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Beryn. CnagkoBuii Oynbo3nuit  emigepmoiiz  (epidermolysis bullosa EB,
ORPHA:79361) sBnsie cob0w0 Tpyly pIAKICHUX 3aXBOPIOBaHb, SIKI BUSBIAIOTHCS
JAMKICTIO Ta YTBOPEHHSAM IMyXWpIB Ha IIKipl W ciau3oBuUX oOojoHkax. Hapasi
BUJIUIAIOTE 4oTUpH ocHOBHI Tunu BE: mpoctuit (EBS), ronkmionansuuit (JEB),
nuctpodiunuii (DEB) 1 BE Kinanepa (KEB), a Takox nmonazn 30 nmiatuniB BE pizHoi
TSKKOCTI nepeOiry. Jls narieHTiB 3 JokainizoBanuMu ninrunamu bE xapakrepuumu
€ HOpMaJlbHAa TPUBAJICTh JXHUTTA, alle SKICTh iXHBOTO KHUTTS Ta TOBCIKICHHOT
aKTUBHOCTI MOXe 3HayHO moripmuTucs. Tspkki mintunu BE dacto MoxyTs Matu
JeTaJIbH1 HACHIKA B AUTS4YOMY Billl (Tspkka ¢popma DEB) abo cympoBomxyBatucs
YUCJIICHHUMH YCKJIQJIHCHHAMU (CETICHC, 3aTPUMKA PO3BUTKY, TSIKKA aHEMis, pak), 1o
MPU3BOJIUTH A0 CKOPOUCHHS TpUBAJIOCTI XUTTA) [1, 2]. OxHak myxupi Ta paHu, 110
CYNPOBOIKYIOThCSI 00JieM Ta/abo CBEpOIHHSAM, € 3araJlbHUMU O3HAKaMH Maike BCiX
migTuiis BE.

JlikyBanusa BE € ckimagnuMm 3 orjisiyy Ha piIKiCTh 3aXBOPIOBAHHS Ta KIIHIYHY
reTepOTeHHICTh, 0OMEKEHY KUIBbKICTh (haxiBIIB 1 MEIUYHUX 3aKiIaAiB (pedepeHTHruX
IIEHTPIB), IO HAJAIOTh MYJIBTHAMCIHUILIIHApHY jponomory mpu BE. Excreptu
€Bpomneiicrkoi pedepeHTHOT Mepexki 3 PIAKICHUX 1 HEJIarHOCTOBAHUX 3aXBOPIOBAHb
mkipu «ERN-Skin» po3pobunu KiIiHIYHI peKoMeHAallli MIOJ0 JIarHOCTHUKU Ta
nikyBanHa BE [3]. HacraHoBu 0a3yloThCs Ha JaHUX JOKa3iB BHUCOKOI SIKOCTI Ta
MPaKTUYHOMY KIITHIYHOMY JOCBiIl (BpaxoBYyrOTh peanbHi gaHi RWD — real world
data). Pazom 3 THM, Ba)KJINBUM acleKTOM € MOIIUPEHHs 1H(pOpMallil Ta MPaKTUYHUX
pEeKOMEH Al I IIBUJAKOTO NPUUHATTS pIlIeHb IIOJ0 KOHKPETHHX CTpaTerii
BEJICHHSI TIAIIEHTIB 13 Mimo3poro abo giarHo3oMm BE: miarHoctuka, JiKyBaHHS paH,
JiKyBaHHS 0010 Ta CBEpOCKY.

Meta pochimkeHHsi. JlocmiguTd cydacHi MIAXOAW O JIIKYBaHHSA OOJO Ta
cBepOeXKy B MAIlIEHTIB, 0 cTpaXkaaroTh Ha BE.

Martepianu i meToau. Po3poOieHo cTpaTeriro HayKOBOT'O IOIIYKY JOKa3iB y
6a3ax manmx mokazoBoi menunuau (Pubmed, Cocrane) 3a migxomom PICO (patient-
intervention-comparator-outcomes), MPOBEAECHO KPUTUYHHUM aHaIi3 HAYKOBHUX
myOmikaimiii, a TakoXX KJIIHIYHUX MPOTOKOJIB 1 HACTAaHOB IOAO MJIarHOCTUKH 1
nikyBaHHs BE.

PesyabTratu. Panu npu BE cnpuunHAOTH culbHUN OLTh, SKUW € OJHUM 13
HAWOUTBIII BUCHAXJIMBUX CHUMIITOMIB 3aXBOPIOBAHHS Ta CYTTEBO BIUIMBA€ Ha SIKICThH
KUTTs [4]. Bimb Moxe OyTtu roctpuM ab0 XpOHIYHUM, OJHIEI0 3 HAWOLIBIINX
mpoOJieM, TIPO SAKY MOBIIOMIISIOTH TMAIlIEHTH, 3aJUINAETHLCS KOHTPOJb OOJO IIiJT Yac
3MIHM TIOB’SI3KH. AHAITE31s € KIIYEeM 0 MOJOJaHHS OOJIICHUX CHUMIITOMIB IIHOTO
MYJIBTUCHCTEMHOTO 3aXBOPIOBAHHS, aj€ BAXKIWBO MPABWJIHHO OIIHUTH THUI OO0
(HeBpomaTHYHU a00 HONMIICNITHBHUK) 1 piBEHb TPUBOTH MAIli€HTA, MO0 MiABUIATH
e(hEeKTUBHICTD 1 OE3MEUHICTh JIIKYBaHHSI.

HacranoBoro nependayeHO0 BUKOPUCTAHHS JJIsl IOMIPHOTO OOJI0 HEOMIOTIHUX
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aHanbreTukiB (Tadiu. 1), AKi MOKHAa BUKOPUCTOBYBATH OKpPEMO ab0 pa3oM IJisl JIKY-
BaHHA SK TOCTPOro, Tak 1 XpOHIYHOro Oosro. st momipHOro abo CHIBHOTO OOJIIO
CJI1JT BUKOPUCTOBYBATU OMIOIH1 aHAIBI€TUKH (TpaMaoil, MOp(iH, OKCUKOJOH, METa-
JIOH), XO4Ya OIOiIN MOXYTh MOCHWJIMTH cBEepODLK. TpaHncMmyko3anbHi omioiau (1HTpa-
Ha3zaJibH1 ¥ TpaHCOyKKalbHI OMIOiAM, Takl SK (DEHTaHUI) MOXKHA PO3TJISHYTH IJis
KOPOTKHUX TPOLEAYp 1 TUMYAaCOBOTO KOHTPOJIIO OO0, KOJU 1HII NUISAXH JOCTaBKU
JI3 HepoctynHi. BaxkiuBUM € MOHITOPHHI 1 JIIKYBaHHSI MOOIYHUX €(EKTIB OIMiOifiB
(cBepOIk, 3amop, rirnoroHagnu3M, OCTEOIEHIs, 3aTPUMKa CTaTEBOr0 03piBaHHs) [5].

Tabnuus 1
IIpakTH4Hi pekoMeHAaNil 040 JiKyBAHHS JIETKOI0 Ta OMIPHOIo 00110
JI3/rpyna JI3 Jo3yBaHHs | Oc00,1MBOCTI 3aCTOCYBAHHS
Jlerkuii 6iib (NRS, FPS-R ato FLACC <4/10)
Aueraminoden | 15 Mr/kr koxxHi 6 ToAUH
per 0s
HII3II 7—10 Mr/Kr KOXH1 HII3I1 mipBuiytoTh PHU3UK HUTYHKOBO-
(16ympoden) 6 roMH per os, KUIIKOBUX  YCKJIaAHEHb  (BUpa3KH,
MaKCHUMaJIbHO KpOBOTEYl) y TMAIlEHTIB 13 JIAMKICTIO
30 mr/kr/poba cIu30BO1  OOOJIOHKHM,  3aCTOCOBYBATH

06ep€}KHO 3ad INOIKOPKCHHSA HUPOK

Iomipuuii 6inb (NRS, FPS-R a6o FLACC 4-6/10)

Hedomam 1-2 mr/kr/nob6a [lamienTam 13 mopymeHHsSIM  QyHKIT
3a 4—6 puitomiB HUPOK KOPEKITis 031 He TTOTpiOHA

KOXH1 4 TOOIUHHU HA
TabJ1. IMyKpy abo uepe3

racTpOCTOMY
Tpamamon 0,5-2 Mr/Kr KOXHI 32 XPOHIYHOrO OOJIF0 3aCTOCOBYIOTH
6 ToauH per oS TpaMajoJI MPOJOHTOBaHOI il BpaHIl H
yBeuepi
Koneiu 0,5—1 Mr/kr KoXxHi

6—8 roguH per os

MicrieBi aHECTeTMKM MOKHA BHUKOPUCTOBYBATH JUIsA 3a00py KpoOBi, st
BHYTPIIIHBOBEHHOTO TOCTYITY Ta JIJIsi O10TICIT MIKIpH.

JIist miKyBaHHS XPOHIYHOTO OOJII0 YCHIITHO BUKOPUCTOBYIOTHCS TPUIIMKIIYHI
aHTHICTIPECAHTH (aMITPUNTIIIIH) a00 MPOTUETIIENTUYHI 3acobu (rabamentuH). Taxk,
Ut JTiKyBaHHS HedpomatugHoro 6omo (DN4 > 4/10) y mamientiB 3 BE pizHuX
BIKOBUX KaTETOPiii MPOMOHYETHCS 3aCTOCYBAHHS aMITPUNTIIIIHY (BHYTPIITHOBEHHO
abo mepopasbHO, J03y 30UTBIIYIOTH TOCTYIOBO, MaKCHMallbHa /1032 CTaHOBHUTH
1,0 mr/kr/no0y). JochimkeHHS O0BOAATh €(EKTUBHICTH 3aCTOCYBAaHHS TpHU
HEBPOMATHYHOMY OOJI0, a TaKOX MpH CBEpOiHHI TabaleHTUHY y J031 CIOYaTKy
5 Mr/kr/mo0y, MOCTYIOBO 30UIBIIYIOUH (KOKHI 5 JTHIB) 3aJIeKHO Bifl €hEKTHBHOCTI /10
10-30 mr/kr/no0y [6]. KomOiHoBaHmii TeTparimpokaHaOiHOM 1 KaHHAOIMION TaKOX
BUKOPHUCTOBYBaIU ISl JlikKyBaHHsI 6omto nipu BE [7].
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Tabmuus 2
IIpakTuyHi pekoMeHAanil 1040 JiIKyBaHHA CHJIBHOI0 00J110
(NRS, FPS-R a60 FLACC > 7/10) y nauienris 3 BE pi3Hux BikoBHX KaTeropiu

Bik mauienra Buxkopucranas mopginy
NepopaIbHO BHYTpilIHEOBEHHO
< 6 MICSLIIB 25 MKI/Kr/Tron 1020 Mmkr/kr/ronq
a6o 0,1 Mr/xr/4 ron
6 MicA1iB —5 POKIB 50 MKr/Kr/ron 25-50 mKr/Kr/ron
a6o0 0,2 Mr/xr/4 ron
6—12 pokiB 50 MKr/Kr/ron 25-50 mMKr/Kr/ron
a60 0,2 Mr/kr/4 ron
12—15 pokiB 1 >35 kr 5 MTr KOH1 4 ToJ 0,5 mr/rox
>15 pokiB 1 >40 kr 5 Mr koxHi 4 roJ 1 mMr/ron

[Ipemenukaiiis mpu 3MiHI TOB’S30K BIAMOBIIHO J0 CTAaHJIAPTHUX MiAXOIB
nepeadavae MpuU3HAYCHHS OMIOIMIB I 3amobOirands 000 Ta OeH3o/1ia3eniHiB abo
cHONiMHKMX JI3 /I KOHTPOJIIO TPUBOXKHOCTI. PaszoM 3 TWM, mepir HiXK TOYHWHATH
BaHHY, HaJ3BUYANHO BaXXJMBO nodekatucs edekty JI3 (45 XB s mepopalibHOTO
npuiioMy, 5—10 XB JuIsi BHYTPIITHROBEHHOTO BBeACHHS). OCKUIBKM TPHBOTA MOYKE
MOTEHITIIOBATU OLTh, TIEpel MPOIeAypaMU JOIUTLHUM OyJi€ BXKMBAHHS aHKCIONITHUKIB
(miazenmam, Jopasernam), IaM ATalOud, [0 BOHM MalOTh JOBTMHA  Mepioj
HaIriBBUBeIeHH [ 1, 3, 6].

VY 11bOMy KOHTEKCTi yBary mpuBeprae Mimazonam — JI3, skuii Mae MIBUIKUI
e(eKT Ta HE3HAUHY KUIbKICTh MOOIYHUX SIBHUII, JI0 TOTO XK MOXXHa 3aCTOCOBYBAaTH
NEpOpaIbHO, BHYTPIIIHBOBEHHO a00 iHTpaHazaibHO. CHucTeMaTWyHUM orisg 6a3u
nanux Cocraine mokaszas, 10 Mia30JlaM 3MEHIIWB TPUBOXKHICTh J11arHOCTUYHHX 1
TEpaneBTHYHUX MEAUYHUX MPOLEAYyp MOpiBHSAHO 3 Tuiane6o [8]. Lle cuimbHOaiII0UHHA,
CHONIMHMI 1 aHKCioMITHYHMMA JI3 KOpOTKOT ii, IKMif HalYacTille BUKOPUCTOBYETHCS
B MeJIIaTpUYHIN aHeCTe311, IJIs MpeMeanKallii BaHH y naiieHTiB 3 bE [9].

B okpemux Bumaakax i aHaire3ii JOMUIBHUM € 3aCTOCYBaHHS KETaMiHy
nepopaigbHOo ab0 iHTpaHa3aIbHO. JIOCHIKEHHAMHU MIATBEPHKEHO, M0 3HEOO0IF0I0Ya
71032 KeTaMiHy JIJIsl JTIKYBaHHS TOCTPOro OOJI0 y JIITeH HACTUIBKY K €(peKTHBHA, 5K 1
deHTaHin g iHTpaHa3zambHOro BBeAeHHS [10]. € mani momo egeKTUBHOCTI
MICIIEBOTO 3acTocyBaHHs pomiBakainy 0,2% mig yac 3MIHM TOB’S30K, aj€ BOHU
MOTpeOYIOTh J0IaTKOBUX JoCHikeHb [1]. [Ipu ckeneTHo-M’ 130BOMY OOJII0 MOKITHBE
3acrocyBanHsi HII33 (ibympoden, HampokceH, kerompodeH Ta 1iH.) 3a YMOB
MOCWJICHOTO KOHTPOIIO IIOJAO MOKIMBOTO BHUHUKHEHHS abIoMiHAIBHOTO O0O0IIt0,
KpOBOTEUI 1 BiJICYTHOCTI HUPKOBOI HEJJOCTATHOCTI.

CBepOix € 3aranbHEM cuMnTOMOM Juisi mamieHTiB 3 BE. Bin Bpakae sk
HEYIIKO/KEHY LIKIPY, TaK 1 paHu, 0 3aro0t0Thes. CBepOK MOCUITIOE MOIPa3HEeHHS
IIKIpU, TPHU3BOAUTH 10 YTBOPEHHS HOBUX NYyXHWPIB, MOTIPIIyE HAsBHI paHU Ta
MOTEHIIIHO MiABHIYE pu3MK i1HeKkid. dapMakoaoriyHi 3axoau, IO 3a3BUYAN
BUKOPUCTOBYIOTBCSA IS JIIKYBaHHS CcBepOexy 3a BE, BkiouaroTh cemaTuBHI |
HecenaTtuBHl aHTurictamiddil JI3 (TIApPOKCH3UH, IOKCEMiH), aHTUACHPECAHTH Ta
CIIOJIYKH IIEHTpaIbHO1 A1l (rabarneHTHH 1 mperadaiin).
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VY nitepatypi onmcaHo, 110 ATUIOBI AHTUIICUXOTUKH, CEJIEKTUBHI 1HT101TOpHU
3BOPOTHOTO 3aXOIUVICHHSI CEPOTOHIHY, AQHTAaroHICTH OIIOiqiB, AroHICTH Karlma-
peuenTopiB 1 aHTaroHictu perentopis 5S-HT3; Takox maroTe neBHuid edekt. [Hm JI3
BKJIIOYAIOTh OJI0Kay peuenrtopa npupogHoro kiepa 1 (NK-1) nuissxom MicueBoro ta
CUCTEMHOTI0 JIIKyBaHHS 3 BUKOPUCTAHHAM alpeniTanty abo cepiomnitauty [1].

[Ipu cBepOiHHI 3aCTOCOBYIOTH MICLEBI TOM’ SIKIIYBaJIbH1 3aco0U. JlOULIBHUM €
BUKOPUCTaHHS KOPTUKOCTEPOIAIB, ajie CliJ ocTepiratucs OUIbIIOI CHCTEMHOL
abcop61ii B 0cid 3 BE uepe3 nopymienHs 6ap’epHoi GyHKIIT MIKIPH.

BucHoBkHu. AHani3 A03BOJIMB y3arajlbHUTH Cy4YacHI MIAXOAM 10 JIIKYBAHHS
O0om0 Ta cBepOEXy Yy TAaIll€HTIB, IO CTpaxkaalTh Ha BE, mo go3BoiauTh
chopMylIIOBaTH OCHOBHI pEeKOMEHJaIli npu BUOOPI ONTUMAIBHUX TEXHOJOTIH
JKyBaHHs 1715 nanieHTiB 3 BE.
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