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PecnyBAiIKAHCbKMM CMeUiaAi30BAHMN HAYKOBO-MPAKTUYHNNA MEANYHUIN LLEHTD
AEPMATOBEHEPOAOTI | KOCMETOAOTT MIHICTEPCTBA OXOPOHM 3A0P0B 51 PECNYOAIKM Y30EKNCTAH, TOLLKEHT

AOCBIA 30CTOCYBAHHS L-KAPHITUHY B AIKYBAHHI
XBOPWX HO OYABO3HUM EMIAEPOMOAI3

Mera po6oT — BUBYNTH e(DEKTUBHICTDb 3aCTOCYBaHHs L-KapHITUHY B JIKYBaHHI XBOPKUX 3 PI3HUMU (HOPMaMU BPOIKEHO-
ro 6ysbosroro emigepmoizy (BBE).

Marepiamu ta Mmeroau. Ilix Hammm criocrepeskentsm nepebysamn 120 xBopux Bikowm Biz 1 1o 12 pokis i3 BBE. IIpocry
dhopmy 3axBopioBaHHs AiarHOCTOBAHO y 60, muctpodiuny — y 60 miteil. 3a manmMn remneanorianux xkapt y 17 (28,3 %)
3 60 xBopux 3 mucTpodivroo hopmoio BBE BinzHaueHo aBToCOMHO-IOMIHAHTHU{T THT yemaakoByBamus, y 43 (71,7 %) 3 60
— aBTOCOMHO-pelecuBHUM. [Ipu aBTOCOMHO-I0MIHAHTHOMY TUII1 cepeji KITHIYHUX BUSBIB IepeBaXkaaiu MHOKUHHI ITyXuUpi,
Migiymu i arpodiute pyOIIOBaHHS MEepeBasKHO Ha KiHIIBKAX, a TAKOXK ABUINA aHOHIXii. [Tp1 aBTOCOMHO-PEIIeCUBHOMY THIT
criocTepirasu MHOKUHHI TyXupi, eposii, Kipku, arpodiuni py6ii i oHixomucTpodito, TCEeBIOCHHIAKTAII Ha BEPXHIX i
HIDKHIX KiHIIIBKaX, a TAKOXK 1HBAJTIIN3YIOUi KOHTPAKTYPH KUCTEH, CTOTI, JIIKTIB 1 KOJIiH.

Y ckmani kommuiekcHoi tepanii xBopuM Ha BBE npusnavanmm L-xapuitun no 1 mu/kr mpotsrom 3 mic. Cranmapthe
aikyBanug npu BBE nosisirano B npaBuibHOMY 3aCTOCYBaHHI 30BHIINIHIX 3aC06iB Ta 1e€PeB’sI3yBaJbHUX MaTepiasiB, Mpu-
3HAYCHUX JIJI 3MEHIIEHHS TpaBMaTH3allii BOTHUII i TPUCKOPEHHS elliTesi3altii epo3NBHNX BUCUIIAHD.

Pesyabratu ta o6rosopenss. [yt KiiHiuHOI olinku edpextuBHOCTI L-KapHiTuHy xBopux Ha BBE posaimuam Ha 4 rpynu,
CITIBCTABHI 3a CTATTIO, BIKOM, TPUBAJTICTIO i (hopMoIo 3axBopiosanHst: [ rpyiy ckianu 30 xBopux i3 npocroio ¢popmoio BBE,
SKUM TIPOBOJIMJIN cTanapTHe JikyBanHs, II — 30 xBopux i3 mpocroio opmoto BBE (cranzaprre sikyBaHHS B I0€IHAHHI
3 L-kapuitunom), III — 30 xBopux i3 mucrtpodiunoio dopmoio BBE (cranmaprue mikysaunus), IV — 30 xBopux i3
nuctpodiunoio ¢dopmoio BBE (cranpaprie mikyBanns B nmoeananti 3 L-kapuitunom). [losutnsaoro pesysbrary teparii
(emiTesizarisi eposiit i BificyTHiCTh HOBUX BHcHIAHb) nocarayTo y 19 (63,3 %) i3 30 xsopux I rpymm, y 26 (86,7 %) i3 30 — 11,
B 11 (36,7 %) i3 30 — 111,y 16 (53,3 %) i3 30 — IV. Ile € moxa3om epeKTUBHOCTI Ta AOIITBHOCTI 3aCTOCYBaHH L-KapHiTHHY
npu pisaux opmax BBE.

BucHoBku. 3acrocyBannsa L-kapuitTuny B KOMILTeKcHi# Tepamii xBopux Ha BBE nmae 3mory mpuckoputu ermitesisariiio
€PO3UBHUX yTBOPEHb SIK MPU MPOCTiif, TaK i nmpu aucTpodiuniii popmi OO 1epMaTO3y.

Kouosi cioBa

Byabo3nuil emigepmostis, KIiHiKa, JiKyBaHHs, L-KapHITHH.

B pokennit Oyaposuuii emigepmosiz (BBE) —
1le Tpyna pifIKICHUX TEHETUYHO i (heHOTUTIOBO
reTeporeHHUX 3aXBOPIOBAHD MIKIPH, OCHOBHUM KJIi-
HIYHIM BHSABOM SIKUX € YTBOPEHHS ITyXWPIB MPU
MiHiMaIbHOMY (Di3UUHOMY i/a00 XiMiYHOMY BILTHBI
Ha MKipi i/a60 BUAMMEUX CJIM30BUX 0OOJOHKAX
[1—3, 8, 16]. ¥ci Bimomi hopmu BBE € pesynsratom
MyTaIliii TeHiB, sKi KOAYIOTb CTPYKTYpHi OinKu
HmIKipy. SHIKEHHS excipecii 6i1kiB abo moBHa Bij-
CYTHICTb IXHBOI IIPOJYKINI PU3BOJUTD 0 HOJLILY
cTpyKTyp abo mapiB GasaibHOi MeMOpaHW i SIK
HACTIIOK — 70 mosiBu TyxupiB [5, 6, 19, 22]. 3a
0COGJIMBY BPa3JMBICTh MIKIpU 0 il 30BHIINIHIX
YUHHUKIB TAKUX MAIIEHTIB HA3UBAIOTD «/[ITU-MeTe-
JINKU», TIPOBOJISTYN aHAJIOTIIO 3 KPUJIBISIMU MeTe -
Ka i HaroJIOmyIoun, mo OyAb-AKWil He3HAYHMII

KOHTaKT i3 30BHINIHIMU YMHHUKAMU JIETKO MOPY-
nrye ii misicte. Mopma i crynine TskkocTi BBE
3ajieKaTh BiJl TOrO, IKUN caMme TeH ypakeHUi,
OCKIJIBKW KJIHIYHUN TOJIMOP(di3M 3yMOBICHUN
Gesutivuto MyTaitiii rexis [18, 21].

3axXBOPIOBAHHS BUABJSIOTh K Y IUTIIOMY, TaK
i B mopocyomy Bitli. KiiHIYHO BOHO BUSBJISETHCSI
YpaskeHHSIM TIKipUA JIETKOTO, CEPEIHbOTSKKOTO Ta
TSIKKOTO CTYIIeHSI, 1[0 MPU3BOAUTH 10 3HUKEHHS
SIKOCTI KUTTS [17] HA T/ YUCIEHHOI CUMIITOMATH-
ki mosamkipuux Busisis BBE [7, 9, 15, 20].
binmpmricts Taskknux dopm BBE cripuunnse inBaiti-
JIA3AIII0 TIAIIEHTIB i CKOPOUEHHS TPUBAJIOCTI JKUTTS
B PAHHBOMY JIUTSIYOMY Billl Uepes3 CeNTUYHI YCKIIa/L-
HEHHS Ta AUCTPOdiuHi 3MiHN BHYTPIITHIX OpPTaHiB
[12, 13]. TIpu merkomy mepebiry BBE wmimiumi
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BUSIB MOKYTh OyTH MiHIMAJbHUMH, IO HE TPH-
3BOJIUTH /IO 3MiH 4KOCTi 1 TPUBAJIOCTI KUTTA TIalli-
entis. ITpu Haiibinpm Tskkiit popmi BBE — nuc-
TpodiuHOMy GYJIBO3HOMY eIliepMOIi3i, 0 CIpu-
YUHSETHCS MOPYyIeHHAM KoJareHy VII Ttumy, Ha
MIKipi i cIM30BUX 000JIOHKAX YTBOPIOIOTHCS Ty XUPi
Ta epoail, emiTesizaris sskux BigOyBaeTbest 3 hop-
MyBaHHSAM pPyO1eBoi TKanuHu (dacrime atpodid-
Hoi) i MiiymiB. XapakTtepHum s 11i€i hopmu BBE
€ hbopMyBaHHSI KOHTPAKTYP i TICEBAOCUHAAKTUIIN,
a Takoxk oHixoxuctpodiit axk o awnowixiit [10].
JlocuTh YaCTUMU YCKJIaJHEHHAMY € YPaKeHHs 3y0-
HOI eMasi i (opMyBaHHS Kapiecy, 3yMOBJIEHOTO
30KpeMa HeI0CTaTHIM JIOTJIA/IOM 32 POTOBOIO TIO-
POKHUHOIO uYepe3 JieTKe TIOIIKOKeHHSI CJIU30BOI
obostonku pota [14, 15]. IIpu aBTOCOMHO-peIecrB-
HOMY THIII YCIIaIKOBYBaHHS Mail:ke 3aBXKIU BUSIB-
JIFIOTH yPaKeHHS TPAaBHOTO TPAKTY 3 (POPMYyBaHHIM
CTPUKTYP CTPABOXO/Y, IO KJIIHIYHO BUSBJISIETHCSI
nucdariero. Y pasi ypakeHHsI CIM30BOi 0OOJOHKH
MPSIMOL KUIIIKY, BHACJIIOK YOT'O TPUBAJIO HE 3aTr0k0-
I0TBCS €po3il 1 TpimuHu, GOPMYETHCA CXUIBHICTD
1o 3amnopis [15].

Haremep ne icrye eheKTUBHUX METO/IiB TTaTOTE-
HernuHoi Tepamnii BBE. Bci Jikapcebki 3axonm €
HaiaTUBHUMU 1 0OOMEKYIOTHCS CUMITOMATUYHUMH
MiX0AaMU 10 JIIKYBAHHS 1 JIOTJISIY 32 XBOPUMU.
Pa3om 3 TiM MOTPIGHO 3a3HAYKTH, 110 OOCAT HAAH-
HS CITeliai30BaHo1 MEIMYHOT IOTIOMOTH XBOPUM Ha
BBE norpebye icTOTHOTO PO3IIMPEHHST CXeM Tepa-
mii 3a paXyHOK BKJIFOYEHHST HOBUX 3ac00iB i MeTO/IIB
JikyBaHH4. Tak, 3aBISKN PO3BUTKY JOCJITHUIILKOT
JiSITBHOCTI TI0YAJIN 3aCTOCOBYBATH HOBI MIZIXOAM 10
teparnii BBE. Oco6imBo moMiTHOTO TIporpecy 1o-
CATHYTO B METO/IaX KJIITUHHOI i TeHO3aMiCHOI Tepa-
i, peraparii reHiB, a TaKOX y MeToJax IMPSIMOi
3aminu OuikiB [4, 11, 21].

€ takosx nosigomitenns, mo Busisu BBE i 0co6-
JIUBO 1ioro aucTtpodiunoi popmu 1mos’s3ani 3 gedi-
mutom KapuiTHHy [20]. 3 ypaxyBaHHSAM IIHOTO
i OyJ10 BUPIIIIEHO POBECTH Bi/ITIOBIIHE TOCITI/KEH-
H4 1I0JI0 3acTOCyBaHHA L-KapHITHHY y XBOpUX 3
npocroio i aucrpodivnoio popmamu BBE.

Mera poboTi — BUBYMTH €(DEKTUBHICTD 3aCTO-
cyBaHHs L-KkapHiTUHY y XBopuxX 3 pizHUMHU (op-
mamu BBE.

Marepianu Ta MeTOIU

[Tix HammiM crioctepeskerHsiM repedyBasm 120 xBo-
pux Bikom Bzt 1 10 12 pokis i3 BBE. [Ipocty hopmy
nepMaro3dy jaiaraoctoBano y 60, muctpodiuny —
y 60 mitefi. [Ipocta hopma BBE xapakTepusysana-
€51 YTBOPEHHSIM IIyXUPIiB Ha MIKipi KUCTEN 1 CTOIL
3axXBOPIOBAHHS 3a3BWYAN BUSBJSIETHCI B MUTHH-
CTBi 1 TIIBKM B PIIKICHUX BUTIAJKAX BUCHUIIAHHS
BUHUKAIOTh y JlopociaoMy Biui. [lozamikipHi BUsBu

npu npoctiit opmi BBE Oysu BincyTri. Tigbku y
8 (13,3 %) i3 60 miteit Gysiu BUsIBJIEH] MPOSIBU Ha
CJIM30Bii1 060JIOHIII POTa, IIOB’sI3aHi 3 HEIPAaBU/Ib-
HuM TomyBaHHAM. [[nctpodiuna dopma BBE 3y-
MoByena myrarismu B reHi COL7A, sakuit komye
kousared VII tumy (OCHOBHUIT CTPYKTYpHUI GiJTOK
hibpun 6azanbHOi MeMOpanu). 3a JaHUMK reHe-
ajoriuHux Kapt OyJo BcraHoBjaeHo, mo y 17
(28,3 %) i3 60 xBopux 3 aucTpodhiuHO HOPMOTO
BBE Bizznaueno aBToCOMHO-/IOMIHAHTHUHN THUII yC-
najakoByBanHus, y 43 (71,7 %) i3 60 — aBTOoCOMHO-
pettecuBHuii. I1Ipu aBTOCOMHO-/IOMiHAHTHOMY THII1
cepejl KJIIHIYHUX BUSBIB IepeBaxKaju MHOKHUHHI
MyXupi, Misiiymu i arpodiute pyOitioBaHst 3/1€0611b-
IIOTO Ha KiHIIBKaX, a TaKOK SBUIA aHOoHiXil. [Ipn
ABTOCOMHO-PELECUBHOMY THII1 Y ITAIIEHTIB CIIOCTe-
piraju MHOKWHHI TyXUpi, epo3sii, Kipku, arpodiuni
pyoIti i onixoaucTpodiio, MCEBAOCHHAAKTUIIII Ha
BEPXHiX 1 HUKHIX KiHI[IBKaX, a TAKOXK 1HBAJI IU3YIO-
4l KOHTPAKTYyPH KUCTEH, CTOIL, JiKTiB 1 Kostin. IIpu
I[bOMY TUIIl YCIAKOBYBAHHS YACTINIAIOTh BUMIAJIKI
nosamkipuux BusBiB BBE y Burmsaa ypaxkenns
TPABHOTO TPAKTY i CEUOCTATEBOI CUCTEMU, XPOHiu-
HOI aHeMil, 3aTPUMKU PO3BUTKY JUTUHU.

Y 103 (85,8 %) si 120 namientis 3 BBE Bix-
3HAYAJN Pi3HOI IHTEHCUBHOCTI Cy0’€KTUBHI BiayT-
TSy BUIJIsI cBepOexy i nevinnst mkipu. [logenni
PO3YyXW TPU3BOAATH /IO TOSBU BTOPUHHUX eJie-
MEeHTIiB (epo3iii, eKkcKopialliil, Kipo4oK, JixeHi3ailii),
[0 TIOCHJIIOIOTh CBEPOLK TIKIpH y iTeil, XBOPUX
Ha BBE.

Y ckyrani kKoMIuIekcHol Teparii xsopuM Ha BBE
npusHavyaiau L-kKapHiThH 1m0 1 MJI/KT IIPOTSTOM
3 mic. CtangapTHe TiKyBaHH MTOJIATATIO B TIPABUJIb-
HOMY 3aCTOCYBaHHI 30BHIIIHIX 3acobiB Ta mepe-
B’A3yBATBHUX MaTepiasiB, MPU3HAYEHUX /I 3MEH-
IMEeHHS TpaBMaTU3allii BOTHUIIL i IPUCKOPEHHS eTli-
TeJli3allii epO3UBHUX BUCUIIAHbD.

PeByJIbTaTI/I Ta O6I‘OBOPCHHH

Jlnst kainivHOi o1linKYy edeKTUBHOCTI L-KapHiTUHY
xBopux Ha BBE posainnmm na 4 rpymnu, criiBctaBHi
3a CTaTTIO, BIKOM, TPUBAJICTIO i (hOPMOIO 3aXBOPIO-
Barus: | rpymy ckiramm 30 XBopux i3 mpocToio (op-
Mo10 BBE, saxum npoBojuin crangapTHe JiKyBaH-
udg, II — 30 xBopux i3 mpoctoio dhopmoio BBE
(ctaHmapTHe JIiKyBaHHS B IO€AHAHHI 3 L-KapHi-
turom), [T — 30 xBopux i3 anctpodivroio dop-
moto BBE (cranpaprhe mikysanns), [V — 30 xBo-
pux i3 auctpodivroio dopmoio BBE (crammaptae
JIIKyBaHHsI B Toe€nHaHHi 3 L-kapHitunom). Ilo-
3UTHUBHOTO Pe3yIBTaTy Teparii (emiTesri3aris eposiii
i BiICyTHICTb HOBUX BUCHUIIAHDB) AOCSATHYTO y 19
(63,3 %) i3 30 xBopux I rpymu, y 26 (86,7 %) i3
30 — 1II, B 11 (36,7 %) i3 30 — III, y 16 (53,3 %)
i3 30 — IV. HeoOxinHO 3a3HaYMTH, 1[0 Hi B OZHOMY

22 YKPAIHCBKIMN XXYPHOA ASPMATOAOTIT, BEHEpPOAOTii, kocmeToaorii N2 1(80) « 2021



CMOCTEPEXKEHHS 3 TIPAKTVIKA

Puc. 1. Xsopwui i3 npocTtoro popmoto BBE (Bik 4 mic).
Myxupi Ha WKipi BEPXHIX TA HUXKHIX KiHLiBOK

KJIHIYHOMY BHIaJKy He OYJIO BUSIBJIEHO TIOSIBU 1/
ab0 mocuieHHs1 Cy0'€KTUBHUX BiAYyTTIB, 10 Bij-
3HAYAETHCS TIPU 3aCTOCYBAHHI BITAMiHHUX KOMII-
sekciB. Ile € mokazom epeKTUBHOCTI Ta AOIITBHOC-
Ti 3actocyBanHs L-KapHITUHY TIpU pi3HUX opMax
BBE. 3a pesysbratamu mpoBeeHUX OCTiIKEHD
BCTAHOBJIEHO, 1110 3a TipocToi hopmu BBE emirtei-
3allist BOTHUII BitOyBaeThest 3HauHo mBuzre (8 1,7
pasy) Ky pasi IpoBe/IeHHs CTaHIaPTHOTO JIKyBaH-
H¢, TaK i Tpu BRIoYeHHI L-kapuituny (B 1,6 pasy).
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A.B. Paxmartos, M.K. Xanaap6eKkos

Pecnybaukanckuii cneyuarusuposantolil HaywHo -nPaKmuueckutl MeOUUUHCKUL YeHmp 0epMamoseHepoI02uy
u kocmemonozuu Munucmepcemsa sopasooxpanenus Pecnybnuxu Ysb6exucman, Tawkenm

OnbIT NMnPEVMEeHEHUS L-I(Ole/ITl/IHCI B Ae4eHUM BOAbHbIX
C 6Y/\A63HbIM SAMNAEPMOANIOM

Ieab pa6oThl — uzyunth aHEKTUBHOCTD MPUMeHeHMst L-KapHUTHHA Y GOJIbHBIX ¢ Pa3IMYHBIMU (hOPMAMU BPOXKIECHHOTO
GyJnesHoro snuaepmonsa (BBI).

Marepuanst u Metoaspl. [lon Hamum HabaoxeHneM Haxoauauch 120 GosbHbIX B Bospacte or 1 roga g0 12 jer ¢ BB3.
ITpocras dhopma 3aboseBanus auarnoctuposana y 60, nucrpopudeckas — y 60 gereid. [To gaHHbIM TeHEATOTHYCCKUX KapT
y 17 (28,3 %) u3 60 60mbHbIX ¢ gucTpodudeckoii popmoit BB ormeueH ayTOCOMHO-IOMUHAHTHDIN TUII HACEOBAHUS, Y
43 (71,7 %) u3 60 — ayTocoMHO-pelecCUBHBII. [Ipr ayTOCOMHO-IOMUHAHTHOM THIIE CPEIN KINHIMYECKUX TTPOSIBJIECHUN
npeobJrajiaii MHOSKECTBEHHBIE TTY3bIPU, MUJIMYMBI U aTpoduyeckoe pyOieBanne mperMyIecTBEHHO Ha KOHEYHOCTSX, a
TaK)Ke sIBJIEHUS] aHOHUXUU. [IpU ayTOCOMHO-PEIeCCHBHOM THIE HAOJIOAaM MHOKECTBEHHbBIE My3bIPU, DPO3UH, KOPKH,
aTpoduueckue pyOIbl, OHUXOAUCTPODUIO, MICEBAOCUHAAKTUINN HA BEPXHUX M HUKHUX KOHEUHOCTSX, a TAKKe WHBa-
JIIM3UPYIONNE KOHTPAKTYPBI KUCTEH, CTOII, JIOKTeH 1 KoJIeHeH.

B cocrase KoMmIuekcHoit Tepanuy 60abHbIM ¢ BB masnavamu L-xkaprutud no 1 mu/kr B Tedenune 3 mec. CtanzapTHoe
Jedenvie 601bHbIX ¢ BB 3akiiouanoch B IPaBUIbHOM IPUMEHEHUH HAPY/KHBIX CPEICTB U MEPEBA30YHBIX MATEPUAIIOB JIJIsk
YMEHBITIEHUST TPABMATH3AIMH 04aroB U YCKOPEHUS SMUTENIN3AINN SPO3UBHBIX BBICHITIAHUI.

Pesyubrarel u o6cyskaenne. s kinHnueckoii orenkn sddextuHocT L-kapHuTina nanuenTos ¢ BB pasmenin na
4 TPYIIIIBI, COMIOCTABUMBIE 10 TI0JLY, BO3PACTY, AaBHOCTU U (hopme 3aboneBanust: | rpyriy coctaBuiu 30 60JIBHBIX € TIPOCTOI
dhopmoii BB3, kotopbim noBoausu crangaprHoe jeuenue, [T — 30 6osbHbix ¢ npoctoit hopmoit BB (cranpaprhoe jeuenne
B coueranuu ¢ L-kapuutunom), III — 30 GompHbIx ¢ auctpoduyeckoii hopmoii BB (cranmaprHoe sevenne), IV —
30 6ompHBIX ¢ AUCcTpoduueckoit hopmoit BB (crammaprhoe sedenne B codetannn ¢ L-xapautuaom). [lomoxurensapiit
PEe3yJIBTaT Tepanuu (SMUTENU3alus SPO3UN 1 OTCYTCTBUE HOBBIX BbIChITaHuil) gocTuruyT y 19 (63,3 %) us 30 GosbHbIX
I rpymmst, y 26 (86,7 %) uz 30 — 11, y 11 (36,7 %) u3 30 — 111, y 16 (53,3 %) u3 30 — IV. 310 moaTBepsk1aeT 9P bHEKTUBHOCTD
u 11es1ec006Pa3HOCTD MpUMeHeHMst L-KapHuTHHA Ipu pa3andHbix hopmax BBI.

BoiBogpl. [Ipumvenenne L-kapHuTiHa B cocTaBe KOMIUIEKCHOH Teparmuiu 60IbHBIX ¢ BB mM03BOJISIET YCKOPUTD ATIATENN-
3aIMI0 9PO3UBHBIX 00PA30BAHNUIT KaK [IPH TTPOCTOM, TaK ¥ TP AUCTPOGIIECKON (hopMe ITOTO IepMaTosa.

Kirouesbie cioBa: OyJuie3HbIi STIUAEPMOJINS, KIUHUKA, JledeHre, L-KapHUTuH.
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Republican Specialized Scientific and Practical Medical Center of Dermatovenereology and Cosmetology
of the Ministry of Health of the Republic of Uzbekistan, Tashkent

Experience in use of L-carnitine in freatment
of patients with epidermolysis bullosa

Objective — to study the effectiveness of L-carnitine in patients with various forms of congenital epidermolysis bullosa
(CEB).

Materials and methods. We observed 120 patients with CEB aged 1 to 12 years. A simple form of the disease was diagnosed
in 60, dystrophic form — in 60 children. According to genealogical maps, 17 (28.3 %) of 60 patients with dystrophic CEB
had an autosomal dominant type of inheritance, and 43 (71.7 %) of 60 had autosomal recessive inheritance. In the autosomal
dominant type, the multiple blisters, miliums and atrophic scarrings, mainly on the extremities, as well as anonychias were
dominant as clinical manifestations. In the autosomal recessive type, multiple blisters, erosions, crusts, atrophic scars,
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onychodystrophy, pseudosyndactylies on the upper and lower extremities, as well as disabling contractures of the hands,
feet, elbows and knees were observed.

L-carnitine at a dose of 1 ml/kg during 3 months was prescribed as part of the complex therapy to patients with CEB. The
standard treatment for patients with CEB was the correct use of external means and dressings to reduce trauma to the foci
and accelerate the epithelialization of erosive rashes.

Results and discussion. For clinical evaluation of the efficacy of L-carnitine, patients with CEB were divided into groups
comparable by sex, age, duration and form of the disease: group I consisted of 30 patients with simple CEB who received
standard treatment, group II — of 30 patients with simple CEB who received standard treatment in combination with
L-carnitine, group 11T — of 30 patients with dystrophic form of CEB who received standard treatment, group IV — of
30 patients with dystrophic form of CEB who received standard treatment in combination with L-carnitine. The positive
result of therapy (epithelialization of erosions and the absence of new rashes) was achieved in 19 (63.3 %) of 30 patients
of group 1, in 26 (86.7 %) of 30 patients of group 11, in 11 (36.7 %) of 30 patients of group III, in 16 (53.3 %) of 30 patients
of group IV. This confirms the effectiveness and feasibility of using L-carnitine in various forms of CEB.

Conclusions. The use of L-carnitine in the complex therapy of patients with CEB allows accelerating the epithelialization
of erosive formations on the skin and visible mucous membranes.

Key words: epidermolysis bullosa, clinical picture, therapy, L-carnitine.
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