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the causes and the mechanism of the pain syndrome development in children with oncological and oncohe-
matological diseases. Adequate identification of pathogenetic mechanisms and assessment of pain syn-
drome Is the main goal of the initial assessment of the patient's condition, taking into account the psychoso-
clal characteristics of the patient and his family, thus it is important for clinicians to include these criteria in
initial and follow-up examinations of patients in order to provide appropriate therapeutic management. We
stress on the comprehensive understanding of the aetiology and pathogenetic mechanisms of the pain syn-
drome in children with oncological diseases, which directly affect the strategy of overcoming the pain associ-
ated with the tumour process, treatment, and carrying out medical and diagnostic manipulations in such chil-
dren. It is important for specialists in paediatric oncology and oncohematology to diagnose the general pain
syndrome, which accompanies cancerous diseases. Effective analgesia requires careful monitoring of the
patient’s condition and his/ her syndromic reactions during treatment. The comprehensive assessment of the
pain syndrome should include a discussion of the purpose and expectations of pain therapy, changes in pain
intensity, characteristics and location. The article presents the basic principles of overcoming the pain syn-
drome, a three-step approach to the treatment of pain syndrome in children with oncological diseases and
the main characteristics and combinations of analgesic groups for pain management.
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Bynbo3HUL enidepMoris — semepozeHHa 2pyna crnadkosux 3axeoprsaHb, AKa Xapakmepu3yembcs ymso-
PEHHAM NMyXUpie Ha LWKIPHUX ma CNU30sUx MoKpUsax 3 HacmynHUM YmeopeHHaM pybuls. 3azanbHa po3no-
aolodweHicimb cAzase 8-10 sunadkie Ha 1 MAH. NOMO2ie, CrigsiOHOWEHHA MK XTomyuKkaMu ma disYyamyamu
1:1. ¥ Ginbloci nauwleHnmie KNHYHI NpOASY 3aX80p0eaHHA 3 ASNAIIMBCA NMPU HapodXeRH! ma y aiul do 1
poky. Bidomi 4 ocHosHUX mura BE: npocmud, Mexesul, ducmpogiyHul ma cuHdpom KiHdnep. Ha dadur
MoMeHm ideHmudgikosado Ginbiue 1000 pisHOMaHIMHUX Mymauil 14 cmpykmypHUx 2eHis, SKi Mpu3sodams
Q0 hopMYySaHHA PlaHUX (heHomunie Oynbo3HO20 emidepMoniay . B OCHOSI namozeHe3y 0ynbo3Hozo enidep-
Momizy — aHopmManbHUl, smpaveHull afo Hedocmamuil piseHb creyughiyHozo npomeiny, AKul sidizpae
KmoHosy pone 8 adzesii enidepmicy ma depmu. ¥ cmammi npedcmasneHo KniHMHUG sunadox Oyneo3Hozo
enidepMoniay ¥ HosoHapodweHol AisYUHKL Ma NPaKmuYyAl acrnexkmu MKysaHHA ¥ PaHHbBOMY HEOHaMansHoOMY
nepiodi. Higyunka HapodunacA gid Il eazimHocrmi, Il nonozie y ghizionoz2ivHoMy mepmMiHi 2ecmaulil 3 ouiHKo
3a wikanow Anzap 8-9 6anis. MNpu HapodxeHH! y JigHUHKU idMidanucA TAHKY MOPYLWeHHA WIMICHOGII LUki-
PHUX MOKpUSis Ha HUHIO KiHufew 3 dinAHkamu i annasii, kumuyi ma sidwapysaqHs cnu3osol o6omoHKU
pomosol MopOXHUHU. Y duHamilyl 3axeoprosanHs dani dinarHku niddasanuca mpadcghopMalyi, ane nocmitiHo
ymeoprganucA Hosl. Gyno npusHayede iHousidyanizogade MICUESE NiKysaHHA 3 ypaxysaHHaM cmadii 3a20-
EHHA pad, NpoeodUNoca Yacmyose napeHmepansHe XapyyaaHHA 3 nocmynosuM gidHosNeHHAM eHmepans-
HOZ0 Xap4ysaHHA 3uidweHuUM 2pydHUM MOTOKOM Yepes opo-sacmpaneHull soHd. Moxnusicms nposedeHHA
KOHCYNMbMysaHHA 31 crewianicmamu, axi zatiMaromecs npobnemMamu HadaHHs donomozu dimam 3 Oyneo3HUM
enidepMoimi3oM, a makox micHUl KkoHmakm 3 GambkiscbKUMU op2arizauiamu, BessanepeyHo Cripusioms Ha-
GaHrio npogheciliHol donomMozu NalicHmam darHol Ko2opmu, ocobUgo 8 PaHHLOMY HEOHaMansHoOMYy mepicdi.

Knk4osi cnoea: gucTpodidHul GyNe0aHMi enigepMonia; HOBOHAPOIMEHWN; DaHHIN HEOHATANEHWA NEpioD; KNIHIYHWE BUNaO0oK.

Poboma e ghpazmesmoM Hayroso-docnidrol pobomu kaghedpu nediampil, HeaHamonoail ma nepuHamansHol MeduyuHy « Xporobiono-
2iHi acmexmu SIRNBHOCIT CepUYeso-CyIURHOT Cucmemy dimell WKINbHO20 aiky 3 MOPYWEHHAML SDMEpiansHo20 muckyy (HoMep dep-
aasHol peecmpawi 01170002357, mepmin sukodannas 02.2017-12.2021 pp.)

BeTyn NOBCHI#EHICTE cArac 8-10 BUNaakKis Ha 1 MAH. No-
norig, CniseigHOWEHHA MK XNonYWkamKy Ta OiBHaT-
kKamiu 1:1. Y BiNbWOCTI NAUIEHTIE KMiHIYHI NpoABA
3aXBOPHBaHHA 3'ABNAKTLECA NpW HapogKeHH Ta y
BiLli 0o 1 poky [7].

Binomi 4 ocHOBHWMX TWna BE: ﬂpDCTHf‘I, MeEHKEE-
BIA, ﬂHCTde]i'—IHHﬁ Ta cMHOpoM KiHonep, Axl 30BHI
NPOABNAKTECA YTBOPEHHAM NYyXMPUIB Ta He Mo-
#yTe OYTM po3Ni3HaH B aHTeHaTanbHOMY nepiogi
[3]. Ha OaHWA MomeHT Bigomo Ginsle 1000 pi3Ho-

Byneo3nuin enigepmonis (BE) — reteporenHa
rpyna CnagkoBWX 3aXBOpPHBaHb, AKa XapakTepuay-
ETbCA YTBOPEHHAM MyXWpIE Ha LUKIpHWX Ta cnW3o-
BWX MOKPWBEX 3 HACTYNHWMM YTBOPEHHAM pyoLiB.
KniHiuHMiA cnekTp Bapile Big NokanizoBaHoro no-
WKOOAMEHHA WKIpW 4o HeGe3nevHoro AnNA #MTTA 3a-
XBOPIOBAHHA 31 3HaYHWMMK NO3ALWKIPHUMK YpameH-
HAMM [3, 4, 7]

Ja OaHvMKW OEKiNbKOX pPEeEcTpiB, 3aranbHa po3-
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MaHITHMX MyTauii 14 CTPYKTYPHMX TeHiB, Akl npw-
3B0OATL 00 (POpPMYBaHHA pi3Hux dieHoTunie BE. B
OCHOBI NatoreHe3y BE — aHopManbHWA, BTpaqeHnil
abo HeOoCTATHIA piBeHb cnelwudiyHoro npoTeiHy,
AKWIA BIQrpac KNHHYOBY ponb B afresii enigepmicy
Ta depmu [4]. OiarHos bE MmoxHa nigTBepOWMTH 33
ponomorowy Gioncil WkpW Ta NpoBEO0EHHA IMyHO-
pnyopecUeHTHOTO KEpTYBaHHA [2, 7).

Cepito3Hoio NpoBnemolo Nig Yac BUXOOAYBaHHA
HOBOHAapOO#eHux Oited 3 BE, ocobnueo B ymoBax
BiOOiNeHb iHTEHCWBHOT Tepanii, € 30epexeHHa uinic-
HOCT LUKIpK Ta CNW3oBKX 0G0NOHOK NPW NOCTAHOBLY
BEHO3HOMO OOCTYNY, HAKNagaHH Jatdukie MoHITopie
338 MMTTEBO BEANMBUMK DYHKUIAMK (NYNBCOKCHMET-
pu, TemnepaTypHi natMey, EKM- 1a EET-gamiuem),
MOCTaHOBLI 30HOIB ONA eHTepansbHOro BUMOOOBY-
BaHHA Ta IHTyDauiiHMx TpyGoK npu NpoBedeHHi
WTY4HOI BEHTUNALUI neredis, dqikcalil BHYTPILLHLO-
BEHHWX MepupepudHyY Ta LeHTpanbHUX KaTeTepis
Towe. OcofnuBa cKNagHICTe nonarae y 3abesne-
YeHHi «aTpaBMaTWyHOro» QOrMAdy 2a NaljieHTamm 3
BE, y ToMy 4uchi, nig 4ac TpaHCNOpTYBaHHA, NO3W-
UioHYBaHHA, 3MiHi namnepcie, NpoBedeHHA rireH4-
HOro AormAdy 3a WKPOoK Ta CNM30BMMK oBOMOHKa-
MM, caHalil poToBOT NOPOMHUHM [1, 6].

[MWTaHHAMK BWMBYEHHA enigemionori, NOoLYKoM
CY4YacHWx MeToOiB OiarHOCTWKWM Ta NiKYBaHHA naui-
€HTIE 3 BE 3aiMacTbCa NoTyXHa MikHapogHa aco-
uiauia — Dystrophic epidermolysis bullosa Research
Association (DebRa) [4]. ¥ Darateox KpaiHax cBiTy
(PYHKELIOHYWTE NaUiEHTCHKI Opradizauii, A ob'en-
HYIOTb Mikapie, OiTeid 3 BE Ta ix GaTbkie y CiTky
DebRa International, y TOMy d4dcni B YEpaiHi
(DEBRa-Ukraine).

MeTa
MNpogemMoHCTPYBaTH KNiHiYHWA Bunagok BE vy

HOBOHaPOLMEHOT OiBYWHEW Ta 0OroBOpPWTH NPaKTH-
YHI acnekTH 17 NiKyBEaHHA ¥ paHHBOMY HeoHaTanb-
HOMY nepiogl.

PesynbTaTil AocCniOXeHHA Ta iX o6roBopeHHsA

¥ci gadi, pe3ynbTatk obcTexedHb T8 oToMaTe-
piany onyOnikoBaHi 338 NWCLMOBO 3rogdow 0aTeKB
HOBOHEPOLHEHOT OIBYHMHKN.

HiBYWHEa 3 Macok Tina 2950 r Ta QOBXWHOW Ti-
na 51 cM Hapoaunaca Beig 11 BariTHOCTI, AKa nepedi-
rana Ha Thi CMHYCOBOI Taxikapail Ta [odaTKoBol
XOpOW NIBOro WAYHOYKE Y Matepl, HW3bKO po3Ta-
LWoBaHOI NNAUeHTH Ta OOTAMEHOMO akylWepCBKoro
aHaMHe3y — KECapCbKWIA PO3TWH NPKW NEPLUXX NOMo-
rax. [aHa eariTHICTL 3aBeplimvnacd y 37/6 TUwHIB
TaKOH LWNAXOM KECAPCLKOTO PO3THHY Y 3B'A3KY 3 3a-
rpO30H po3pWBY Tina MaTtkM. HasBkononninoH sogW
BUNUNUCA CBITNI, De3B0OHWMI NPOMIXOK cknas 8 ro-
OWH 20 XBUIKH.

Craplwa ooHbka BikoMm 8 poKie coMaTv4HO 300-
poea. Npy nocnigxeHd redeanoriyHoro Apeea po-
OWYIB 3 «ACKPABOH» TEHETWYHOW NATONOrEw He
BCTAHOBNEHO. ANe MatK Ta DaTbKo OIBYMHKM € KO-
DIHHAMW ¥MTENAMW OOHOMO Cena Npu 3anepeYeHH
daKTy KpOBHWX POOWHHMX 3B'A3KIB.

MNpW Hapom#eHHi CTaH OWTMHA OLiHEHMA AK 3a-
OOBINBHWA Ha TNi KOMNeHcauil yciXx WWTTEBO Bam-
nueMx YHKUIA 3 OUiHKOK 33 Wkanow Anrap 8-9
Danie Ta BiOCYTHOCTI NOKa3iB OO0 NpoBeOeHHA nep-
BWHHMX peaHiMauiiHug 3axogis.

MpW 30BHILLHBOMY OrnAgi Y OIBYWHKM BiOMiHanu-
CA ONAHKA NOPYLWeHHA UiNICHOCTI WKIPHUX MOKpH-
BiB Ha NpaBii HWAHIA KIHLIBKWA 3 ginAHKaMuK 1T anna-
3ii (pwc.1, 2, 3), npasii KMTHUI Ta BigWwapysaHHA
CNW30B01 0G0ONOHKW POTOBOT NOPOMHMHM.

Puc. 1, 2, 3. QinAdKu nowsoxeHHR WKDHUY Noxpusis
Ha KiHLSKax ma ciiu3osol cbomoHKy pomosol TOpoMHUHLY NP HapodweHRI
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[NA NoganbLUOro BUXOLKYBaHHA Ta 0OCTEXEH-
HA OuTWHa Gyna nepeBedeHa Y BifOiNEHHA IHTEeH-
CWMBHOI Tepanii HOBOHAPOMKEHUX, A€ BWUXOMKYBa-
nacs B yMOBax BiZKpUTOI peaHiMaLiiiHOT CHCTEMM 3
[NOTPUMEHHAM OXOPOHHOTO DPEXUMY. BpaxoByHum
BifCYTHICTb MOXNWBOCTI NPOBEOEHHA EHTEpanbHO-
0 BUrO0BYBaHHA NPUPOOHMM LLMAXOM Ta BCTaHO-
BIEHHA OpO-/HA30-TacTpanbHOTO 30HOA, PUIMK
HaaMIpHOT BTpaTU pigwHW Ta Ginka npw Benukii

Yyarto iHgQy3iAHY Tepanilo Ta napeHTepanbHe MWB-
NEHHA NICNA BCTAHOBMNEHHA NEpUpepUyHOro KaTe-
Tepa Ta Woro diikcalii aTpaBMaTHYHUM MEeTOOoM.

BnpoaoB® paHHBOro HeoHaTanbHOro nepiogy
CTaH AIBYMHKW 3anWWaBcd 3a00BINLEHUM 38 paxy-
HOK KOMNEeHcaUii BiTanbHWK (yHKLA, ane nocTyno-
BE 3ar0EHHA NOLWKOMMEHMX OINAHOK WKIpW Ta CnW-
30BMX 00ONOHOK CYNPOBOMMYBENOCA NOABOH HO-
BMX QiNAHOK NOLWKOOMEHHA LWKIPKW Y BATNADI NyxXWpiB
| paH Ha KiHUiBKax Ta Tynyoi (pMc. 4, 5, 6, 7).

7

Puc. 4, 5, 6, 7. Jingsxu mparcghopMalyl Nowx odReHHR WKIpHUX Moxpusie Ha KiHuiekax ma JiNAHKUY RosuUx nowkodxeHs Ha mynyti

MoKa3HWEW 3aranbHo NPMIAHATMX MeTodis obcTe-
HWEeHHA (3aranbHoro aHanizy kposi, GioxiMiMHOMo ada-
mi3y KpoBi, 3aransHOro adanisy cedi) 3HaxoOwnucA B
Mexax gisionorvyHol HopMK. [WTWHA KOHCYINBETOBaHa
TEHETUKOM Ta OWTHYMM XipyproMm, AKMMK Hagadi eig-
noBigHi haxosi pekoMeHaalil, y ToMy JKChi, npoBe-
OeHHA MEOWKO-TEHETUYHOMD OOCTEMEHHA.

Bigpasy nicna HapoQXeHHA MegWdHWA nepco-
Han Ta GaTeKK OiBYMHKA HanarogunuM KoHCYNbTaTH-
BHMA 3B'A30K i3 3asigywoyoto «CnevjanizoBaHoro
kabiHeTy MeOqW4HOT OONOMOrM OiTAM 3 OYNbO3HMM
enigepmoniaoM» HACH «OXMATOWUT» MO3 Ykpa-
iHW M'egeoH |. B. Ta OaTtokamwn giTed 3 BE, Ak npo-
HMBAOTL ¥ M. YepHiBUi. 3aB0AKKM KoMaHOHIA poboTi
Ta LWBWAKOMY pearysaHHi, ouTuHa Oyna 3abeane-
YeHa ycima HeoOxigHWMK Matepianamn 1a 3acoba-
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MW ONA MicLeBoro NikyBaHHA. [IMTWUHI Byno npu3Ha-
YyeHe iHOMBIOyanizoBaHe nikyBaHHA BE 3 ypaxy-
BaHHAM CTafdid NOLKOO¥EHHA LWKIpW Ta CNW30BMX
oGONOHOK, a came:

— 0Opobka BIOKPWTO! paHbOBOI NOBEPXHI aHTH-
CENTHYHUMH pO34YWHAMK Xnoprekcugwd abo OkTe-
HicenT;

— MPOKONOBAHHA MIXYpPUIE 3 eBaKyauict piOuHK
Ta 30epeXeHHAM NoKpULLKY, AKa € BIoNOrYHMM No-
KPMTTAM ANA paHu;

— 00pobka cBiXWMX paH abo NpoKONeHWX Nyxup-
Wie 3 BUKOPWMCTaHHAM npenapartie  Cyook-
pem/OecutyH/Molicare/BenaHTed nNnwc (Kpem);

— 00pobka cyxux paH 3 Kipoukamu — nNpenaparie
Benauted (Mma3sc)EToHIR  (Mazs)MeTunypauun
(Ma3b)/ByHoexin,
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— obpobKka paH 3 o3HakaMmu iHikyBaHHA — npe-
napatis TWpo3ayp (renk), BeTagwH (Ma3b), bakTpo-
GaH (Ma3sb, Kpem), BaHeoUWH (Masb, NOPOLLOK).

Mepes'A3kM NpOBOOWMWCA MEOWYHWM MepcoHa-
nom, napanentHo 3 HaBYaHHAM matepi Ta DaTbka,
3 OOTPUMAHHAM MpaBWI ACENTHEW W aHTWCENTUKW
Ta 3 BUKOPWCTAHHAM ChneliantHoro HeadresweBHoro
nepes'A3yBansHOre marepiany: GesnocepeHeo Ha
paHy Haknaganu nos'asky Mepitel, 3pepxy HaHOCH-
nu Mase abo Kpewm, gani nokpueany Mesoft ato
Mepilex Transfer/Mepilex Lite. MNpW HeoGxigHOCTI
nepeg'asysanbHUi martepian  dikcysanu  Fixa-
crep/Peha-crepp abo Tubafust. [Mpy TpaBMyBaHHI
NanL4KMKie, ANA NONEPEIKEHHA 3DOCTAHHA MiX CO-
G0 (NCeBAOCUHOAKTUNIT) KOXEeH 3 HWUX obropTanu
abo po3ginanu citkoo Mepitel.

OOO0B'AKOBMM eneMeHTOM CTBOpEHHA Oe3ney-
HOrfO cepefoBuwa aona giteld 3 BE € agekeBaTHe
HemedMKaMeHTo3He Ta MeduKkaMmeHTo3He 3Hebo-
MeHHA, BEMIYAYM YCYHEeHHA 3alBoro wwymy, Bib-
pauii Ta cBiTna, KOHTKT 3 Mamolo, obDepexHe 3axu-
TYBaHHA, BUKOPUCTaHHA 3HeDoNHYUX Npenaparie.
Y naHoMy KNiHYHOMY BUN3aOKY OIBYMHKE OTpUMYBa-
na nepopantHo 25 % pO34WH IMHKO3W, Npenapat
Mapauetamon y gosi 10-20 MIKT BHYTPIWHLOBEH-
Ho/MepopanbHo Nepeq Nepes'A3KoHw.

Micna 3aroeHHA paH Ha cnW3oBid ofonoHy no-
POMHWHW pOTY Ta MOMNWBOCTI BCTAHOBNEHHA OpO-
racTpantHoro 3oHOy BiQHOBMNOCA eHTEpanbHe BM-
rogoByBaHHA 3UIMTHEHMM TPYOHKWM MONokKom y disi-
onorYHKx ob'emax.

OnA noganblioro oDCTEMEHHA, NIKYBaHHA Ta
HaBYaHHA OaTeKiB OOMAQY 38 HOBOHAPOOMEHOH,
JiB4WHKa Gyna nepeeefeHa 3 Nonorosoro OYIMHKY
¥ BiAOiNeHHA natonorl HOBOHapPOMMEHMX OWTAYOT
niKapHi.

BHUCHOBOK

Hapog#eHHA OWTWHA 3 BE Bawko nepenbadnTi
33 YMOB BiJCYTHOCTI OBTHMEHOro CIMEMHOMD aHam-
Hesy, WO 4acTo BU3HAYaE «BMNaAKOBICTb» Ta «He-
CrnofiBaHiCTe» ONA MEeOW4HOro nepcoHany, 6aTekB
Ta poawdie. HoBoHapoOxeHi aitv 3 BE noTpebytoTe
HeranHoro noYatky iHOWBiayani3oBaHoro NikysaHHA
Ta 3acTOCYBaHHA CreliansHWX MaTtepianie, 3acobis
Ta MequdHUX npenapartie Ona 3aiicHeHHa Geaned-
HOro AOMMAAY Ta 3aXMCTY WKIPHWMX NOKPUBIB W Criv-
30BM} 00ONOHOK. MO¥INUBICTE NPOBEOEHHA KOHCY-
nNbTyBaHHA 3i cneyianicTamu, AK 3aAMaloTbcA Npo-
Gnemami HagaHHA Jonomord OitaM 3 BE, a Takox
TICHWA KOHTaAKT 3 OaTbKIBCbKMMMW OpraHisaviamu,
fe3zanepeyHo CNpMAKTL HagaHHi npodeciAHol
OonNoMOrM naliedTaM aaHol KoropTtW, ocobnWeEo B
paHHBOMY HEOHaTanbHOMY nepiomdi.
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Pedpepat
BYMMNE3HLINA SMAUOEPMONAS: KNMHWYECKOE HABNK2OEHWE W NPAKTUYECKWE ACTIEKTEI NEYEHMA
Babwiuyesa AT, l'egecH M.B., Nogoeaney KO 0., Togosadey A.C., TNeTpos B.A.
Kndessie cnoBa: GynneaHsIR 3NKMOEpMONWE; HOBOPOXOEHHEIN, PAHHMA HEOHATANEHEIA NEPHOL; KNMMHKYECKMA CITyYai.

BynnesHblid anugepMonus - reTeporeHHan rpynna HacneacTBeHHbIX 3a00neBaHui, KOTopas XapakTepw-
3yeTcA o0Opa3oBaHWeM BONAbIPEid Ha KOXe M CMM3MCTLIX 00oNnoYKax ¢ nocnegyrowum oGpa3losaHuem pyo-
L{oB. OOWanA pacnpoCcTPaHeHHOCTb A0CTUraeT 8-10 cny4aeB Ha 1 MNH. po4oB, COOTHOLUEHWE MEXOy Manb-
YMKaMK W JeBoYKamMK 1:1. Y OOMbLUMHCTBA NaUMeHToB KNMHWYECKWe NPORBNEHUA 3a00NeBaHna NoABNATCA
MpW poXOEeHUW U B Bo3pacTe 00 1 roga. M3BecTHbl 4 OCHOBHBIX TMNa OyNMNesHoro anWaepmMonuia; NpocTo,
MEXEBOW, AMCTPOQMYECKM W CUHOPOM KwHAnep. Ha OaHHbii MOMEHT WOEHTU(MUMpoBaHo Gonee 1000
Pa3NWYHBIX MyTaLUWiA 14 CTPYKTYPHbLIX TEHOB, KOTOPLIE NPWBOAAT K (DOPMMPOBAHWID PAa3NWYHLIX (DEHOTUNOB
OynnesHoro anuaepmonu3a. B ocHoBe natoreHe3a OYNNe3HOro anWAEpPMONW3a - aHOpManbHbIM, OTCYTCT-
BYHLLWA WM HEOCTATOMHbIA YPOBEHL CNIELWMGIMYECKOrD NPOTEMHA, WIPAHOLLETO KITHYEBYHD pONb B aare3um
anuagepmuca W gepmbl. B cTtatbe npencTasneHbl KNMHWYECKWA cryyaid OynnesHoro anuaepmMonu3a y HoBo-
POXAEHHOW OEBOYKKM W NPaKTUHECKUEe acneKTbl NeYeHWA B paHHEM HeoHaTanbHOM nepuoge. [leBoyKa poaw-
nack ot |l GepemeHHOCTH, |l pOAOB B (DM3MONOTMYECKOM CPOKe recTalWW C OLEeHKOW no wkane Anrap 8-9
Gannos. Mp1 POMAEHWA Y [1EBOYKM OTMEYANWCH YYECTKW HapyLLEHWA LIENOCTHOCTM KOXHbIX MOKPOBOB Ha
HWAHEN KOHEYHOCTH C Y4acTKamu ee annasw, KUCTW U OTCIOMKa CNM3WMCTOR 000MNoYkKM poToBOM NonocTu. B
OuHamuke 3a00NeBaHNA JaHHbie YYacTKW NogBepranicb TPaHCOPMaLMK, HO NOCTOAHHO 00pa30BbIBaNKUCh
HOBble. BbiNO Ha3Ha4YeHo WHAMBWOYaNM3WPOBaHHOE MECTHOE NeYeHWe C YYeTOM CTaaWu 3aMWBIEHWA paH,
MPOBOAWNOCE YACTMYHOE NapeHTEpPanbHOe NMTaHWe C NOCTENEeHHbIM BOCCTAHOBIIEHWEM JHTEPAIbHOro M-
TaHWA CLUEXEHHBIM IPYaHLIM MOMOKOM Yepe3 Opo-racTpanbHbii 30H4. BO3MOXHOCTE NPOBEOEHMA KOHCYb-
THPOBaHUA CO CTIeLUWanMcTamu, KOTOpble 3aHUMalTCA NpobtnemMaMi OKasaHWA NOMOLLM OeTAM C GynnesHbiM
3NWOEPMONU30M, a TaloKe TeCHbIA KOHTAKT C POAMTENLCKMMW OpraHu3aunamu, 0e3yCnoBHO CnocoOCTBYIT
MpeaocTaBneHnio NPoMEeCCMoHanbHOM NOMOLM NaUMeHTaM 4aHHOW KOropThl, 0CODEHHO B paHHEM HeOHa-
TanbHOM Nepuoe.
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AxTyasbsHi mpobAeMH CYyIacHOI MEIHIITHHH
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Summary
EPIDERMOLYSIS BULLOSA: CLINICAL OBSERVATION AND PRACTICAL ASPECTS OF TREATMENT
Babintseva A.G., Gedeon |.V., Godovanets Yu.D, Godovanets 0.5, Petrov V.A.
Key words: epidermolysis bullosa; neonate; early neonatal period; clinical case.

Epidermolysis bullosa (EB) is a heferogenous group of hereditary diseases characterized by blisters on
the skin and mucous membranes resulting in scarring. General occurrence rate of the disease is 8-10 cases
per 1 000 000 of childbirths, with the 1:1 ratio between boys and girl. In the majority of patients clinical signs
of the disease appear at birth and under 1 year. There are four main EB types: simple, functional, dystrophic
and Kindler syndrome. Nowadays more than 1000 mutations of 14 structural genes have been identified re-
sulting in the development of different EB phenotypes. Pathogenesis of the disease is based on abnormal,
lost or insufficient level of a specific protein, which plays a crucial role in adhesion of the epidermis and der-
mis. This case report presents a clinical case of EB in a newborn girl and practical aspects of its treatment at
the early neonatal period. The ginl was born from the Il pregnancy, Il delivery in normal physiological term of
gestation assessed as having 8-9 scores by Apgar scale. Some areas of disturbed skin integrity on the
lower limb with some aplasia, penicilli and exfoliation of the oral mucosa were found at birth. These areas
underwent changes in the dynamics of the disease, but new ones continuously appeared. Individual topical
treatment was prescribed considering the stage of wound healing; partial parenteral feeding was carried out
with gradual transition to enteral feeding with breast milk through the orogastric tube. Consultations with spe-
cialists providing medical aid to children suffering from EB and close contacts with parent organizations pro-
mote professional care to these patients, especially at the early neonatal period.
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