBaHHbIM
Mrpb3 Habnioganucb Ny3bipy, 3P03UN N 53BbI HA KOXE
CNMU3NCTLIX OBOMNOYEK MOMOCTU pTa, TYNMOBULLA, HVDKHWUX
M BEPXHUX KOHEYHOCTEN. Y GONbHOW TakXe OTMevanocb
KapuosHoe nopaxeHve 3y60B, runonnasusa amanu un pyb6-
LoBas anoneums. Ha Koxe nepegHeri NOBEPXHOCTU rofneHu,
npeanneynin, Tynosma — o4varn pybLoBon aTpodum apu-
TeMbl. AHOHUXMM KUCTEN 1 CTON.

VY 60nbHON cnHapomMoM KuHAnep B KNMHUYECKOW Kap-
TUHE npeob6nagany NOMKWUNOQREPMUS, €QVHNYHBIE 3PO3UN
Ha KOXe U CNM3UCTON 060104KE POTOBOW NOMOCTU U CTEHO3
nvLleBoa, NeBOro MOYETO4HMKA, BRaranumia, aHanbHOro
OoTBEpPCTUS.

V 60nbHOW nokanndoBaHHbIM MrpB3 BbicbinaHus npe-
MMYLLIECTBEHHO JI0Kanu30BasnMCb Ha KOXe npeanneyvn
M nfney. Ha Koxe roneHem — MHOXECTBEHHbIE My3bipK
n 9po3un. Koxa roneHern npegcraefnieHa o4aramu pyouLo-
BOM aTpochum n sputembl. OHUXOQUCTPOUA HOTTEBBIX
nnacTvH | nanbues NpaBoK 1 N1EBOW CTOM.

W BecTHuK gepmaronorum n BeHeponoruu. 2019;95(1):30-40

Y Bcex 60sbHbIX, 32 UCKMoYeHneM naumeHTku ¢ 4063,
HabnoganMcb eauHWYHble ONUTENbHO HEe 3axuBaiowme
9PO3MBHO-A3BEHHbIE OeEKTbI, CYLLECTBYIOLIME HA KOXe
6onee 1 mecsaua. Cy6beKTMBHBIMU OLLYLLIEHUSMU OaHHble
BbIChINAHNA HEe COMPOBOXAANUCL y 8 U3 9 6onbHbIX. Y na-
LUMEHTKM C cMHApoMOoM KnHAnep AMTENbHO He 3aXmBalo-
Las 9po3usa conpoBoxganachk 60e3HEHHOCTLIO. YPOBEHb
60nu oueHmBancsa no wkane BoHra — benkepa n cooTBeT-
ctBoBan 5 6annam. Kpas Bcex AnuTenbHO CyLLECTBYOLLNX
3PO3MBHO-A3BEHHbIX AePEKTOB 6bINN POBHBIMU, HE BO3BbI-
Lanuce Hag [HOM AedeKTOoB.

Cpen OCNoXHEHWI Yy BCEX BOMbHbIX CPeaHETSXENbIM
W TSXXeNbIM reHepanuaoBaHHbiM nogtunom POB3, OOB3,
CpefHeTsXeNbIM reHepannaoBaHHbiM MrpB3 u cuHapo-
MOM KunHAanep BbISIBNEHbI YaCTUYHAsA UM NOSTHAA afeHTus,
MWKPOCTOMMS, aHKWNOroccus, 3apalleHne BecTuoynsp-
HbIX CKNMagokK M CTeHo3 nuesopa. lNceepocvHOakTMNMM
W KOHTPAKTYpbl CYCTABOB KMCTEW W CTOMN OTMEYEHbI Yy Nauu-
€HTOB CO CPEeAHETSXKENbIM U TSHKENbIM reHepanM3oBaHHbIM
nogtunom POBDY, cpemHeTsXenbiM reHepann3oBaHHbIM
norpaHmyHbiM B39, cuHgpomom Kunanep. Oedopmaums kn-
CTEN MO TUNY «BapexXKn» Habnoganach y 2 60bHbIX TsXe-
NbIM reHepanusoBaHHbIM noatunom POB3. BbipaXeHHble
KOHTPaKTYpbl KOMEHHbIX CYyCTaBOB OTMeYanuch y 2 601b-
HbIX TSXKENbIM reHepannaosaHHbiM POBD.
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CornacHo nNpoToKony uccregosaHus, Bcem 9 naumeH-
TaMm nposoAnnach HapyxHas Tepanus ¢ UCMosib30BaHNEM
COBPEMEHHbIX Heaare3nBHbIX aTpaBMaTUYHbIX NepeBA30Y-
HbIX CPeaCTB.

YacTtoTta nepeBs30K onpefensanachk CTeneHbo U CKOpo-
CTbIO NPONUTLIBAHUS MOBSI3OK 3KCCydaToM. BonbHbIM CUH-
OpoMoM  KuHpanep, cpegHeTsXesbiM  reHepanu3oBaHHbIM
MrpB3, cpepHeTsxenbiM reHepanm3oBaHHbiM POB3J, noka-
nu3oBanHbIM MNrpb3 v AAB3 nepeBssku npoeoannuck 1 pa3
B 2 [iHAA, a 60MbHBbIM TSHXXESbIM reHepannaoBaHHbiM POBD —
exepHeBHo. MepeBsA3oYHbIe cpedcTBa HaknagbiBanu Ha no-
BEPXHOCTb 3PO3MBHO-A3BEHHbIX AedekToB. [Mnowans apo-
3unin/a3e coctaensna ot 0,196 go 300 cm?, ANUTENbHOCTb UX
cyLecTBoBaHUs — OT 2 gHert oo 10 mecsaues. Y Bcex 605b-
HbIX MMENUCb MPU3HaKM BTOPUHHOIO MHAULMPOBAHUSA (THOW-
HbI 3KCcyaaT Ha NOBEPXHOCTM psiga 3po3ui, n = 16). Bbibop
NnepeBs304HOr0 CPeAcTBa OCHOBBLIBASICA HA XapakTepucTu-
Kax 9pO3VNBHO-A3BEHHbIX Ae(DEKTOB (KONMYECTBO M XapakTep
3KccypaTa, Hanm4me BTOPUHYHOW MHMEKUMN), CYOBEKTUBHBIX
OLLYLLIEHVSIX Y MHAMBWUOYaNbHOM NEePEeHOCUMOCTM MaLMEHTOB.
[nsa Hapy>XHOM Tepanuun NpUMEeHsANN Heaare3usHble ceTyaTble
MaseBble NOBA3KW, NPONUTaHHbIe Ba3eNMHOM, Heaare3nBHble
ceTyaTble CUIMKOHOBbIE NOBA3KW, ry6yaTblie MOpUCTbIE CUK-
KOHOBblE MOBA3KW, Heaare3vBHble rMpporenesble NOBA3KU
N cCopoUpYIoLLIME NOBA3KN C NMPOMUTKOM HaTyparnbHbIM Nyenu-
HbIM BOCKOM. Ha 3po3un € rHOMHbIM 3KCCYAaTOM NPUMEHSINN
HeafireavBHbIe Ma3eBble ceTyaTble MOBSA3KU C CoAepXXaHneMm
cepebpa, HeafireavBHble rMaporenesble NOBA3KN C COepXa-
HVYeM cepebpa, HeaaresnBHble ryéyaTble noBsa3ku ¢ copep-
XaHnem cepebpa n HeafresvBHble ceTyaTble MaseBble Mo-
BSA3KW C coAepxaHnemM Masu NoBuMAoH-hoda (Tabn. 2).

Bo Bpemsi Kaxaon NepeBsaskn JOKYMEHTaNbHO nKeK-
poBasnocb M3MeHeHWe nnowanm, Konuyectea n xapakrepa

Tabnuua 2. Bblbop nepeBs304HOro CPeacTBa Anst NPOBEEHIS HapyXHON Tepaniu
Table 2. Selection of a wound dressing for external therapy

aKccyaarta BCex 3p03nBHO-3BEHHbIX fedekToB. Pernctpu-
poBanu Takxe U3MEHEHWUs KpaeB OJIMTENbHO He 3axusa-
IOLLMX 3PO3MIN/A3B U CyOBLEKTMBHBIE OLLYLLIEHUSI B 06f1acTu
JecdpekTa.

OueHKa KIIMHUYeCcKon 3hdeKTUBHOCTM NPOBOAMNIACH
Ha 14 pgeHb (y 7 60nbHbIX) 1 Ha 30 OeHb B COOTBETCTBUM
CO cneayroLuMm KpUTEPUAMN:

e [TonHoe 3aX1BeHME 3PO3nNN UK A3BbI.

¢ 3Ha4nUTENbHOE yNny4lleHne — YMEHbLUEHWe noLla-
O1 9po3Mn/a3Bbl HE MeHee 4eM Ha 75 % Mo CpaBHEHUIO
C VUCXOLHbIMU AaHHbIMWU, YMEHbLLEHME KONUYEeCTBa 3KCCY-
Jara, Hanuuue rpaHynsauui, ymeHblLleHue BochnanuTesb-
HbIX ABNIEHUINA, CHMXKEHNE BbIPaXXEHHOCTU 6ONN.

¢ VnydlleHne — yMeHbLUEeHWE MoLlaam 3po3nn/a3Bbl
MeHee YeM Ha 75 %, HO 6onee 25 % no CpaBHEHUIO C UC-
XOAHbIMU OaHHbIMW, YMEHbLLEHNE KONMYecTBa aKccyaara,
Hanu4ue rpaHynsauMi, yMeHbLLIEHUEe BOCManUTESbHbIX AB-
JIEHUIA, CHUXXEHME BbIPaXXEHHOCTU 60MN.

¢ be3 U3MeHeHU — yMeHbLLEeHWe nroLwlaan 3po3vun/
A3Bbl MeHee 4YeM Ha 25 % WM OTCYTCTBME WU3MEHEHUI
Nno CPaBHEHUIO C UCXOOHbIMU OAHHLIMW, HE3HAYUTENbHOE
YMEHbLLEHME KONNYeCcTBa 3KccyaaTa, OTCyTCTBUE rpaHyns-
LM, HE3HAYUTENBHOE YMEHbLUEHUE BOCMaNUTEsNbHbIX AB-
JIEHUIA, HE3HAYUTENBbHOE CHUXXEHME BbIPaXXEHHOCTU 60N,

¢ YxypLleHne — yBenu4yeHve nnoLagmn Wunm rnyouHsbl
3p03MIW/A3BbI; KONMYECTBO 3KCCyaaTa, BblpaXeHHOCTb BOC-
nanuTenbHbIX ABEHUA U CYOBbEKTUBHbIX OLLYLLIEHUI COoXpa-
HAETCA Ha NPeXHEM YPOBHE NN YBENMYUBAETCS.

PesynbTtartbl

Ha 14 peHb HapyXHOM Tepanuu He3aBuCUMO OT Tuna
BBEQJ, ycTaHOBAEHHOro y naumveHToB, Habnwoganacb Kau-
Hu4yeckas 3(PPEKTUBHOCTb B BUAE MOMHOMO 3aXUBMEHWA

Ne Tun Bb3

XapakTep 1 Konu4ecTBo aKccyaaTa

Tvn noBsA3KK

- Cpe%HeTﬂ)Kenbll?l reHepanu3oBaHHbIN Fé[lES
- TsKenblii reHepann3oBaHHbin PIb
- CpeaHeTsKenbln reHepann3oBaHHbIi Mrpbd
- JlokanusosaHHblil Mrpb3
1 - Cungpom Kunanep

CKYLHbIN CEPO3HbIN

- HeaparesmBHble CeTYaTble Ma3eBble NOBA3KN
- HeapgreauBHble CeT4aTble CUINKOHOBbIE MOBA3KY
= Heaﬁ_II'ESVIBHbIE ry64artble CUNMKOHOBbIE NOBA3KM
- feajre3nBHble rMAPOresieBble NOBA3KU

TsKenbIn reHepann3oBaHHbIin PBI

CKyAHbIN remopparn4eckuii

Heazre3ansHble CeT4aTble CUIMKOHOBbIE MOBA3KM

TXenbli reHepanu3oBanHblii PABI

CKY[HbIN CEPO3HO-reMOpparnyeckuit

Heazre3nsHble CeT4aTble CUIMKOHOBbIE MOBA3KM

- Taxenblil reHepanu3osanHblit PAb3
- CpeaHeTsKenblin reHepanu3oBaHHblil Mrpbd

N

YMepeHHbI CEPO3HbII

- HeagresuBHble CeT4aTble Ma3eBble NOBA3KN
- HeapgreauBHble ceT4aTble CUINKOHOBbIE NOBA3KY

- Tsaxenblit reHepanua3oBaxHblil PABI
- CpepHeTsKenbln reHepann3oBaHHbIi Mrpbd

06uNbHLINA CEPO3HBIN

- Cop6upytoLne NOBA3KM C NPONUTKON HAaTypanbHbIM
MYeSIMHbIM BOCKOM
- HeapareauBHble ry64yaTble CUINKOHOBbIE MOBA3KM

CpeLHeTsHKenblit reHepanu3oBaHHblii Mrpbd

O06unbHbLIN remopparnyeckuii

Cop6upytoLime noBa3KN ¢ NPONUTKON HaTypasibHbIM
MYeSIMHbIM BOCKOM

- TsKenblii reHepann3oBaHHbin PIB3
4 - CpelHeTsXenbli reHepann3oBaHHbIi Mrpbd
- CuHapom Kunanep

CKYAHbIN THOMHBIN

- HeaparesuHble ceT4aTble Ma3eBble NOBA3KMN
C COAep>XaHnmem mMasn noBuA0H-noAa
- HeapresmBHble Ma3eBble CeT4aTble NOBA3KN
C cofiepXxanuem cepebpa
- HeapgresuHble rugporesiesble NoBs3Kn
C cofepxaHuem cepebpa

- Taxenblit reHepann3oBaHHblii PABI

- HeapresmBHble ceTyaTble Ma3eBble NOBA3KM
C cofiep>XXaHnem masun noBuAoH-noaa

5oL CpenHeTsHKenblit reHepann3oBaHHbiil Mrpb3 YMEpeHHbii CePO3HO-THOMHbIIA - HeapresmBHble Ma3eBble CeTYaTbIe NOBA3KN
c coaepxxaHuem cepebpa
6 - Taxenblil reHepann3oBanHblii PO _ YmepeHHbiit . HeaareansHble Ma3eBble CETHATbIE NOBA3KMN
- 0063 THOMHO-remopparu4eckui ¢ coaepXxxaHuem cepebpa
7 TAXeNblil reHepanuaosanHblii PIGI 06UNbHbIN HeapreansHble ry64atble CUNMKOHOBbIE NOBA3KY

FHOMHO-reMopparu4eckum

C cojiepxxaHuem cepebpa
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3p03UiA, 3HAYUTENBHOrO YNAYYLWEHUS (YMEHbLUEHUe mMio-
waon 3po3un/asebl >75 %), ynydweHus (YyMeHbLUeHue
nnowann apo3nn/a3ebl Ha 25-75 %). Y 2 nauMeHToB C Ts-
XenblM reHepanu3oBaHHeiM POBO 1 1 605bHOM CUHApPO-
MoM KuHgnep oTmevanachb cnabononoxuTtesbHas AuHa-
MUKa (YyMeHbLUeHVe nnowagm 3po3uun/a3Bbl 6bII0 MeHee
25 %). Y 1 60nbHOM TsXenbIM reHepanu3osaHHbiM POBS
Ha 14 geHb Tepanum 3aperncTpupoBaHo yxydLleHne B BUae
yBENMYeHWs NoLWaan OQHOIo N3 A3BEHHbIX OeeKTOB.

Ha 14 peHb n3 58 3po3uin NOMHOW 3anuTenuMaauuun
noaseprnuce 22 apo3umn (37,9 %) (puc. 2 A, B). MNnowagb
15 asposuii (25,8 %) cokpaTtunacek 6onee 4em Ha 75 %.
Y 12 apo3auii (20,6 %) nnowafb cokpatunach 6osee 4em
Ha 25 %, HO MeHee 4eM Ha 75 % (puc. 2 B-3). MNnowaab
7 (12,25 %) 9po3uii yMeHbLUMAAacb MeHee YeM Ha 25 %.
Mnowane 2 3po3unii y 60MbHbIX TAXENbIM reHepannM3oBaH-
HeiM POB3 (3,45 %) yBenuuunacb Ha 14 geHb Tepanuu
(puc. 3).

MnoLyazb apoauit 0 NeYeHus!

A. 3 cw? B.7 owm?

I. 4 cw?

Mnowaab 3po3uii Ha 14 feHb Tepanun

b. Monxas anutenn3aums

[.d=07cm

3.3 cm?

E.d=05cm

Puc. 2. Pesynbrarbl NpoBeagHHON HapyXHOV Tepani Ha 14 agHb. A, b — nonHas snutenuaaums 3posuin y 60NbHOI CPEAHETSKENbIM reHepanu3oBaHHbimM Mrpbd; B, I —
4aCTINYHAS ANUTENM3ALNS 3p03UN Y BONBHOI CPEHETSKENbIM reHepanin3oBanHbiM Mrpbd; [1-3 — yacTuyHas anuTenn3aums 3po3nii y 60MbHbIX THKENbIM reHepaTn30BaHHbIM

PIIb3

Fig. 2. Results of external therapy on the 14th day. A, b — complete epithelialization of an erosion in a patient with moderate generalized border EB; B, I' — partial
epithelialization of erosions in a patient with moderate generalized border EB; [1-3 — partial epithelialization of erosions in patients with severe generalized RDEB
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MonHoe 3axuBneHne 3HayuTeNbHOE YNyyLleHne

(yMeHbLUEHWe nnoLiaam
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] 1
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(YMeHbLLEHMe nnoLiaam
3p031N/a3Bbl <25 %)

(yBenuyeHue nnoiann
3p03MI/A3Bbl)

Puc. 3. 3htheKTBHOCTL HAPYXHOM Tepaniv y 60MbHbIX BDOXAEHHbIM OYNifie3HbIM 3M1AepMONN30M Ha 14 feHb
Fig. 3. Efficacy of external therapy in patients with congenital EB on the 14th day

B Vestnik Dermatologii i Venerologii. 2019;95(1):30-40
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CrteneHb 3Kccypaumm 49 3po3vii yMeHbLUMMach
(84,4 %). BblpaxeHHOCTb 3Kccypgaumm octaBLumxcs 9 spo-
31 CO CnabononoOXWUTENbHOM M OTpULATENbHOW AMHa-
mukon (15,5 %) octanacb npexHen. Ha 14 pgeHb nedve-
HWA NPOAYKLUMS THOMHOro 3Kccyparta ¢ NoBepxXHOCTU BCeX
16 apo3auin npekpaTunach.

N3 9 3p03nBHO-A3BEHHBLIX AEGEKTOB, CO CTOPOHbI KO-
TOPbIX HabnoJanack cnabononoxuTesnbHas n oTpulaTesb-
Has guHamuka, 5 (55,5 %) OTHOCMNNCE K ONINTENBHO He 3a-
Xusarowmm (puc. 4).

Y 2 6onbHbIX (1 6onbHas OOB3 1 1 6onbHas cpepgHe-
TSXKENbIM reHepanvM3oBaHHbIM norpaHnyHeIM B3J) nonHas
ANUTENM3aLma TPeX 3p03uiA HaCTynNuna Ha 7 OeHb U OQHOMN
3po3un Ha 12 geHb, 4TO, BEPOSATHO, CBA3AHO C WX U3Ha-
YanbHO MarnbiMu pasmepamm (puc. 5 A-E).

N3 36 9po3uii, KOTOpble HE INUTENU3MPOBANUCH
K 14 pgHio, 20 (55,5 %) BOCTUIMKM MOSIHOMO 3aXXMBMEHWSA
K 30 gHto. Paamepsl 1 xapaktepucTukm 5 (13,8 %) anutensHo
He 3aXMBaLLUMX 3PO3NBHO-A3BEHHbIX AedekToB K 30 AHI0
octanucb 6e3 mameHeHwn. [ons cokpalleHus nnowaam
OaHHbIX pgedektoB He npesbiwana 30 %; aHanornyHbIn
nokasartenb octaswumxcsa 11 (30,6 %) spo3uin Bapbuposan
ot 38,9 0o 81,3 %, 4TO CBMAETENBCTBOBASIO O KITMHUYECKOMN
3(hheKTUBHOCTU NPOBOAMMON Tepanuu (puc. 6).

Ha 30 geHb 13 22 3p03ui, KOTOpbIE ANUTENN3NPoBa-
nmes K 14 gHio Tepanun, Ha mecTte 19 BbICbINaHUA OTCYT-
cTBoBanu. Ha mMecTe octaBLUMXCA 3 9PO3MBHO-A3BEHHbIX
[edeKToB BHOBb BO3HMKNN BbICbINAHWS BCEACTBNE Mexa-
HUYECKOWN TPaBMbl.

Y 2 naumneHToB C TAXeNbIM reHepanusoBaHHbIM POB3,
27 net n 31 ropga, paHee He obpallaBLUMXCA 3a Meau-
LIMHCKOW MOMOLLIbIO, HE MOJy4aBLUMX afeKBaTHOM Tepanuu
1 NPOBOAMBLUMX CAMOCTOSITENbHOE NEYEHNE C UCMOJb30-

BaHWEM WCKIIOYNTENBHO MaprieBbIX candeTok, MapneBbiX
6UHTOB M Masn C AMOKCOMETUNTETParnaponMpUMMANHOM
(puc. 7), NpoAeMOHCTPMPOBaH MOMOXUTENbHbIN 3hekT
B BUAE perpecca Nnpu3HakoB BTOPUYHOM MHADEKLMMN, YMEHb-
LLIEHNA BbIPAXXEHHOCTN SKCCyJaummn 1 anutenusaummn paga
3posui (puc. 8, 9).

06cyxneHue

MMony4eHHble Hamy pe3ynsTaTbl NPOAEMOHCTPUPOBAU
KITMHUYECKMI 3OPEKT HapyXXHOW Tepanun ¢ NPUMEHEHNEM
aTpaBMaTVHECKMX Heaare3uBHbIX MepeBA304HbIX CPeacTB
B OTHOLUEHWM 3PO3UBHbLIX [edIeKTOB, CYLLECTBYHOLLMX
Ha Koxe MeHee 1 mecsaua. MNMonHas anutenuzauunsa 37,9 %
3p03uii, cokpalleHue nnowaamn 25,8 % 3po3un 6onee Yem
Ha 75 % Ha 14 peHb Tepanuu, nomnHoe 3axusneHve 20
(55,5 %) 13 36 3p03NBHO-A3BEHHbIX AedekToB Ha 30 AeHb,
KOTOpbIE HE 3NMTEeNM3NpoBanuck K 14 HI0, CBMAETENLCTBY-
€T 0 paLMoHasIbHOM Ha3Ha4eHNN NepeBsa304HbIX CPeACTB.

Y psga naumeHToB C TAXENbIM reHepanM3oBaHHbIM
POBS wn cuHppomoM KuHanep, VMEKOLWMX [JIMTESIbHO
(>1 mecsaua) cyLlecTBylOLLME 3PO3UBHO-A3BEHHbIE OedeK-
Tbl, OTCYTCTBOBaN 3PEKT OT NPOBEOEHHON CTaHOapTHOM
Hapy>KHON Tepanun C NPUMEHEHWEM Heapfre3vBHbIX nepe-
BA304YHbIX cpefAcTB. [ons CoKpalleHus nnowagn 3Tux
3PO3UBHO-A3BEHHBIX AedhekToB cocTaBuna meHee 30 %,
YTO CBUAETENbCTBYET 006 YBENNYEHNN CPOKOB 3aXKMBIEHUS.
Mo paHHbIM Margolis et al., ecnu nnowaab paHesoro gedek-
Ta cokparunacb MeHee 4eM Ha 30 % K 4 Hefene ne4exHvs,
TO BO3MOXHOCTb €ro MoJjiHoro 3axwuereHua K 12 Hepene
manoseposaTHa [11]. B Takmx cny4asx BO3MOXHO paccMoT-
peHve anbTepHaTVBHbIX METOAOB NeYeHus, Hanpumep pas-
JIN4YHBIX BUAOB KIIETOYHON Tepanum ¢ NprMeHeHnem ayToso-
FMYHBIX WY anNOreHHbIX KNETOYHbIX NPoayKToB [12].

Mnowaab 3po3uid 1o neyeHns

Vid
';,
e

K. 45 om?

b.5,5x3 cm

I.3cm?

E.d=05cm 3.36,25 cm?

Puc. 4. Pe3ynbraTbl npoBeagHHOI Hapy»HOW Tepaniv Ha 14 agHb y 60MbHbIX CUHAPOMOM KHANEP 1 THKeNbIM reHepani3oBaHHbiM PABS ¢ AnuTenbHO He 3aXiBatoLLMIA 3po-
311BHO-A13BEHHbIMY ieeKTamin: A—I" — yBenn4eHue NoLLaav aposunii y 60MbHbIX TKENbIM reHepanuaoBadHbiv PAB3; [, E — otcyTcTBre AvHammki y 60/1bHOIA CUHAPOMOM
Kutanep; XK, 3 — cnabononoxuTenbHash AnHamika y 60MbHOiA TSHKENbIM reHepanii3oaHHbiv PIB3

Fig. 4. Results of external therapy on the 14th day in patients with the Kindler syndrome and severe generalized RDEB with non-healing erosive-ulcerative defects: Al —

an increase in the area of erosions in patients with severe generalized RDEB; [1, E— the lack of dynamics in a patient with the Kindler syndrome; X, 3 — weakly positive

dynamics in a patient with severe generalized RDEB
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MnoLyazb 9poauii 0 NeYeHus!

A.125cw? B.d=05cm

Mnowaab 3po3uii Ha 14 feHb Tepanun

b. MonHas anutenu3auma [". MonHas anuTenu3auns E. Monxas anutenusauns

Puc. 5. Pesynbrarbl NpoBeagHHOi Tepanuit ¢ NPUMEHEHNEM Heare3BHbIX NepeBsi304HbIX CPEACTB Y 60MbHbIX 1B 1 cpeaHeTshKenbIM reHepanin3oBanHbIM Mrpba ¢ apo3nsmm
Manoro pasmepa. A-I" — nonHas anuTenn3auns apo3ui y 6onbHoi 163; [1, E— nonHas anutenuaauys aposuil y 60M1bHOiA CPeaHETSKENbIM reHepani3oBaHHbim Mrpb3

Fig. 5. Results of the therapy using non-adherent wound dressings in patients with dominant dystrophic EB (DDEB) and moderate generalized border EB with small erosions.

A-I" — complete epithelialization of erosions in a patient suffering from DDEB; [I, E — complete epithelialization of erosions in a patient with moderate generalized border EB

60
55,5
50 B “wvcno 3posuii
" Yucno aposuii, %
40
30,6
30
20 E
13,8
11
10 E :
B
. [ ]
MNonHoe 3axuBnexne k 30 aHt0 YnyyLweHmne/3HaqmTenbHOe ynyyLueHue bes n3meHeHui
Puc. 6. 3dheKTBHOCTL HApYXKHON Tepani Y 60MbHbIX BPOXAEHHbIM 6ynneaHbiM anuaepMonn3om Ha 30 feHb
Fig. 6. Efficacy of external therapy in patients with congenital EB on the 30th day
Schultz et al. paspa6otanu anroputm TIME gnsa Toro, B 2004 rogy D.H. Keast ¢ coaBT. npepnoxwnu anro-
YTOObI 06MEer4ynTb fleYeHne MaumeHTOB C XPOHUYECKUMU putm MEASURE, koTopbIi BKMO4aeT 7 napameTpoB, KO-
3PO3UBHO-A3BEHHbIMW  Aed)eKTaMuU  PasfiMyHOro reHe- Topble cregyeT 0653aTeNbHO MOHUTOPUPOBaTb B MpoLec-

3a [13]. Kaxpaa 6ykea B anroputme TIME otobpaxaet Ce NeYeHUs XPOHMYECKUX 3PO3UNBHO-A3BEHHbIX fAedeKkToB
4 OCHOBHbIX KOMIMOHEHTa KOXHOro Aedyekra, Ha KoTopble KOXW pas3nuyHoro reHesa:

B MepBYyl0 oYepedb 06paLlalnT BHUMaHWe Npu Ha3Ha4YeHnn — M (measure) — namepeHne UCXOQHOW NNoLLaan 3po-
neyenus: T (tissue) — xapakTepucTMka TkaHu Ha MoBepx- 3MBHO-I3BEHHOI0 flePeKTa;

HocTu panbl, | (infection/inflammation) — Hanu4ne nHdMLK- — E (exudate) — xapakTepuctuka akccygata (CeposHbIi,
posaHus/Bocnanenuns, M (moisture imbalance) — cteneHb remMopparmyeckui, rHoMHbIN, CMELLaHHbIN); ero KONM4ecTBO
aKccypaumm, E (edge) — xapaktepucTuka Kpaes paHsbil. (oTCyTCTBYET, CKYAHbIN, YMEPEHHBIA, OOUIbHBIN);

W BecTHuK gepmaronorum n BeHeponoruu. 2019;95(1):30-40
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Puc. 7. MauweHT L., Txenblit reHepanu3oBanHblii PABY, 27 net. A — pacnpocTpaHeHHble 04arv pyoLoBOi aTpotnin Ha KOXe TYNOBULLA U BEDXHUX KOHEYHOCTEN, Aethopmauns

KICTEN M0 TUMy «Bapexkit»; b, B — HACM0eHMs Masn 1 OVHTOB HA KOXE rofeHer 1 cTon

Fig. 7. Patient C., severe generalized RDEB, 27 years old. A — distributed foci of cicatricial atrophy on the skin of the trunk and upper extremities, mitten-like deformation of

the hands; b, B — layers of ointment and bandages on the skin of the legs and feet

MnoLyazb 9poauit 0 NeYeHus!

A. 300 cm?

B. 28 cm?

[.17,5 om?

Mnowaab 3po3uii Ha 14 feHb Tepanun

b. 72 cm?

[.2cm?

E. 3cm?

Puc. 8. HacTuyHas anutenn3auus 3po3uii B pesyssrate NPUMEHEHIS HeareauBHbIX ry64aTbix CUINKOHOBBIX MOBSA30K (A, b), Heaare3uBHbIX CETYATbIX CUMKOHOBbIX MOBSI30K
(B, T')  HeaareamBHbIX CETYaTbIX Ma3eBbIX MOBSA30K ([, E) y 60MbHOI0 TKENbIM reHepaniaoBatHbiv PIB3
Fig. 8. Partial epithelialization of erosions as a result of the use of non-adherent spongy silicone dressings (A, b), non-adherent mesh silicone dressings (B, I') and non-adherent

mesh ointment dressings ([, E) in a patient with severe generalized RDEB

— A (appearance) — xapakTepucTuka paHeBOW Mo-
BEPXHOCTW (OMMcaHMe LBeTa paHeBOW MOBEPXHOCTW, Ha-
nyme rpaHynsauui, onucaHne nx UBeTa);

— S (suffering) — Hanu4ume CyOGBEKTUBHbBIX OLLYLLIEHWUIA
B 06nacTv gedekTa;

— U (undermining) — Hanuuve npn3HakoB OeCTPyKLUn
TKaHew B obnactu nedeKTa;

— R (reevaluate) — noBTOpHOE perynspHoe n3mepe-
HUe nnoLagn nedeKkTa;

— E (edge) — onucaHne Kpaes W TKaHW, OKpyxXato-
el paHy; Hanm4me/oTCyTCTBME BOCMAsIeHWs, Malepaumm,
ynnoTHeHwus [14].

B Hawem wccnepoBaHuy [OKYMEHTUPOBASIOCh W3-
MEeHeHVe nnowiaamn, KonuyectTea W xapakrtepa aKccygara

BCEX 3PO3UBHO-A3BEHHbIX Oe(PEeKTOB U N3MEHEHUs1 Kpaes
N CYyObEKTUBHBIX OLLYLLEHUA ONUTENbHO He 3aXWBaLLMX
3p03nii/a3B. [aHHble napaMeTpbl MMEKT 60MbLUOE 3HaYe-
HVMe B AMarHoCTMKe MITOCKOKETOYHOrO paka KoXu y 605b-
Hbix BB3, KOTOpbLIN Yallle BCero BO3HMKaEeT B 061acTh om-
TeflbHO HEe 3aXMBalOLLMX 3PO3MBHO-A3BEHHBLIX AeeKToB.
Mpy nogo3peHnn Ha ManuMrHM3aumio B MepBYIO o4epedb
obpallaloT BHUMaHNe Ha AnUTeNIbHOCTb CyLLeCTBOBaHMS,
KOTOpas He [OMKHA NpeBbIWaTh 4 Hefenb; JOMI0 CokpaLle-
HWA Nnowaaun gedekta KoXu; kpas apo3un/a3eel. Hanuuve
NPUNOAHATBIX, MOAPbITbIX KPAeB MW NPUMOLHATOro Banvka
OKpY>KaroLLer TKaHn no nepudepun 3po3nn/a3ebl, Nossne-
HVWe napecTe3ui WM MHTEHCMBHOW 60Ny B 061actn 3po-
31W/A3Bbl MOXET CBMAETENLCTBOBATL O Manuranaauum [9).
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3Ipo3un 10 NeYeHns

|

3po3un Ha 7 [ieHb Tepanun

var

Puc. 9. MaupenTka T., Txenbii reHepanuaosanHbiii PGS, 31 ron. A-B — MHOXECTBEHHbIE 3p031N C reMOpPariyeckum 3KCCymaToM 1 rHoiMHbIMIA Kopkamu no nepudepum
Ha KOXe AronyHoi 061acTu, CO CKYHbIM reMoppariyeckuM OTAeNsemMbIM Ha MOBEPXHOCTU Ha KOXe NPpaBoil GOKOBOIA MOBEPXHOCTY TYMOBIALLA, B NPABOi NaxoBoil 06/1acTy
C remMoppari4eckiM 3KkCCyaaToM Ha MoBEPXHOCTY 10 Ne4eHIst; [—E — yMeHbLUEHNE KOMYECTBA rEMOPPAriHECKOro 3KCCyaaTa Ha MOBEPXHOCTIA 3PO3HIA, OTCYTCTBIE FHOIHbIX

KOPOK N0 Nepucdepui 1 He3Ha4UTENbHOE YMEHbLLEHIE NAOLLAAKN P03

Fig. 9. Patient T., severe generalized RDEB, 31 years old. A~-B — multiple erosions with hemorrhagic exudate and purulent crusts on the periphery of the skin of the gluteal
region, with scanty hemorrhagic discharge on the surface of the skin of the right lateral surface of the body, in the right inguinal area with hemorrhagic exudate on the surface
before treatment; '-E — reduction in the amount of hemorrhagic exudate on the surface of erosions, the absence of purulent crusts on the periphery and a slight decrease in the

area of erosions

HeapgresvBHble nepeBa30YHble cpefcTBa o6nagaloT
PSAOM NPenMyLLECTB Nepeq aare3viBHbIMU NepeBsA304HbI-
MU CpefcTBamu, B NepBYyl0 o4Yepedb aTpaBMaTUYHOCTLIO.
YoaneHne afre3vBHOW MOBA3KU C paHEBOW MNOBEPXHO-
CTM conpoBoxaaeTcs 60nbi0 U MOXET NpoBOLMpOBaTb
OOMONMHUTENbHYI0 TpaBMaTtu3auuio paHbl, B TO Bpems
Kak npuv yganeHuu noBs3KM Ha CUIIMKOHOBOW OCHOBE 60-
NEe3HEHHOCTb 3Ha4MTenbHO CHWxXeHa. Kpome Toro, nep-
BWYHOE NMPUMEHEeHNe MapneBbix 6MHTOB TpebyeT YacTbIX
nepeBsA3ok (1-3 pasa B fieHb) B OTNIMHNE OT HEAAre3UBHbIX
noesA3oK [15]. HeagresvBHble NepeBs304HblE cpefdcTBa
obnagarT CNocOBHOCTbIO NOJAepPXUBaTb ONTUMASbHbLIN
6anaHc BNaxHOCTM B paHe, Tak Kak, Hanpumep, u36bl-
TOYHas 3Kccyaauus NPMBOAMT K 3aMeAIeHNIo MUrpaumm
KEepaTUHOLUTOB C KpaeB paHbl, 4TO MMeeT 6OMbLUOe 3Ha-
YeHue Ons npouecca anutenuaauum [13]. Ecnu B paHe-
BOM JIOXE NPOAYKUMS 3KCCydaTa CHUXeHa, BO3HWKaeT
06e3B0OXMBaHME N 06pa3oBaHMe KOPKW Ha NOBEPXHOCTU
paHbl, KoTopas Takxe OyAeT NpensTcTBOBAaTb 3aXWBre-
HWIO N KOHTpakuun kpaee paHbl [16]. Ha paHbl ¢ 06unb-
HOW HEKOHTPONMPYEMOW 3KCCyaaumen npeanovtutensHee
MCMNonb30BaTh rybyartblie 1 cynepabcopobupytoLlmne noBas-
KM Ha nonmmepHon ocHoee [17]. Mpu Hanu4umuu npusHa-
KOB 06€3BOXMBAHUS paHbl Has3Ha4yalTcsA rmgporenesble
NOBA3KW, CMNOCOGCTBYIOLWME MOAAEPXaHWNIO ONTUMarb-
Horo 6anaHca skccyparta B paHe [18]. Takum obpaszom,
KOPPEKTHbIN BbIGOP NepeBA304YHOro cpefcTea ABNSETCA

B Vestnik Dermatologii i Venerologii. 2019;95(1):30-40

ocHoBoronaralwuM ana nposefeHus ycrewwHon n ag-
(HEeKTUBHOM HaPY>XXHOM Tepanuu.

CobniopeHre pekoMeHOauui rno BedeHuo 60bHbIX
BB3, BKkoYalWmMX pauMoHanbHY HapyXHy Tepanuio
C MpUMEHeHneM aTpaBMaTWU4HbIX Heafre3uBHbIX nepess-
304HbLIX CPEeACTB, perynsapHoe AuHamMuyeckoe Habnope-
HMe 1 DOTOAOKYMEHTUPOBaAHWE MpoLecca 3aXuBeHus
3PO3MBHO-A3BEHHbIX OE(EKTOB KOXW MO3BONSAET CHU3UTL
BO3MOXHOCTb PasBuUTUA AJINTENIbHO He 3aXMBatoLMX paH
y 60nbHbix BBD 1 gpyrux uHBanugusmpylowmx n cmep-
TeNbHbIX OCMOXHEHUN 3a60NeBaHNUS.

3aknioyenue

[MonyyeHHble pe3ynsTaTtbl NPOAEMOHCTPUMPOBANN K-
HUYeCKYylo 3(PMEKTUBHOCTL HapyXHOW Tepanuu C npu-
MEHEHUEM COBPEMEHHbIX aTpaBMaTUYHbIX Heafre3mBHbIX
nepeBaA30YHbIX CPEACTB. PerynspHbIin KOHTPOSb pasMepos
3pPO3MBHO-A3BEHHOIO fedekra, Konnyectsa n xapakrepa
3KCCyfaTta, XxapakTepUCTVKM MOBEPXHOCTU (UBET, Hanmyve
rpaHynaumi, cTpyna, HeKpOTUHECKMX Macc), CyGbeKTMB-
HbIX OLLYLLEHW B 06nacTu 3pO3nW/a3Bbl U UX perynsp-
HOe [OKYMEHTUpOBaHue Mo3BONSeT O06bLeKTUBM3MPOBATb
OLIEHKY 3a>KMBJIEHWNS 3PO3NBHO-A3BEHHbIX AeEKTOB KOXMU,
CTaHAapTU3npoBaTb Ha3Ha4deHue afeKBaTHOW HapyXHOM
Tepanuu, BKMoYas BbIGOP HeaAre3nBHbIX NepeBA30YHbIX
CPefCcTB M cocTaBneHne MHANBUAYaNbLHOro nnaHa neyeHns
nauuneHta ¢ BB3.
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