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EQEeKTMBHICTb CYNnepOKCUAANCMYTA3MN
npw MicUEeBIV Tepanii OYAbO3HOrO EMIAEPMOAIZY

Bynvozuamnii emigepmornis (BE) manexuTs 10 reHeTHYHO Ta KIIIHIYHO TeTEPOTeHHUX 3aXBOPIOBAHb, SKi XapaKTepU3yIOThCsT
YTBOPEHHSIM Ha WIKIPi Ta CJIM30BUX OOOJIOHKAX IYXUPIB Ta €po3iil yHACJIOK HE3HAUHOTO TepTst abo TpaBMu. YucieHHi
HO3alIKIPHI BUABY, TaKi SIK IyXUpi Ta eposii Ha POTiBIli oueii Ta cIM30BMX 000J0HKAX, TioMIa3isa emati 3y6is, creHos3u abo
CTPUKTYPHU CAU30BUX 0O0JOHOK AMXaIbHOI, TPABHOI Ta CEY0CTATEBOI CHCTEM, aTpe3is mmijopyca, M's130Ba AUCTPodis i pak,
MOKYTh cymnpoBokyBatu pisui miarumu BE. Yacrora Busisienns BE B cBiti ctanoButs 17 Bumnazkis Ha 1 MITH JKUBHUX
HOBOHAPOIKEHNX. 3a Kiaacudikarieio, yxBarenoto B 2008 p., BE mae wotupu dhopmu 3aseskHO Bifl piBHS ypakeHH ITKipn/
emiziepmicy: TpoCTHii, MeKOBUiA, mucTpodiunnii Ta curapom Kinmepa.

Merta po6oTH — BUBYEHHS e(PeKTUBHOCTI (hepPMEHTY CYNEPOKCUAANCMYTA3H Y BUTJISI/ KPEMY B Pasi MiCIIEBOTO JIIKYBaHHs
ypaskeHb 1ikipu npu BE.

Marepiaau Ta metoau. Ha 1mizictaBi peTpoCcieKTUBHOTO aHai3y JITepaTypHUX JaHNUX Ta Pe3YJIbTaTiB BJIACHUX JIOCTI/KEHD
MpoaHasizoBaHo e(heKTUBHICTb CYNEPOKCUIIMCMYTa31 B Pasi MiciieBoro 3actocyBanHs B Tepariii BE.

PesyabraTu Ta 0o6roopenns. Ilix Hammm crnoctepexkeHHsam rmepedyBaia TpUpiuHa JiBUMHKA, Y SKOI MiCJsT HAPOIKEHHS
miarnoctoBano auctpodiurmii BE. /liarnos miarsepakeno pesyabratamu 6io1icii. 3a 3ro1010 6aThKiB MHCTD AIIAHOK MIKipH
3MallyBaIK ABivi Ha 00y CYHepPOKCUAAUCMYTA3010 Y BUIJIsIAL KpeMy. TepMiH JIiKyBaHHsI CTAaHOBUB 3 Mic. 30KpeMa, IIpe-
mapar HaHOCWJIN Ha TaKi JJITHKI: TIpaBe KOJIHO, JTiBe CTETHO, TPaBy PYKY, JiBe BYX0, TpaBe ByXo, cixnuti. /lutnia g1oope
nepeHoCHJIa JiKyBaHHA. CTaH 3HAYHO MOJIIIIINUBCS BKe Ha 2-My TIDKHI JTikyBaHHs. Ha 1BOX i3 mecTn ypakeHHX iJISTHOK
MIOBHICTIO 3aroi/ncs paHu, SKi BBaskaau XpoHivHuMu. HoBsi nmyxupi He yTBOpIOBaINCSL.

3HAYHOTO TOJIIIIIeH s CTaHy IIKipH i emiTesizarii y pasi auctpodiunoi popmu BE nocsruyro Bike micss 2 Tuk 3actocy-
BaHH# cynepokcuaaucmyTasu. Yepes 3 Mic Ha OLIBLIOCTI AUISHOK, € 3aCTOCOBYBAIM CYNEPOKCHIMCMYTasy, Big0yaacs
TIOBHA eTTiTesTi3aItis.

Bucnosku. CynepokcuaimcmMyTasy MOsKHa BUKOPHCTOBYBATH JIJIsl IPUCKOPEHHS eIliTesri3altii ypaskeHb IIKipH Y XBOPUX Ha
OyJIbO3HUI emiIepMOouTis.

Kirouosi ciioBa

Bynbo3Huii eniiepMoutis, CynepoKCHINCMyTa3a, FeHeTUYHI 3aXBOPIOBAHHS IIIKIPH, €pO3isl.

yabo3uuii emigepmoniz (bE) mamexuts mo
TEeHeTUYHO Ta KJIIHIYHO TeTePOTEHHUX 3aXBO-
pIoBaHb, SKi XapaKTepus3yloTbCd YTBOPEHHSM Ha
IKipi Ta CAM30BMX OOOJIOHKAX IyXUPIB i eposiii
YHACJIIIOK HE3HAYHOTO TepTst abo TpaBmu. YuceH-
Hi TIO3aITKipHI BUSBH, TaKi K MyXUpi Ta €posii Ha
POriBIli Oueil Ta caM30BUX 000JIOHKAX, TIHOIIA3isd
emauti 3y06iB, CTEHO3U 200 CTPUKTYPH CIM30BUX 000-
JIOHOK JINXAJTbHOI, TPABHOI Ta CEYOCTATEBOI CUCTEM,
aTpesid MIopyca, M’ 130Ba AUCTPOdis i pak MOKYTh
cynpoBoKyBaTH pisni miatunu BE [1].
YacroTa BUsIBJIEHHs OYJIbO3HOTO €IiZIePMOJIi3y
B CBIiTI ctaHoBUTH 17 BuUmaakis Ha 1 MJIH JKUBUX
HOBOHAPO/[KEHUX.

3a knacudikarnieio BE, yxsanenoo B 2008 p.,
3aJ7IeKHO BiJi PIBHS yPasKeHHS HIKipU/emizepMicy
po3pisuaoTh yotupu dopmu BE [2]: mpocrtwuit
(IIBE), mexoBuit (MBE), muctpodiunuii (/[BE)
i cungpom Kingmnepa.

CrinpHoto o3Hakomo ycix ¢opm BE € tennentris
JI0 YTBOPEHHS IIyXUPIB Ha MIKipi i cau3oBux 000-
JIOHKAX Ta IXHBbOTO TOIIKO/KEHHI BHACIIOK MiHi-
MaJbHOTO TepTsS (JIOTUKY) YU TpaBMyBaHHA. Tsk-
kicts BE Bapitoe Bifi yTBOpeHHS MPOCTUX MTyXUPIIiB
YHACJIZIOK TpaBMaTusallii pyK Ta Hir, 0coOJIMBO
B TEIIy TOTOMY, 0 BUMAJKIB CMEPTi B PAHHBOMY
JIUTUHCTBI BHACJIJIOK TTONIKO/KEHHS TOPTaHi Ta
3aTPUMKHU PO3BUTKY.
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TabAnLs. CyMApHQ OLIHKAO eDEeKTUBHOCTI CYNnepoOKCUAANCMYTA3M B PA3i MiICLL@BOrO 30CTOCYBOHHS MPENnapary,

6aau
TuskaeHp JiKyBaHHS

Bomaypwwemns o O o—

1-it 2- 3-i 4 S5-i 6-i T 8- 9-i 10-i  11-ir 12-i
JliBe kostino 13 1 7 5 6 6 5 4 4 1 1 0 0
JliBe crerHO 15 10 9 5 5 3 4 2 2 4 2 2 3
[Tpasa pyxa 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
Cignuui 14 8 5 4 4 ) 2 2 2 3 3 3 3
3arajibHa cyma 87 73 46 42 33 35 34 26 29 25 20 18 15

Buninsgiors monan 30 migtumis BE [1]. Xoua
migrunu BE 3 erkum nepebirom nos’ssami 3 Maitke
HOPMQJIbHUM KUTTSAM 1 MiHIMQJIbHUM BILJINBOM Ha
CJIM30B1 0O0JIOHKY Ta BHYTPIIITHI OpraHu, HaiTsKYi
pettecuBHi (opMHU TIPU3BOAATH M0 iHBaiAW3AIIi],
VIIKO/KYIOTh 6araTo OpraHiB i HEraTHBHO BILINBA-
I0Th SIK Ha SIKiCTh, TaK i HA TPUBAJIICTbD JKUTTS [2, 3].

Hocuts yacto nipocti hopmu BE He BUABASIOTH
BYACHO.

3rigno 31 crarucTuyHnMu ganuMu Hartomnaan-
HOro peectpy Oysbosnoro emigepmosnizy CIIIA Tta
nocaimkens Great Ormond Street Hospital and St
John’s Institute of Dermatology London, y Besu-
koOpuTaHii giarnoctyrors 20 Bunaakis BE va 1 mua
HoBoHaporkennx. 3a po3paxynkamu, B CILIA e maii-
ke 25000 xBopux 3 BE, ay Besmkobpuranii — 5000.

B VYkpaini Hemae sep:kaBHOTO peeCTpy Talli€eH-
tiB 3 BE, ToMmy Opakye i TOYHUX JaHUX MPO Kijib-
KiCTb TaKMX XBOPUX. BiZINOBIIHO /10 TaHUX PEECTPY
MTO <«/lepmarosorn — Hitssm» (Ilentp [lebpa
Ykpaina), cranom Ha 21.10.2015 p. B Ykpaini €
154 xBopux na BE (11e sutire Ti, mpo KOTO BiZIOMO).

Maiixe 1mosioBUHA TaKUX TAIIEHTIB XBOPIIOTh HA
JieTKy (hopMy HEeyTH, a Y iHIINUX MiarHoCcTOBaHO BE
CepeiHboi Ta TSAKKOI (DOPM 3 TONTUPEHUMH ypa-
JKEHHSIMU TITKIPH 1 CJIM30BUX 000JIOHOK.

OnuuM 13 HaNBaKJIUBININX YMHHUKIB I 4ac
BeqeHHa xBopux i3 BE € gormsan 3a ypaxenumm
JUJITHKaMU TITKIpH.

Merta po6otu — BuBYeHHS e(hEKTUBHOCTI (hep-
MEHTY CYNEPOKCUIMCMYTa3U y BUTJAMI KpPeMy
B pa3i MiCIIeBOTO JIIKYBaHHSI YPakKeHb ITKIpU TTPU
OyIbO3HOMY €ITiZIepMOJTi3i.

Cynepokcuamucmyrtaza (CO/l) Hamexutsb 10
kiacy iziosoriynux (hepMeHTiB, SIKi BUSBISIOTH
y opranismi JIFOHM, GiIBIIOCTI TBAPUH 1 Pi3HUX
pocaunax. CO/l € moTy:KHIM aHTHOKCHIAHTOM, TI[0
Jli€ MIIAXOM AMCMYTAIlil CyMepOKCUAHUX aHIOHIB

y mogekysit HoO,. Y pasi MiciieBoro 3acTocyBanHs
BUSIBJISIE STK PAaHO3arOl0BaJIbHU, TaK 1 MPOTHUCBEP-
Oixumii eekr. Ile i craso migcTaBoio MO0 BUKO-
puctanasa COJl Ans TPUCKOPEHHS 3aroloBaHHS
ypakenb 1mikipu mpu BE.

Marepiaiu Ta MeTOIU

Ha mizcTaBi peTpoCIieKTUBHOTO aHAMI3Y JiTepaTyp-
HUX JIaHWX Ta Pe3yJbTaTiB BIACHUX OCTi/ZKEHD
6ysio mpoanamizoBano edexrusnicts aii CO/l y
paasi ii micrieBoro 3acrocyBanus npu BE.

Pe3sysbraTi Ta 00TOBOpEHHS

[Tix HammM crocTepekeHHsIM TiepebyBaia naui-
enmxa M., 3 poku, y KOI Mic/Ist HapOIKeHH OYI0
miarnoctoBano /IBE. /liarHo3 miaTBepisKkeHO pe-
syabratamMu Oiorcii Ta iMyHOMIIOOPECIIEHTHOTO
anamizy (puc. 1, 2). Ha gac obcresxents HalbibImn
npobsieMHUMU GYJIM aHATOMIYHI IIISTHKYA CTYIIEHb,
MaJbIiB PYK, a TaKOXK JiBe KOJIHO, JIKTi, TJIedi,
HmepeArIivys, CilHuIl, cirHa, TyOu i Byxa. 3a 3ro-
11010 GATBHKIB IMIICTh PI3HUX AIISTHOK MIKIpU 3Mary-
Basm Bivi Ha menb CO/l y Burmsani kpemy. Tepmin
JIiKyBaHHs cTaHoBUB 3 Mic. Kpem Hanocusim Ha taki
JUJISHKY: 1TpaBe KOJIIHO, JIiBe CTErHO, TIPaBy PYKY,
JiBe Byxo, mpaBe Byxo, cigauii. O0’e€KTUBHI Ta
cy0’€KTUBHI KJIiHIUHI BUSBY Ha AINAHKAX ypaKeH-
H$1, B0KpeMa epuTeMy, HabpsiK, eKcyaart, Oijib, cBep-
61 1 meuinns, ominoBaau Big 0 10 3 6aiis, 1e 0 —
Hemae, 1 — He3HauHe, 2 — moMipHe 1 3 — TSKKe.
Cymapmnmuii 6as 3a momnty (min 0 i max 18) orpumy-
BaJI ILJISIXOM [IOJIABaHHSI BCiX II€CTU 3HAYEHb
(Tabsurs).

XBopa auTuHa g00pe MnepeHocuIa JiKyBaHHSI.
3HavHe KJIiHiYHe TOJITIIEHHS CITOCTEPITAIOCT BKe
Ha 2-My TVoKHI JlikyBanHst (1B, Tabauino). Ha 1sox
i3 1IeCTU IJISTHOK TOBHICTIO 3aroijiucst panu. Hosi
MyXupi He yTBOpIoBasHcs. Takoxk Ha IJIAHKaX TTKi-
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Puc. 1. Pe3yabraTtu Gioncii wKipu nauieHTku M., 3 poku,
O MIATBEPAXYIOTb AIOrHO3 GYALO3HOIO EniAePMOAI3y

pu, Ha gki Hanocumu CO/l, 3HAYHO 3MEHITUIOCS
BiuyTTs cBepOexy (puc. 3).

Bucuosku

Pesynbratn opuriHaIbHIX TOCTIIKEHD TITOI0 OITiH-
KU MICIIEBOTO JIIKyBaHH4 ypaKeHb IIKIpU y Tarli-
entkn 3 [IBE muaxom 3acrocysanna CO/l y Bur-
JIA/li KpeMy BKa3yIOTh Ha JIOCTaTHbO BUCOKY edek-
THUBHICTb TaKO1 Teparii. 3HayHe MOJINIIeHH CTaHy
mKipu i enitemizaitis ypaxkenb npu JIBE criocTepi-
rajiocs BXKe TICTs 2-TUKHEBOTO KYPCY MiCIIeBOTO
3actocyBanuss CO/l. Uepes 3 mic crmocrepiramacs
MOBHA €TiTesi3allid Ha YPaKeHUX MiITHKAX.

3a BiICYTHOCTI Ha cy4acHOMY eTari eeKTuB-
HOTO JIIKyBaHHS AUCTPO(GiYHOrO OYJIBO3HOTO eITi-
JIEPMOJIi3Y JIOTJISA]L 3 MIKIPOIO € OJIHUM 3 HallBaK-
JuBimUX (HaKTOPIiB BEJEHHS XBOPUX Ha 1€ 3aXBO-
pioBannd. IIpoBeneni Hamu JOCTi/ZKEHHS BKa3y-
I0Tb Ha JIOCTATHBO BUCOKY TeParieBTUUHY e(heKTUB-
HICTb CyIEPOKCHUJIJIMCMYTA3M MIPU i1 BUKOPUCTaHHI
JUJIS TIOJITTIIEHHS CTaHY YPasKeHb ITKIPU Y XBOPUX
Ha OyJIbO3HUH elriepMOoTis.

Puc. 2. AQHi iMyHOPAIOOPECLEHTHOrO OHAAI3Y

Puc. 3. MNauieHtka M., 3 poku, AO TA MICAS
30CTOCYBAHHS CYNEepPOKCUAANCMYTA3N

A — AO BUKOPUCTAHHSI CYNEPOKCUAANCMYTA3N; b — vepes 2 T
BiA MOYATKY AiKyBOHHS!, B— yepes 3 MiC Bia MOYATKY AiKyBAHHS.
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DPPEKTMBHOCTb CYNEPOKCUAANCMYTA3bI
NPV MECTHOM Tepanm BYAAE3HOTO SMMAEPMOANIA

Bysuiesnbiii snmgepmonns (B) 0THOCUTCS K TEHETUYECKU U KIIMHUYECKH FeTePOreHHbIM 3a00JIEBAHUSIM, XapaKTEPU3YO-
mumcst 06pasoBaHUEM Ha KOKe U CIIM3UCTBIX 000JIOUKAX My3bIPell 1 3PO3Uil B pe3yJibraTe HE3HAUMTENbHOTO TPEHUS WIN
TpaBMbl. MHOTOYHNC/IEHHbIE BHEKOKHBIE TPOSIBJICHUS, TAKIE KAK ITy3bIPU U 9PO3KK POTOBHIIBI IJ1a3 U CIU3UCTHIX 000JI0UEK,
TUTIOIJIA3UsT OMAIU 3yOOB, CTEHO3bI HJIU CTPUKTYPBI CJAMBUCTBIX 060T0YEK JBIXaTETbHOMU, MUIIEBAPUTENBHOI 1 MOYETIOIO-
BOI CHCTeM, aTpe3wsl MPUBPATHUKA, MBIIEYHAS AUCTPOMUS W pakK, MOTYT COMPOBOXK/AATh Pa3iamuHble moatunsl b [1].
YacroTa BeisgBiaeHus b3 B mupe cocrasisier 17 caydaes Ha 1 MiiH HOBoposkeHHbBIX. CorylacHO KiaccuuKainm, yTBepIK-
nennoit B 2008 1., BO mmeer uderbipe GHOpMBI B 3aBUCUMOCTH OT YDPOBHS IMOPAKEHUS KOKHU/3IMHUIEPMUCA: MTPOCTOH,
MOTPAHUYHBIH, cTpodUYecKit n cuuapom Kunepa.

Ileab pa6oTsr — usydenue ahHeKTUBHOCTH (hepMEHTA CYTEPOKCUTIMCMY Ta3bl B BUJE KPEMa B CJIy4ae MECTHOTO JICYCHUS]
mopakeHu i Koxu 1npu B3.

Marepuasst u MeTozbl. Ha 0CHOBaHMU PETPOCIIEKTHBHOIO aHAIN3A JIUTEPATYPHBIX JAHHBIX U PE3YJILTATOB COOCTBEHHDIX
uccseoBaHnil Gblia poaHaIn3npoBana 3hhEKTUBHOCTD CYTIEPOKCHUIIICMYTA3bl IIPU €€ MECTHOM TIpHMeHeHnu npu B3.

Pesyubratel 1 00cyskaenue. [Tog Hammm HabOEHIEM HAXOMIACh TPEXJIETHSS A€BOYKa, Y KOTOPOIT MOCIe POKACHUS
ObL1 MarHocTpoBaH auctpodudeckuii B3, [uarnos noarsepskiaeH mo pesysbratam Guorcuu. C corsiacust poauTeseit
1IECTh PA3JIMYHbIX YYACTKOB KOKU 00pabaThiBAIUCh JIBA Pa3a B [IeHb CYIIEPOKCUIIUCMYTa30ii B Buzie kpema. CpOK JieueH st
COCTaBJISLT 3 Mec. B wacTHOCTH, CYyNepoOKCUIZINCMYTa3y B BUjie KpeMa HAHOCUJIU Ha CJIe/IYIONINe YIACTKH: TIPaBOe KOJIEHO,
JieBoe 6ejipo, MPaByIo PYKY, JIEBOE YXO, TIPABOE yXO, SITO/UIbL. Pe6EHOK XOPOIIO MepeHocuII Jeyenne. 3HAYNTeNbHOe KU~
HIYeCKOoe yJIydliieHre HabIioaoch yske Ha BTOPOi Hefeste tederst. Ha AByX 13 ety HopaskeHHBIX YIACTKOB TIOJHOCTBIO
3a’KNJIN PaHbl, KOTOPbIC CYUTAJINCH XPOHUYECCKNMHU. HoBsgsie ITy3bIPpU HE TTOABJIAINCD.

Cy1ecTBeHHOE YJIydllieHIe COCTOSTHIS KOKY ¥ 9IUTeU3auy 1pu qucTpodudeckoil hopme B Haboam0ch yixe mocie
2-HeJIeJIBHOTO Kypca cylepokcuineMyTasbl. Uepes 3 Mec Ha OOJIBIIMHCTBE YYACTKOB, T/le IPUMEHSIIN CYIIEPOKCUIUCMY -
Taay, HabJI0[AJIOCh TTOJTHOE 3aKIBJIEHIE.

BsiBozpl. CyrnepokcuiincmMyTasy MOKHO HCTIOTB30BATH JUIsT Yy UIIEH sT COCTOSTHIS PaH y GoIbHBIX BO.

Kirouesbie cioBa: OyJuie3HbIil STIUAEPMOJIN3, CYIEPOKCUIJIUCMYTA3a, TeHETHYECKUE 3a00IEBAHISI KOJKH, SPO3USL.
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Efficacy of superoxide dismutase
in local freatment 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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