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EQEKTMBHICTb CYNEPOKCUAANCMYTO3N
Nnpw MicLUEeBIV Tepanil OYyAbO3HOIo eNIAECPMOAIZY

Bynpozuwnii emigepmornis (BE) nanexuTs 10 TeHETUYHO Ta KIIIHIYHO TeTEPOTeHHUX 3aXBOPIOBAHb, SKi XapaKTepU3yIOThCs
YTBOPEHHSIM Ha WIKIpi Ta CIM30BUX OOOJIOHKAX IyXUPIB Ta epo3iii yHac/Hi0K He3HauHOro TepTs abo TpaBMu. YucieHHi
NO3aLIKIPHI BUSIBU, TaKi SIK yXUPi Ta €po3ii Ha POriBIi 0uell Ta cn30BuX 000JOHKAX, TIIIONIIa3is emali 3y6iB, cTeHo3u abo
CTPUKTYPU CJU30BUX 0OOJOHOK JIUXAJIBbHOI, TPABHOI Ta CEYOCTATEBOI CUCTEM, aTpe3ist 1ijopyca, M's1308a qucTpodis 1 pak,
MOKYTb cynpoBozkyBarn pisti niarunu BE. Yacrora Busisienus BE B cBiTi ctanoButh 17 Bumazakis Ha 1 MJIH KUBUX
HOBOHAPO/KeHNX. 3a kinacudikariieio, yxsanenoio B 2008 p., BE mae wotupu gopmu 3asexio Bij piBHS ypaskeHHs MIKipy,/
emijiepmicy: TpocTuii, MeKOBUA, mucTpodiunnii Ta cunapom Kingmepa.

Mera po60TH — BuBYEHHS e(heKTUBHOCTI (DEPMEHTY CYNEPOKCUAAUCMYTA3H Y BUIJIS/ KPEMY B Pasi MiCIIeBOTO JIiKyBaHHs
ypaskeHb 1mkipu mpu BE.

Marepiaau ta Metoau. Ha 1mijictaBi peTpoCciieKTUBHOTO aHaJIi3y JITepaTypHUX JaHUX Ta Pe3YJIbTaTiB BJIaCHUX JIOCTI/KEHD
MTPOaHaTi30BaHO e(PeKTUBHICTh CYMEPOKCUIINCMYTA3! B pasi MiCIIeBOTO 3acToCyBaHHs B Teparii BE.

Pesyabratu Ta 06ropopenns. Ilij Hammm crocrepeskeHHsIM TepedyBaja TPUPIYHA [IBUMHKA, Y SIKOI IiC/Is HAPOIKEHHS
niarHoctoBano auctpodivnuii BE. /[iarHos miarseppkeHo pesyabratamu 6101icii. 3a 3roioto 6aThKiB UIiCTh AJISTHOK IIKipU
3MalyBajIy ABiui Ha 100y CYIEPOKCHIMCMYTA30I0 Y BULJIsAAL Kpemy. TepMin JiKyBaHHs cTaHOBUB 3 Mic. 30Kpema, Tpe-
mapar HaHOCWJIM Ha TaKi AIJITHKH: TIpaBe KOJIHO, JIiBe CTErHO, TPaBy PYKY, JiBe BYX0, paBe ByXo, cignuii. lutnHa gobpe
nepenocua jgikyBanus. CTaH 3HAYHO MOJIIITUBCS BJKe Ha 2-My TIDKHI JlikyBaHH:a. Ha 1BoOX i3 mectn ypakeHUX JiTTHOK
MOBHICTIO 3aroi/Incs paHH, SKi BBasKaau XpoHivHUMEU. HoBi myxupi He yTBOpIOBamncs.

SHAYHOTO NOJIIIIIEHHS CTaHy IKIpH i emitesizanii y pasi auctpodiunoi popmu BE nocaruyro Bxke nicsg 2 tuxk 3acrocy-
BaHHsI cynepokcuaucmyTasu. Yepes 3 Mic Ha OLIBIIOCTI MiJISTHOK, Jle 3aCTOCOBYBAJIU CYIIEPOKCUIIMCMYTa3y, BiAOyacst
MOBHA erliTesi3alis.

BucnoBku. CynepokcnaicMyTasy MosKHAa BUKOPICTOBYBATH JIJIsI TPUCKOPEHHS eTiTesTi3arii ypakeHb IMKiph Y XBOPUX Ha
GyJIbO3HUH €ITiIepMOJIi3.

K.mouosi cioBa

bynbosnuii emniziepMostis, CynepoKCHIIMCMYTa3a, TEHeTUYHI 3aXBOPIOBAHHS IIKIPH, €PO3isi.

ByﬂbOSHI/Iﬁ emigepmoni3z (BE) wamexuts 10
TeHETUYHO Ta KJIHIYHO TEeTEePOTEHHUX 3aXBO-
PIOBaHb, SKi XapaKTepU3YIOTbCS YTBOPEHHSIM Ha
IKipi Ta CJAM30BUX OOOJIOHKAX MyXUPIiB 1 eposiit
YHACJIIIOK HE3HAYHOTO TepTst ab0 TpaBMu. YuceH-
Hi TI03aUIKIPHI BUSIBY, TaKi K IIyXUpi Ta eposii Ha
poriBii oueil Ta cAM30BUX 0OOJOHKAX, MilIOIIA3isa
emauti 3y6iB, CTEHO3U 200 CTPUKTYPH CIM30BUX 000-
JIOHOK TUXAJIbHOI, TPABHOI Ta CEYOCTATEBOI CUCTEM,
aTpesis maopyca, M's130Ba UCTPODid | pak MOXKYTD
cyrnpoBojpkyBaru pisui nigrunu BE [1].

YacroTa BUSIBJIEHHsT OYJIbO3HOTO EIiiepMOJIizy
B CBIiTi ctaHoBuTh 17 Bumaakis Ha 1 MJIH KUBUX
HOBOHAPO/[’KEHUX.

3a kanacudikamieio BE, yxsanenoo B 2008 p.,
3aJIeKHO BiJl PiBHSI yPasKeHHS UIKIpU/enijiepMicy
pospizusiors yotupu dopmu BE [2]: mpocrnii
(IIBE), mexosuit (MBE), muctpodiunnii (/IBE)
i cunapom Kingmepa.

CrinpHoio o3nakoio ycix ¢popm BE € tenmentris
JI0 YTBOPEHHsI TyXUPIB Ha MIKipi i caum30Bux 060-
JIOHKaX Ta IXHBOTO MOITKO/KEHHS BHACJIIIOK MiHi-
MaJIbHOTO TepTs (AOTUKY) UM TPaBMyBaHHS. Tsx-
kicTb BE Bapiloe Biji yTBOPEHHSI IIPOCTUX ITYXUPIIIB
YHACJIZIOK TpaBMaTusailii pyk Ta Hir, 0co0JMBO
B TEITy TIOTOMY, 0 BUTMAAKIB CMEPTI B PaHHBOMY
JIUTUHCTBI BHACJIJIOK TIONTKO/KEHHS TOPTaHi Ta
3aTPUMKHU PO3BUTKY.
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Tabanus. CyMapHQa OLiHKAO eeKTUBHOCTI CYNnepoKCUAAUCMYTA3U B PA3i MiCLLEBOrO 30CTOCYBOHHS NPEenapary,

6aaun
TuzkaeHb JiKyBaHHS
3oHa ypasKeHH: . Ho
yp JHKyBaHHS
Yy 1-i 2-f 3- 4 S 6- T-m 8-t 9-@ 10-i  11-ir 12-it

JliBe kosinO 13 1 7 5 6 6 5 4 4 1 1 0 0
JliBe cTerHo 15 10 9 5 5 3 4 2 2 4 2 2 3
[TpaBa pyxka 17 16 1 7 2 1 1 1 1 1 0 0 0
JliBe Byx0 14 14 7 1 9 7 10 9 1 8 8 7 6
[Tpase Byx0 14 14 7 10 7 13 12 8 9 8 6 6 3
Ciprmri 14 8 5 4 4 ) 2 2 2 3 3 3 3
3arasbHa cyma 87 73 46 42 33 35 34 26 29 25 20 18 15

Buninsiors monan 30 migrumis BE [1]. Xoua
miarunu BE 3 rerkum epebirom moB’si3aHi 3 Maiike
HOPDMAJIbHUM JKUTTSIM 1 MiHIMQJIbHUM BIIJIMBOM Ha
cJIN30Bi 000IOHKHU Ta BHYTPIIIHI OpraHu, HAWTsKYi
peliecuBHi (OpMU TIPU3BOAATH /10 1HBAJIAM3AIli],
VIIKOKYIOTh GaraTo OpraHiB i HEraTHBHO BILINBA-
I0Th SIK Ha SIKiCTb, TAK i HA TPUBAJIICTD KUTTS |2, 3].

[locuts wacto pocti hopmu BE ne BugBaaoTs
BYACHO.

3rizHo 31 cratucTuaHUMU JaHuMu Hartionasb-
HOTO peectpy OysbosHoro erigepmosntizy CIITA Tta
nocimkenb Great Ormond Street Hospital and St
John’s Institute of Dermatology London, y Benu-
KoOpuTaHii giarnoctyrors 20 Bunaakis BE Ha 1 Mux
HOBOHAPOJIKEHMX. 3a po3paxynkamu, B CIIIA € maii-
xke 25000 xBopux 3 BE, a y Besmkobpurarii — 5000.

B Ykpaini Hemae ep:kaBHOTO PEECTPY NAaIli€H-
tiB 3 BE, Tomy Opakye i TOUHUX JaHUX PO Kijlb-
KiCTb TAaKMUX XBOPUX. Bi/IMOBIIHO /10 TaHUX PEECTPY
MTI'O <«/lepmarosorn — Hitsam» (Ilentp [debpa
Ykpaina), cranom Ha 21.10.2015 p. B Ykpaini €
154 xBopux Ha BE (11e simtire Ti, mpo KOTO BiZIOMO).

Maiizxe 1moJioBUHA TAaKUX TAIlIEHTIB XBOPIIOTH HA
JIeTKy (pOpMYy HEeyTH, a Y iHINX [AiarHocTOBaHO BE
CEepeIHbOi Ta TSXKKOI (DOPM 3 TIONTUPEHUMH ypa-
JKEHHSIMU TITKIPH 1 CTU30BUX OOOJIOHOK.

OnHuM 13 HANBAKJIUBININX YMHHUKIB I 4ac
BeJleHHsa xBopux i3 BE € gormsan 3a ypaskenumu
JUJITHKaMU TITKipH.

Mera po6oTu — BUBYEHHS eeKTUBHOCTI (ep-
MEHTY CYNEPOKCUJIUCMYTa3U y BUTJSII KpPeMmy
B pasi MICIIeBOrO JIIKYBaHHS ypakKeHb HIKIPU IIPU
OyJIbO3HOMY €ITiIepMOJTi3i.

Cymnepokcuamucmyrtaza (CO/l) Hamexutsh 10
kiacy ¢iziosorivnux (epMeHTiB, SIKi BUSBISIOTH
y Oprami3mi JIOAWHY, GiTBIIOCTI TBAPUH i PI3HUX
pocaunax. CO/l € moTyKHIUM aHTHOKCHIAHTOM, 1110
JIi€ NLJISIXOM JIUCMYTallii CYINepOKCUIHUX aHIOHIB

y Mosiekysin HoO». Y pasi miciieBoro 3acTocyBaHHS
BUABJISIE K PAHO3Aar0l0BaJbHUI, TaK 1 IPOTUCBEP-
6ixxHuil edekr. Ile i crao mizcraBoo MOL0 BUKO-
puctanug CO/l nns mpuckopeHHS 3aroloBaHHS
ypaskeHb 1mikipu npu BE.

Marepiaau Ta MeTOIU

Ha mizgicraBi peTpocnieKTUBHOIO aHai3y JiTepaTyp-
HUX JIaHWX Ta PEe3yJbTaTiB BJIACHUX JOCJi/IZKEHDb
Oyno mpoaHanizoBano edextusHicts mii COJl y
pasi i1 micieBoro 3actocyBanHs pu BE.

Pe3yabratu Ta 00rOBOpEHHS

[Tix HammM crocTepesxkeHHsIM TepebyBaia naui-
enmka M., 3 poKH, y SIKOI TTic/ist HAPOKEHHS OYJ10
niarnoctoBano /IBE. /liarHo3 migTBepi:keHO pe-
3yJbraTaMu 6iorcii Ta iMyHO(IFOOPECIIEHTHOTO
ananizy (puc. 1, 2). Ha yac o6cTeskeHHst Haitbiabn
pobieMHUMU OYyJIM aHATOMIYHI TUJISTHKY CTYIIEHD,
MaJIbI[iB PYK, a TaKOXK JiiBe KOJIIHO, JIKTI, IJjeyi,
HepeIiaysi, Ci/iHuI, cniuHa, TyOu i Byxa. 3a 3ro-
11010 GATBHKIB IIICTh PI3HUX ALISHOK MKIPH 3Maly-
Basn iBivi Ha neab CO/Jl y Burmsini kpemy. Tepmin
JIIKyBaHH: cTaHOBUB 3 Mic. Kpem Hanocum Ha Taki
JIJISTHKY: TIpaBe KOJIIHO, JIiBe CTETHO, IIPaBy PYKY,
JiBe ByXO, TpaBe ByXo, ciguuii. O6’eKTuBHI Ta
cy0’€KTUBHI KJIiHIYHI BUSIBU Ha JIJISTHKAX ypaskeH-
HsI, 30KpeMa epuTemy, HabpsiK, eKcyar, Oijib, CBep-
Ok 1 meuinng, ouinosaiu Big 0 1o 3 6amis, ge 0 —
HeMae, 1| — He3Haune, 2 — MoOMipHe 1 3 — TIKKe.
Cymaphuii 6as 3a mromty (min 0 i max 18) orpumy-
BN TJISXOM JI0JJaBaHHS BCIX IIECTH 3HAYEHD
(tabuuis).

XBopa autnHa 106pe MepeHOCUIa JIKYBaHHSI.
3HavHe KJIiHiYHe TOJIIIIEeHHs CITOCTEPITAN0Cs BKe
Ha 2-My THUKHI JIiKyBaHHs (auB. Tabmuino). Ha 1Box
i3 IeCTU IJISTHOK TIOBHICTIO 3aroisincst panu. Hosi
Myxupi He yTBOpIoBasincA. Takosk Ha JIJIIHKAX TKi-
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Puc. 1. PesyabtaTtu Gioncii wkipw nadieHtkn M., 3 poku,
O MIATBEPAXYIOTb AIOrHO3 GYAbO3HOIO €niAePMOAI3y

pu, Ha Axi Hanocuam CO/l, 3HaYHO 3MEHTTHIOCS
BijuyTTst cBepOexy (puc. 3).

Bucuosxu

Pesybratu opuriHagbHUX JOCHI/IZKEHD 10/I0 OIliH-
KU MICIIeBOTO JIIKYBaHHSI ypaKeHb IIKIpU y Talli-
entkn 3 [IBE musaxom 3actocysanng CO/l y Bur-
JISIZIi KpeMy BKa3yloTh Ha JIOCTAaTHbO BUCOKY edek-
THUBHICTH TaKOI Teparii. 3HaYHe TOJINIIeHHS CTaHy
HIKipH 1 emiTestizaltis ypaxkenb rpu [IBE criocrepi-
rajocs BKe Micasg 2-THKHEBOTO KyPCy MiCI[eBOTO
3actocyBannsi CO/l. Yepes 3 mic criocrepiramacst
IOBHA eliTesi3allisl Ha YpaskeHuX AIsTHKaX.

3a BiJICyTHOCTI Ha cy4acHOMY eTarri epeKTHB-
HOTO JIIKyBaHHS AUCTPOGMITHOTO OYIHO3HOTO €TTi-
JIePMOJIi3y OTJISI] 32 NIKIPOIO € OMHUM 3 HallBaxK-
JuBIMMX (aKTOPiB BeJCHHSA XBOPUX HA Tie 3aXBO-
pioBaHHs. [IpoBesieHi HaMU JOCTiAKEHHST BKa3y-
I0Tb Ha IOCTaTHBO BUCOKY TEPANEBTHYHY e(heKTHB-
HICTb CYNEPOKCUIUCMYTA3U MIPHU 11 BUKOPUCTAHHIL
II7IST TIOMITITIIEHHS CTaHy ypaskeHb ITKIPU Y XBOPUX
Ha OyJIbO3HUI eriiepMOJTi3.

Puc. 2. AQHi iMyHODAIOOPECLLEHTHOTO CHAAI3Y

Puc. 3. NauieHtka M., 3 poku, AO TA NICAS
30CTOCYBAHHSI CYNEPOKCUAAUCMYTA3MN

A — AO BUKOPUCTAHHST CYNEPOKCUAANCMYTA3N; b — vepes 2 Tk
BiA MOYATKY AIKYBOHHSI; B— 4yepes 3 MiC BiA MOYATKY AIKYBOHHSI.
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SPPEKTMBHOCTL CYNEPOKCUAANCMYTASDI
NpWY MECTHOM Tepanin OYAAE3HOrO SNMMAEPMOAMN3A

Byiesnsiii snmpepmonns (B) 0THOCUTCS K TeHETUYECKU U KJIMHIMYECKH FeTePOreHHbIM 3a00IEBAHUAM, XapaKTePU3yo-
IMCest 06pa3oBaHieM Ha KOKe M CJIM3HUCTBIX 000JI0UKAX My3bIPEN 1 9PO3HI B Pe3yJIbraTe HE3HAYMTETBHOTO TPEHMSI WIH
TpaBMbl. MHOTOUNC/IEHHbIE BHEKOKHBIE IPOSIBJICHUS, TAKIE KAK ITy3bIPU U 3PO3KK POTOBUIIBI V13 U CIU3UCTHIX 000JI0UEK,
IUOIIA3KST AMaJIH 3yO0B, CTEHO3bI WIIU CTPUKTYPbI CJAM3UCTHIX 0O0JI0UYEK JIBIXaTeIbHOMU, TTUIEBAPUTENBHOI 1 MOYEII0JI0-
BOIl cucTeM, aTpe3usi IPUBPATHUKA, MBINIEYHAsT TUCTPODUS U PaK, MOTYT COTIPOBOK/IATh pa3inyHble moaTunel b [1].
Yactora Berasiaenuss b9 B mupe coctasmser 17 caydaeB Ha 1 MiiH HOBOpOsKeHHBIX. COTIACHO KIacCHUUKAINHT, YTBEPK-
nearoit B 2008 ., BO mMmeer derpipe (HOPMBI B 3aBUCHMOCTH OT YPOBHSI MOPAKEHUS KOKH/3MUAEPMUCA: TTPOCTOH,
MOrPaHUYHbIN, AucTpodudeckuii u cungpom Kunepa.

Iesns paGoTsr — usyuenuie acddexTBHOCTH (DEPMEHTA CYIIEPOKCUINCMYTa3bl B BUJIE KDEMA B CJIy4ae MECTHOTO JIEYEHUsT
opaskeHnit Koxxu pu bo.

Marepuasst u MeTo/Ibl. Ha 0CHOBaHMU PETPOCIIEKTHBHOIO aHAIN3a JIUTEPATYPHBIX JAHHBIX U PE3YJIbTATOB COOCTBEHHbIX
uccseoBaHuil GbLIa IIpoaHaIn3upoBana 3(hGEKTUBHOCTD CYTIEPOKCUIMCMYTA3bl IIPU €€ MECTHOM IIpMeHeHun npu b3,

Pesyabratel U o0cyskaenue. [Toj HammM HabIIOJeHIEM HAXOAUIACHh TPEXJIETHSAS AeBOYKa, Y KOTOPOil MOCIe POKACHUS
ObLI AnarHocTHpoBaH aucTpoduyeckuii BI. /Iuarnos noarsep:xaeH 1o pesyiasraram ouoncun. C corsacust poauTeseii
IECTh PA3JIMYHBIX YYACTKOB KON 00pabaThIBAIICH [IBA Pa3a B IEHb CYTIEPOKCHIICMYTa30i B Brjie kpema. CPOK JiedeHust
COCTaBJIAN 3 Mec. B yacTHOCTH, CYIePOKCHINCMYTa3y B BUjle KpeMa HAHOCHJIN Ha CJIeIYIONIIe YIaCTKH: IPaBoe KOJIEHO,
JieBOe Oefipo, PABYIO PYKY, JIEBOE YXO, IPABOE YXO, SATOAUIBL. PeOEHOK XOPOIIIO MePEHOCHII JiedeH e, SHAYUTETbHOE KIIH-
HUYeCKOoe yJryuliieHre HabJIioaoch yKe Ha BTOpoi Hejiedie iederust. Ha IByX 13 1ecTy opaskeHHbIX y4acTKOB HOJHOCTHIO
3QKUJIN PAHbI, KOTOPbIE CUNTAINCH XpOHNYeCKMU. HOBBIE TTy3bIPH He MOSIBJISIUC.

Cy1ecTBeHHOE yJIyullieHre COCTOSTHUS KOKY ¥ 9IUTeU3auy Ipu qucTpodudeckoil hopme B Habmomamoch yxe mocie
2-He/IeJIBHOTO Kypca cylepokcuiueMyTasbl. Yepes 3 Mec Ha OOJIBIIMHCTBE YYACTKOB, T/Ie IPUMEHSIIN CYIIEPOKCUIUCMY -
Tazy, HabJII0AJI0Ch TI0JHOE 3aKUBJICHIE.

BoiBoapr. CynepoKCHincMyTasy MOKHO UCTIOIb30BATH JJIsI YIYUIIEHUST COCTOSIHUS paH y 6oybHBIX BI.

KmouesBsble cioBa: 6y]UICSHbeI IMUACPMOJIN3Z, CYIIEPOKCUANCMYTa3a, TCHETUYCCKNEC 3a60/1eBaHNS KOKH, 9pO3ud.
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Efficacy of superoxide dismutase
in local treatment of epidermolysis bullosa

Epidermolysis bullosa (EB) is a group of genetically and clinically heterogeneous diseases characterized by the formation
of blisters and erosions on the skin and mucous membranes as a result of slight friction or trauma. Numerous extradermal
manifestations, such as blisters and corneal and mucous erosions, enamel hypoplasia, stenoses or strictures of the respiratory,
gastrointestinal and urogenital systems, pylorus atresia, muscular dystrophy and cancer can accompany various EB
subtypes. The detection rate of epidermolysis bullosa in the world is 17 cases per million live newborns. The latest EB
classification, approved in 2008, includes four forms of EB, depending on the level of skin/epidermis lesion. These include:
simple BE, border BE, dystrophic BE and Kindler syndrome.

Objective — to study the effectiveness of the enzyme superoxide dismutase as a cream in case of local treatment of skin
lesions in EB.

Materials and methods. On the basis of a retrospective analysis of specific literature data and the results of our own
research, the effectiveness of superoxide dismutase in its local use in epidermolysis bullosa was analyzed.

Results and discussion. Under our supervision there was 3 year old girl with dystrophic epidermolysis bullosa that was
diagnosed after birth. The diagnosis of dystrophic epidermolysis bullosa was confirmed by the results of a biopsy. With the
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consent of the parents, six different areas of the skin of this patient were treated twice a day with a cream of superoxide
dismutase (SOD). The term of the corresponding treatment was 3 months. Superoxide dismutase was applied to the
following areas: right knee, left thigh, right hand, left ear, right ear, buttocks. Treatment was good tolerated. Significant
clinical improvement was observed as soon as the second week of treatment. In two of the six affected areas, which before
were considered as chronic, complete wound healing was observed. New blisters did not appear.

Significant improvement of skin condition and epithelization of skin lesions in the dystrophic form of epidermolysis bullosa
were observed already after a 2week course of topical application of SOD. After 3 months, in most areas where superoxide
dismutase was used, complete healing was observed.

Conclusions. Our studies confirm that superoxide dismutase can be used to improve the condition of wounds in patients
with epidermolysis bullosa.

Key words: epidermoysis bullosa, superoxide dismzutase, genetic skin diseases, erosion.
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