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['enepanpauii  gupexTop Jlep>kaBHOro  MiANPHEMCTBA
excrieptHui ieHTp MO3 Ykpaiau», 1.M.H., ipodecop;
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nianpueMcTBa «JlepxaBuuii ekcrieptHrii MO3 Yikpainny, CT.H.C., K.M.H.;
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3aBiyBay KaOiHeTy Oynbo3HOro emigepmonizy HarionanpHOI AUTSIYOL
crneuianizoBanoi JgikapHi «OXMATIUT»;

TOLIEHT Kadenpu nepmaroBeHeposnorii HarionansHoi MenuyHoi akagemii
nicasaumiioMuoi oceitu iMeHi [1JI. llynuka, mpe3uneHT MiXHapOIHOL
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CHEIiaNbHICTIO «J[epMaToBEeHEPOIOTisS JUTI9a» K.M.H.;

npodecop kadeapu autAdoi xipyprii HarionanbHOro Menu4yHOro
yuiBepcurety iMeH1 O.0. boromonbiis, A.M.H.;

Bire-npe3uAeHT MiKHapOIHOT TPOMAJICHKOI opraHizaiii «Jlepmaromoru —
Jitam», kepiBHUK LeHTpY «/lebpa — Ykpainay;
axajaeMil

noueHT kadenpu Heonaronorii HarioHaneHOT MeTUYHOT

nicasaurioMHoi ocsitu imeHi [1.JI. [llynuka, k.M.H.;

nupextop JlepkaBHOI ycTaHOBH «IHCTUTYT AepMarosiorii Ta BEHEpOJIOTii
HAMH Vkpaiun», 1.M.H.;
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3aBinyBau Kadeapu CiMEHHOT METUIIMHMU 1 aMOylIaTOPHO-TOMIKIIHIYHOT
moromMorn HartioHanpHOl MemuuHOl akagemii ICISIAUINIOMHOI OCBITH
imeni [1JI. Hlynuka, ronoBHui no3amrarauii crierianict MO3 Ykpainu 3i
cremiaibHOCTI «3arajbHa MpakTHKa — CiMeliHa MeAWIMHA», I.M.H.,

npodecop;

JOIIEHT Kadenpu nepmaroBeHeposorii HarionansHoi MenuyHOi akagemii
nicasauioMHuoi ocsitu iMeHi [1.JI. [llynuka;

3aCTYIMHUK JHUpeKTopa IHCTUTYTYy cTOMarojiorii, 3aBigyBad Kadeapu
CTOMAToJIOTii  JuTs4oro Biky HamioHanmbHOT MeaW4HOI — akaaemii
nicasaumioMHoi ocBitd imeHi [1JI. Illynuka, TonoBHHME IO3amTaTHUAN
cnermiamict MO3 VYkpaiHu 3a crhemiaabHICTIO «JUTS9a CTOMATONOTIs,
J.M.H., podhecop;

acmipaHT kadenpu cromarosorii IuTs4oro Biky HarioHaibHOT MeanyHOT
akazgemii mciasauruioMHoi ocBity imeri [1J1. Ilynuka;

NPOPEKTOp 3 HAyKOBO-TIEAroriyHoi poOOoTH, 3aBimyBad Kadeapu
JIepMaroorii Ta BeHeposorii HaiioHanbHOro MEIUYHOTO YHIBEPCHUTETY
imeri O.0. BoromornbIrs, npe3uaeHT Acomiamii JepMaToBEHEPONIOTIB Ta
KOCMETOJIOTiB  YKpaiHM,  TOJIOBHUH  TO3AIITaTHUA  CIELiajicT
MO3 Vkpaiau 31 cmemianbHOCTI  «JlepMaroBeHEpoJoTis»,  J.M.H.,

npodecop;

3aBilyBady BIUIUIEHHS PEKOHCTPYKTUBHOI Ta IUIACTHYHOI Xipyprii
HamionansHoi autsayoi crenianizoBanoi gikapHi «OXMATIUT».

Metonnunnii cynposia Ta ingopmaniiine 3a0e3nedyeHHst

Topox €Breniit
JleonigoBuu

MenpHuk €Bredis
OnexkcaHipiBHa
Mirens Onexkcanap

Bonogumuposuu

[Hunkina Onena
OunekcanypiBHa

HaualbHUK Bigminy skocTi MeauuHOl AomoMord Ta iHGopMariiHux
TexHosorii JlepaBHoro mianpueMcTBa «Jlepx aBHUN eKCIEPTHUHN LIEHTP
MO3 Vkpainn», K.T.H.;

HavyaJlbHUK Bigniny noka3oBoi MenuuuHu Jlep>KaBHOTO MiANPHEMCTBA
«/lepxaBuuii ekcrieptHuil neHTp MO3 VYkpainny;

3aBilyBad CEKTOPY C€KOHOMIYHOi OIIHKM MEIUYHUX TEXHOJIOTIH
JepxaBHOro  miampuemMcrBa  «JlepkaBHUH ~ €KCHEPTHUH  LEHTP
MO3 Vkpainny»;

HavyaJlbHUK Binmainy mertogudHoro 3abe3mevyeHHs] HOBITHIX TEXHOJOTINH y
chepi oxopoHu 3a0poB’s JlepkaBHOTO MigmpueMcTBa «/lep:kaBHMIA
excrieptHu# neHTp MO3 Ykpaiauy.
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Bonkocnascbka KEpiBHHK BiJIILTy HAYKOBO-aHAIITUYHOT poOOTH B I€pMATOJIOTii Ta BEHEPOJIOTii
BanenTtuna HepxaBuoi  ycraHoBu  «lHctutyr — gepmatosiorii Ta  BEHEpOIOrii
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Casrenko TetsiHa npodecop kadeapu MIKIPpHUX Ta BEHEPUYHUX XBOPOO [lepkaBHOrO 3aKiamy
BikTopiBHa «JuinpornerpoBchka Mennuna Axkaaemis MO3 Yipaiau», 1.M.H, mpodecop.

Ilepernsaa aganToBaHol KJIIHIYHOI HACTAHOBH 3aMJaHOBaHO Ha 2019 pik
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I. CIIMCOK CKOPOYEHb

BE Bynbo3uuii enigepmoni3

JBE Juctpodiuanii Oynb0o3HUH emigepMoi3

JNJIBE JlomiHaHTHUHN UCTPOdIYHUN OYJIbO3HHM €ITiIepMOJTi3

KH Kriniyna HacTaHoBa

MBE MesxeBuii OyTbO3HUH €T IepMOoITi3

MBE-uX MexeBuii OyJIbO3HHH €miIepMoITi3, TATHI He XepaiTia

MBE-X MesxeBuii OyTbO3HUH €MmiIepMOITi3, MATUT XepriTia

I1BE [Ipoctuii OynbO3HUI emmiaepMOITi3

I[IBE-IM [Ipoctuii 6ynbo3HMI enigepmonis, miarun Jayninra-Meapa

PJIGE PenecuBnnii auctpodiyanii OyITb03HUNA enigepMoIti3

PABE-BI' PenecuBanii quctpodiuanii OyIb03HUH €MiAepMOITi3-BaXKUH
TeHEepai30BaHUI

RNI Hopma crioxuBaHHS TO)KMBHUX PEYOBHH

EAR Menianna no6oBa norpeda

SMAR CHTiKOHOBUH MeIUYHU 3aci0 [ 3HATTS aAre3uBHUX MoB 130K (Silicone

medical adhesive remover)

II. CHHTE3 HACTAHOBUA

3a mporoTun AJANTOBaHOi KIIHIYHOI HacTaHOBU «bymbo3Huil emizepmodniz» B3aro KiiHiuHy
HacTaHoBy «Best practice guidelines for skin and wound care in epidermolysis bullosa»
(Dystrophic Epidermolysis Bullosa Research Association International, 2012).

JlonaTkoBi 10Ka3u BKJIIOYEHI 3 iHIIUX JKepeJt:

1. Fine JD, Hintner H (eds) (2009) Life with Epidermolysis bullosa. Etiology, Multidisciplinary
Care and Therapy. Wien New York: Springer

2. Pope E, Lara-Corrales I, Mellerio JE, Martinez AE, Schultz G, Burrell R, Goodman L, Coutts
P, Wagner J, Allen U, Lee M, Tolar J, Sibbald RG. A Consensus Approach to Wound Care in
Epidermolysis Bullosa J Am Acad Dermatol. 2012 Nov; 67(5):904-17

3. Moss C, Wong A, Davies P (2009) The Birmingham Epidermolysis Bullosa Severity score:
development and validation. Br J Dermatol 160:1057-1065

4. Occupational Therapy in Epidermolysis Bullosa. A Holistic Concept for Intervention from
Infancy to Adult. Hedwig Weib, Mphil. Florian Prinz. 2013 Springer-Verlag Wien

5. Jlerckasa nepmaromnorus. Juddepenunanbrias 1MarHoCTUKA U JICYEHHE y IeTel U MOJPOCTKOB.
Ilerep I. Xérep. Ilom pemakumeir akagemuka PAMH, n.men.H., mpodeccopa A.A.KybGaHoBoii,
TOKT.Me.Hayk, mpodeccopa A.H. JIsBoBa. [lepeBox ¢ Hemenkoro nokT.Mezd.Hayk, mpodeccopa B.IL.
Anackesnua. bunom. Mocksa, 2013.

6. Epidermolysis Bullosa and its Treatment. Wounds. 2001;13(3)

Ilepeomosa pooouoi epynu 3 adanmauii K1iHiYHOT HACMAHOB8U
3a memoro «Bynvoznuil enioepmoniz»

Bnpoooesoic ocmannix Odecamupiuv y 8cvomy cgimi 0nsi 3a0e3nedents AKOcmi i epexmuenocmi
MeOuuHoi donomocu, Ons CmeopeHHs AKicHux Kiainiunux npomoxonie (Clinical Pathway) ma/abo
meouunux cmanoapmie (MC) sk mpemunne 0dxcepeno 00KA3080i MeOUYUHU BUKOPUCTNOBYIOMbCSL


http://www.ncbi.nlm.nih.gov/pubmed/22387035

Kiniuni nacmanosu (KH).

Kniniuna nacmanoea (Clinical practice guidelines) — ye Ooxymenm, wo micmumo
CUCTNEMAMUZ0BAHI NOTONCEHHS. CMOCOBHO MEOUYHOI ma MeOuKo-coyianbHoi 0onomoau, po3pooneHi 3
BUKOPUCTAHHAM MeMmOo00a02ii 00KA3080i MeOUYUHU HA OCHOBI NIOMBEPONCeHHS IX Haldiunocmi ma
dosedenocmi, i Mae Ha Memi HAOAHHSA OONOMO2U JIIKAPIO | NAYIEHMY 8 NPUUHAMMI PAYIOHAILHO20
PIWEHH s 8 PI3HUX KAITHIYHUX CUNYAYIAX.

Bionosiono 0o nonoscenv naxazy MO3 Vrpainu 6io 28.09.2012 p. Ne 751 «llpo cmeopenns ma
BNPOBAOICEHHS MEOUKO-MEXHONLOIUHUX OOKYMEHMI8 31 cmanoapmu3ayii MeouyHoi 00nomocu 6 cucmemi
Minicmepcmea oxoponu 300pos’si Ykpainuy, sapeccmposanoeo 6 Minicmepcmsi wocmuyii Ykpainu
29.11.2012 p. 3a Ne 2001/22313, cmeopenns KH 6 Ykpaini 30iicHIOEMbC wiisxom adanmayii edice
ICHYIOUUX KIHIYHUX HACMAHO8, AKI pO3pOo0ONeHl Ha 3acadax 00KA3080i MeOUYUHU )Y 8I00MUX CIMOBUX
yenmpax — NICE (Auenis), SIGN (Illomnanois), AHRQ (CILLA), HEN WHO (BOO3), NZGG (Hosa
3enandis) ma in. Kniniuni nacmanosu, sxi po3pooneni Ha HAyKo8ill OCHOBL, MAIOMb OCHOBHI O3HAKU, WO
8i0N06i0a0mMv HA36I, BUSHAUEHHIO MA 3MICIY KAIHIYHUX HACMAHO08, a came:

® HAABHICMb NepeiKy YleHi8 MyIbmMUOUCYUNIIHAPHOT po6o4oi epynu;
® HAABHICMb 306HIUHIX DEYEHIEeHNIE,

® guU3HAUEeHHs 0amu nepe2iady KIiHIYHOI HACMAaHO8IU,

® HAABHICMb WIKAU PIBHIE 00KA3I8 ) KIIHIUHIU HACMAHOBI,

® CNUCOK nepwiodxcepen imepamypu (cmammi 3a pe3yiomamami panoOMi308aAHUX KIIHIYHUX
00CNiOIHCEHDb, MEMA-AHANI3U, 020U ATMeEPaAmypu) moujo.

Aoanmosana  kniHiuna Hacmaumoeéa 3a  memoro  «bynvosuuii  enioepmonizy  cmeopena
MYTbMUOUCYUNTIIHAPHOIO  pobouoto  epynoto MO3  Vkpainu Ha ocHosi opueinanvuoi  Kniniunoi
nacmanosu «Best practice guidelines for skin and wound care in epidermolysis bullosa. International
consensus» 2012 poky, sKka Oyla nonepeoHbO OYIHEHA 2pYyNnoi eKcnepmié 3a O00NOMO20I0
Onumysanvnuka AGREE. Pe3ynomamu oyinku 3a00KyMeHmMoOBaHi 1 30epiecalomvcsi y pooOOYuUx
mamepianax epynu. Mexanizm adanmayii nepedbauae 8HeceHHs 8 OPULTHANbHUL MEKCM HACMAHOSU,
AKUl 3anumaemscs HesminHum, Komenmapie pobouoi epynu, 6 sakux 6i00U8AEMbC MONCIUBICHID
BUKOHAHHA MUX YU iHwux nonoxcenv KH 6 peanvHux ymosax HayioHanbHOi cucmemu 0XopoHu 300p08 s,
00CMYNHICMb MeOUYHUX 8MPYUaHb, HAABHICMb 3apeccmposanux ¢ Ykpaini nixis, wo 3azuaveni y KH,
8I0N0GIOHICMb HOPMAMUBHOI 6A3U WOOO OP2AHI3AYIUHUX 3ACA0 HAOAHHA MeOUYHOI 00NOMo2u Moujo.

3anpononosana adanmosana KMIHIYHA HACMAHO8A He NOBUHHA PO3YIHIOBAMUCHL K CMAHOApM
MeOuuHo2o niKkysauHs. [ompumanus nonoxcenv KH He capanmye ycniwno2o NKy8aHHsA 8 KONCHOMY
KOHKDEMHOMY UNAOKY, il He MOXCHA po321a0amu K NOCIOHUK, WO BKIIYAE 6CI HeOOXIOHI Memoou
NiKy8auHs abo, Hagnaku, euxaouac inui. Ocmamoyne pilenHs Cmoco8HO 8UOOPY KOHKPEMHOI KNIHIYHOT
npoyedypu abo niauy AiKy8anHs NOGUHEH NPUUMamu JiKap 3 ypaxy8aHHaM KIIHIYHO20 cmawny nayieuma
ma Mmodxcausocmeti OJisi NPOBEOEHHs 3aX00i8 OIaeHOCMUKU [ JIKVBAHHA ) MEOUYHOMY 3aK1aoi.
Aoanmosana kainiuHa Hacmanosa « bynvoznuil enioepmonizy», 6iON0BIOHO 00 C8020 U3HAYEHHS, MAE HA
Memi HA0aHHs: 0ONOMO2U JIIKAPIO | NAYIEHMY 8 NPUUHAMMI PAYIOHANTbHO20 PIULeHHs 8 PI3HUX KIIHIYHUX
cumyayisax, ciyeye iH@GoOpMayitiHow RIOMPUMKOWO WOO0 HAUKPAWOi KAIHIYHOI NPpAKmuKu HA OCHOBI
00Ka3i6 eheKmu8HOCMi 3aCMOCYB8AHHS NeGHUX MeOUYHUX MEXHON02Il, IKI8 ma Opeani3ayitiHux 3acao
Mmeouunoi oonomoau. Bnposaoscennus KH 3 diaenocmuku, npoghinakmuxu ma nikyeanus BE 0ozeonums
88ecmu 8 NPAKMUKY OXOPOHU 300p0o8’si VKpainu 00Ka306i nioxoou 6edeHHs NayieHmis, SKi
cmpaxcoaroms Ha Yo NAMoo2IH.

Kniniuna nacmamnosa — ye pexomenoayitinuii OOKyMeHmM 3 HAUKPAWOi MeOUYHOi NpaKmuxu,
3acHO8aHOI HA 00Ka3ax eghekmuenocmi, 8 neputy uepey, 0 NPAKMUKYyIOYUx 1ikapie, AKi Ha0aroms K
NePBUHHY, MAK i 6MOPUHHY MEOUUHY OONOMOZ).

Ha ocnosi Aoanmoeanoi xniniunoi nacmanosu «bynvosuuii  enioepmonizy poboua epyna
po3poduna VHigixosanuti KIiHIYHUL NPOMOKONL MeOuyHoi donomozu « Bynvoszuuii enioepmonizy, y akomy
BUKOPUCMAHI O0KA308i NONI0XCeHH A0anmosanoi KNiHIYHOI HACMaHo8u Wooo eheKmueHoOCmi MeOUIHUX
8MPYUaHb, AKI MAKONC CIY2Y8alU OCHOBONW OJisl BUSHAYEHHS IHOUKAMOPI8 AKOCMI HAOAHHS MeOudHOl
odonomoau nayieumam 3 6Y1bO3ZHUM eni0epMONI3OM.

IIpeocmasnena adanmosana KliHiuHa Hacmanosa mae Oymu nepeziinyma He nizuiwe 2019 p.
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MYTbMUOUCYUNTIHAPHOIO POOOYOIO 2PYNOIO 3a YYACMIO 20]106H020 ho3awimamuozo cneyianicma MO3
Vkpainu, npakmuxyrouux nikapie, Axki Ha0aromsv NEPEUHHY I GMOPUHHY MeOUUH)Y OONOMO2Y, HAYKOBYIS,
0p2aHi3amopie O0XOPOHU 300p08’sl, NPeOCMABHUKIE 2POMAOCbKUX Op2aHizayill, sKi 3ayiKaeneHi y
niosuuieHni sKkocmi meOudHoi donomozau, ma iu.

II1I. AHAJII3 ITPOBJIEMHU TA AKTYAJIBHICTb KJITHIYHUX HACTAHOB
AHaJii3 npodseMu 0yJIb03HOI0 eMiIepMoJIi3y Ta AKTYAJIbHICTh JaHUX KJIIHIYHMX HACTAHOB

Fine JD, Hintner H (eds) (2009) Life with Epidermolysis bullosa. Etiology, Multidisciplinary Care
and Therapy. Wien New York: Springer

bynvosumii emigepmoni3z (BE) BpomkeHmii — 11¢ Tpyma TEeHETHYHO Ta KIIIHIYHO TeTEePOreHHUX
3aXBOPIOBaHb, K XapaKTEPU3YIOThCS YTBOPEHHSIM Ha IIKIpl Ta CIM30BUX 00O0JIOHKAX MIXypiB Ta €po3iit
B pe3y/bTaTi HE3HAYHOTO TEepTs ab0 TpaBMHU. UMCIICEHHI MO3aIIKipHI MPOSBU, TaKl SIK MiXypi Ta epo3ii
POTIBKH Ta CIM30BHUI OOOJIOHOK, TIMOIUIA3is eMaii, CTeHO3W ab0 CTPHUKTYpH JMXAIbHOI, MUIYHKOBO-
KHIIKOBOI Ta YPOTCHITAJIbHOI CHUCTEM, aTrpe3is muIopycy, M's30Ba IUCTpOdis Ta paK MOXKYTh
cyrnpoBoKyBaru pi3ui miarunu BE.[3]

3axBOpIOBaHHS TMOMIMPEHE Yy BChOMY CBITI Ta MOXE BHUSBISATHCS Y BCIX pPacoOBUX TIpyIax.
YenankoByeTbest 3a 3akoHamMu MeHzaens, nepenarodu JAedeKTHUH TeH ayTOCOMHO-JIOMIHAHTHO a0o
ayTOCOMHO-PELIECUBHO.

bynbo3Hmil emigepmoii3 € OOHUM 3 HaMBaXKYMX CHAIAKOBUX JAepMmaro3iB. Yacrtora B CBITI CKIajae
6mu3bpKo 17 HOBOHapopkeHKX 3 BE Ha MiNbIOH )KMBHX HOBOHAPOIHKCHHX.

«Best practice guidelines for skin and wound care in epidermolysis bullosa
(Dystrophic Epidermolysis Bullosa Research Association International, 2012)

Ocranns xnacudikamis BE, 3arBepmkena B 2008 pori, Bxitouae gotupu ¢popmu BE B 3anexxHocTi Bin
piBHA ypaxkeHHs Kipu/eniaepmicy [1]. Jlo HUX BXOOUTH:

- [Ipoctuii BE (I1BE);

- Mexesuit BE (MBE);

- Juctpodiunnii BE ([ABE);
- Cunapom Kinnnep.

CrninpHoto o3Hakor g ycix ¢popm BE € TenmeHuis 1o yTBOpeHHsSI MIXypiB Ha IIKIpl 1 CIM30BHX
000JIOHKaX Ta IXHbOTO MOILIKOKEHHS B Pe3YJIbTaTl MIHIMAJIbHOIO TepTs (JIOTUKY) YU TPABMYBaHHS.
Baxkicte BE Bapitoe BiJ yTBOpEHHSI IPOCTUX MIXYpIiB BHACIIOK TpaBMaTU3alli pyK Ta HII, 0COOIMBO
B TEIUly MOrojy, A0 BMIAJAKIB CMEpPTI B PaHHbOMY JAWTHMHCTBI BHACIIJOK IMOIIKOKEHHS TOpTaHi Ta
3aTPUMKHU PO3BUTKY.

Icnye 6inpme Hik 30 miatumie BE [1]. Xowa mintunu BE 3 nmerkum nepebirom mos's3aHi 3 Maiixe
HOPMAaJIbHUM >KUTTSAM 1 MiHIMQJIbHUM BIUIMBOM Ha CJIM30Bi OOOJIOHKM 1 BHYTPIIIHI OpraHy, HaOLIbII
BaXKI pelecuBHI (OpMU NPU3BOAATH 10 1HBAJIIAM3AIlll, YIIKOJKYIOTh 0araro OpraHiB 1 HEraTUBHO
BIUTMBAIOTH SIK HA AKICTh KHUTTS, TaK 1 HA HOTO TpUBAIICTS. [1, 2]

VY 3B’s3Ky 3 BIACYTHICTIO AIarHOCTHKHM, 4YacTo mpocTi (opmu BE He BUSBIAIOTH, BUCTABISAIOUU
MIOMUJIKOBHH JiarHo3.

CrarucTuka

3rigHO 31 CTaTUCTHYHUMH JaHUMH, 310paHUMHU 3a JONMOMOror HarlioHanbHOTO peecTpy OYylIbO3HOTO
eminepmonizy CIIA Ta mocmimkenp “Great Ormond Street Hospital and St John’s Institute of
Dermatology London”, B Aurnii 20 BunagkiB BE Ha 1 MinbiioH )KHBUX HOBOHApOKEeHUX. TouHe 4ncio
He Bimome, anme 3rigHo 3 pospaxyHkamu B CIIIA 6muspko 25 000-50 000 xBopux 3 BE, a y
Benukoopuranii 5 000 xsopux 3 BE. (http://dermatology.stanford.edu/gsdc/eb_clinic/eb-fags.html)




Komenmap pobouoi epynu.

YV 36’a3ky 3 eiocymuicmio Oepoicasnoz2o peecmpy nayienmie 3 BE 6 Ykpaini, mouni oani wo0o
Kinbkocmi yux xeopux eiocymui. 32iono 3 oanumu peecmpy MI'O «/lepwamonoeu — [imawy (Llenmp
lleopa Vxpaina) cmanom na 21.10.2015 p. 6 Ykpaini € 154 ocobu, xeéopi na BE (ye nuwe mi, npo axux
Ham 8idomo). brauzvko nonosunu cmpadxcoaiomv Ha nezky ¢gopwy BE, a inwi maroms cepednvoi
8AACKOCMI MA 8AANCKY (POPMU 3 NOUUPEHUMU YPANCEHHAMU WIKIPU MA CIUZ08UX 0DOJIOHOK.

3azanvhi gi0omocmi npo 0y1b03HUIL enidepMoi3

Ilepwi npossu 3axeoprosants Hauvacmiule 3'A671A10Mbcsi N0 4aC HAPOONCEHHS abO NPOmMA2oM
0eKibKOX OHi8 nicis Hapoodicenus. Jluwe npocma gopma (3a sunsimrom niomuny Jaynine-Meapa), a ye
oausvko 60% 3 ycix suasnenux Ha oanuti momenm xeopux Ha bBE 6 Vkpaini (nposaensemocsa nisniwe (3 5-
6 micsayie 00 2-x poKis).

IIpossu BE cymmegum uuHom 6niusaioms Ha AKICMb HCUMML NAYIEHMIE ma iX pOOUH He MITbKU Y
Gizuunomy, ane i y ncuxonocivnomy ma coyianrbnomy acnekmax. Ilocmitina nasenicms mixypie ma pam,
KD CYNpo8o0xCYIombcs bollem ma ceepOisceM Npu 8aNCKUX (PopMax, 6eluKki NIowi ypajdceHHs ma
VCKNIAOHEeHH s, AKI npu3eo0simsb 00 [HeaAniousayii, cmaroms NPUYUHOIO PO3BUMK)Y He8POMUYHUX CMAHIE
nayicHmis, w0 3yMONIOE iX coyianvHy oOe3adanmayiio, YCKIAOHIOE Npoyecu HABYAHHA, npayi ma
gionouunxy. lLle, 6 ceoi0 uepey, 3YMOBNIOE 3HAYHI EKOHOMIYHI SUMPAMU, NOB'A3AHI 3 0021A00M,
JUKYB8AHHAM MA NPOQINaKmuKoro yCKIaoHeHb ceped NayieHmis 3 cepedHboio ma eaxckoio popmamu BE.

Tax sk BE — ye 3axeoprosanis, sike NPOAGIAEMbCA He UULe YPANCEHHAM WIKIPU, ane Ul CIU308UX
000JIOHOK, WO NPU3BOOUMb 00 YCKIAOHEHb | 8 THWUX Op2aHax, 0aHy namoao2ito NOmpioHo po3enadamu,
BUKOPUCTOBYIOYU MINCOUCYUNTTHAPHUL NIOXI0 00 diaeHOCUKY ma NiKY8aHHS, W0 8I0N0GIOHO UMA2ae
CMBOPEeHHsI 0aHO20 OOKYMEHM) HA OCHOBI KPUMUYHOI OYIHKU HASAGHUX KAIHIYHUX NI0X0018 V 8IMYUSHAHIU
ma 3apyOincHill npakmuyi.

HinboBi kareropii cmemiagdicTiB Ta @QaxiBuiB, siKi MOXKYTh BHKOPHMCTOBYBATH Wi KJiHIYHI
HACTAHOBH

. JIikapi quTs4i JepMaToBEHEPOJIOTH
. Jlikapi-gepMaToBEeHEPOIOTH

. Jlikapi-HeoHaTon0r"

. Jlikapi-niegiarpu

. Jlikapi tuTs4i Xipypru

. Jlikapi-xipypru

. Jlikapi-koMOycTion0TH

. JIikapi 3araabHOT IPAKTUKHA — CIMEHHOT MEIUITUHU

O 00 1 &N L B W N =

. Oprasizaropu 0XOpOHH 3/10pOB’si

Hinboi kaTeropii namieHTiB, sIKi MO’KyTh BUKOPHCTOBYBATH Li KJIIHIiYHI HACTAHOBH

1. litu Ta nopocaii, xBopi Ha BE.

2. Unenu poawH, 6JU3bKI POWYl TAIIEHTIB, SIKI CTpaXaaroTh Ha BE, mepconan quTsdux 3akiajiB, SKui
3MIMCHIOE OIS 3a AITHhMHU, SIKi cTpaxaaroTh Ha BE.

MeTono0J10risi TA CHHTE3 JaHUX

st amantanii Ta popMyITIOBaHHST OCHOBHHMX TOJIOKEHB ITUX KJIIHIYHUX HACTAHOB Oy BUKOPHCTaH1
MPOTOTHUIIU Ta MEPIIOKEpeNia, MPUCBIYSHI TUTAHHIM J1arHOCTHUKH, JIIKyBaHHS Ta npodinaktuku BE. B
poJli TPOTOTHMIB BHUCTYNAIM KJIIHIYHI HACTAaHOBM MDKHApPOJHOTO Ta HAIIOHAIBHOTO PIBHIB
(mpencraBieH! HUXKYE B MAPO3/ILIT «CHHTE3 TaHUX)).

KitrouoBi kITiHIYHI TUTAHHS 1711 BUCBITJICHHS Y IaH1i HACTaHOBI:
1. Knacudixkauis BE.
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2. Jliaraoctuka BE.

3. Kniniuni nposisu BE:

3.1 Lkipni nposisu BE

3.2 lNo3amkipHi nposiBu BE Ta ycknanuenus BE
4. Innexcu Baxxkocti BE.

5. JlikyBanus BE:

5.1 Jlornsin 3a paHaMu Ta MIKIPOTO:

a) oI 32 paHaMU Ta IIKIPOr0, BUKOPHUCTaHHS nepeB's3yBaibHoro Marepiany npu [IBE, MBE, JIBE Ta
cunapomi Kinmep;

0) momsi 3a HOBOHapoKeHUMU 3 BE;

B) fomisn 3a namieHTamu 3 BE B onepartiiiniii;
r) 1omisia 3a ractpoctoMoro npu BE;

5.2 O6po06ka panu npu BE.

5.3 JlikyBanbHe xapuyBaHHs rnpu BE.

PiBHi nokazoBocrTi

1++/4/- KouTponboBaHi JOCTI/DKCHHS, HANpPUKIad, BEJIMKI  pPaHJAOMI30BaHI  KOHTPOJIbOBaHI
JOCIIPKEHHS, JJaHI MeTa-aHalli3y ab0 CHCTEeMaTHYHOTO OTJISITY.

2++/+/- HexoHTposIbOBaHI OCIIKEHHSI, HAIPUKIIAA, KOTOPTHI JAOCITIKCHHS Ta JOCIIHKCHHS THITY
BHITaIOK-KOHTPOJIb.

3 HeananituyHi A0CHIIKEHHS, HATPUKIIA/I, ONMC OKPEMOTO BUMAIKy ab0 cepii BUMAaIKiB.

4 BUCHOBKH €KCIIEPTIB.
(amanroBano 3rigno 3 kauroro SIGN 50 — A Guidline Developer's Handbook. Scottish Intercollrgiate
Guidlines Network, Edinburgh, 2008)

Cryneni 10ka30BOCTI
(3BepHiTh yBary: CTymiHb 3al€XHUTh BiJ PIBHS J0Ka3iB, 1[0 0€3MOCEPEIHBbO CTOCYIOTHCS LIIbOBOI
KaTeropii 4 B1100pa)aroTh MOCIIOBHI PE3yIbTaTH)
A HasBHi nmpuHaiiMHI OAMH MeTa-aHami3 uu cuctemarnyHuii ornsg PKJI, mo omineni sk 1++; abo
Oe3rocepeHi Marepiaau JOCIIIKEHb, 1110 OIfiHeHi sk 1 +
B besnocepeani marepianu JAOCHIKEHb, L0 OLiHEHI sK 2++, abo eKcTpamossuii JOCHIiIpKeHb, 10
orineni gk 1++ abo 1+
C besnocepenni marepiaiu JOCHIKEHb, 10 OL[iHEHI K 2++, a00 eKCTpamossLii AOCHiKEeHb, 110
OIliHEH] 5K 2+
D HocmimkeHHs, mo oiiHeHi, sk 3 abo 4 piBHI J0Ka30BOCTi; a00 EKCTPAMoALii JAOCTIIKEHb, IO
OIliHEH] 5K 2+
(amanrroBano BianmoBigHO 10 SIGN 50, 2008 sk BKa3zaHO BHIIIC)

CUCTEMATWUYHUI OIJIA[] JIITEPATYPU

BuxopucTaHo HacTymHYy MOIIYKOBY CTpaTEriio: TOMIA] 3a Kipoto Ta paHamu npu BE. Byno nposeneno
BY3bKOCIIEL1a1130BaH1 MOUIYKHU CIieniaii3oBaHoi iH(opMarllii nopss i3 po3MUPEHUMH JTOCIKEHHIMU.
JlogaHo mi3HilIe TakoX crneru@iyHi acleKTH.

Buxopucrano mxepena: bpurancekuil mocioHuk s mencecrep, KokpaniBebka 6i0mioteka, Embase,
Google, Google Scholar, Medline, Science Direct, Scopus, marepianu HauionansHoro I[HcTUTyTYy
Kniniynoro VYnockonanenns, [lornanacbkoi MiKYHIBEPCUTETCHKOI MEpeXi MO po3poOIl KIIHIYHHUX
HactanoB (SIGN), marepianu MiHicTepcTBa OXOPOHHU 370POB'S.

[TomrykoBi TepMiHU:
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- BysbkocrierianizoBaHi JOCTiIKCHHS:
bynwo3uuii eninepmonis abo BE 1 mikyBaHHs paH, abo qomis 3a MIKiporo, abo mepeB'si3Ka paHw,
abo JepMaroIoris.

- PozmupenHi gociipKeHHs:
bynwo3uuii emiaepmoniz abo BE, a6o panu, abo XpoHiuHi paHH, ab0 He3aroroBaHi paHH, abo
MOLIKO/DKCHHST MIKipH, ad0 MOopaHeHHsA, ad0 JOIIsAN 3a paHowo, abo IOmsA 3a MIKiporo, abo
nepeB's3ka paHu, abo paHIOMi30BaHE (BUITAJIKOBE) KOHTPOJIbOBAHE JOCIHIKEHHS, a00 KITHIYHE
JIOCITIKCHHSL.

— [Tomyk 3a cnenudiuanmu kputepismu — bE Ta ekcynar:
bynwo3uuii enigepmoniz abo BE, abo mormsaa 3a panoro, abo JomIA 3a MIKiporo, abo mepeB'sizka
paHu abo mepMaTonoris, ado ekcyaar, abo BUIUICHHS €CKyIary Ta iHIII.

— [Tomryk 3a cnenudiuanmu kputepismu — bBE Ta cBepOixk:

Bynwoznmii emigepmoiiz abo BE 1 qorisin 3a panoro, abo qomis 3a mKiporo, ado MIKIpHUMHA
MOKpHUBaMH, a00 TIepeB's3ka paH, abo AepMaroIoris, abo mpypitym, abo cBepOiK.

— [Tomryk 3a cnenudiuanmu kputepismu — BE Ta OuHTyBaHs pyK:
bynbo3uwuii enigepmonniz ado BE, abo gomisa 3a paHoro, abo I0ris 3a MIKIpOIo.

- [Tomryk 3a cnenudivanmu kputepisimu — BE Ta cumikoHOBI MeuyHi 3ac00U 111 BUJATICHHS
Bbynbo3nwmii emigepmortiz ado BE, abo gorisa 3a paHoro, abo qomIs 3a MKiporo, ad0 MIKipHUMHU
MMOKPUBaMH, 200 JIEPMATOJIOTIS Ta CHUTIKOHOBI MEIMYHI 3aCO0M JIJIs1 BUIaJICHHS.

— [MTomyxk 3a cnenniyHIMH KPUTEPISIMH:
bynbo3uwuii enigepmoniz abo BE, abo gorsz 3a panoro, ado 1oz 3a MKiporo, a0 MIKIpHUMU
MOKpHUBaMH, a0 JepMarosioris, abo KpoBoTedi, a00 3HAYHI KPpOoBOTEUi, a00 3araibHi KPOBOTEUI.

— [Tomryk 3a cnenugpiYHUMH KPUTEPISIMHU:
bynbo3uwuii enigepmoniz abo BE, abo morsig 3a panoro, abo Jomis 3a MIKIPOkO, a00 MIKIPHUMHU
MOKpHUBaMH, a00 AepMarToIoris, abo 3704KICHI YTBOpEHHSs, a00 MIOCKOKIITUHHUN PaK MIKipH.

IV. JIATHOCTUKA TA OIIHKA CTYIIEHSA BA’XKKOCTI HEPEBIT'Y BYJIbO3HOI'O
EINIAEPMOJII3Y

4.1. KNIACU®PIKAIIA BYJIBO3HOI'O EINIAEPMOJII3Y
Kniniuni ¢popmu 3aXBOprOBaHHS Ta TUIIOBI MPOSBU OYILO3HOTO €MiAePMOTi3y

Knacudixanuis 2008 poky. Jlana kinacudikaris Oyna neperisiHyTa i copMoBaHa MIXXHAPOAHOIO I'PYTIO0
excneptiB y Binni B TpaBni 2007 poky. Ilepersia knacudikaiiii mpoBOIUBCS 3 METOI0 BKJIIOYEHHS 10
nonepeaHboi kiaacudikamii 2000 poxy HoBux onucanux niatuniB BE ta nonaBanus 4 ¢opmu BE —
cuapomy KiHyep, OCKIIBKM BIH HPOSIBISIETCSA SK CHAJAKOBUH MEXaHOOYIbO3HHMM Jepmaro3, Mnpu
SIKOMY YTBOPEHHSI MIXypiB MOXe€ B110yBaTHCs Ha PI3HUX PIBHSX.

Fine JD, Hintner H (eds) (2009) Life with Epidermolysis bullosa. Etiology, Multidisciplinary Care
and Therapy. Wien New York: Springer

Ta6amus 1. HoBa kiacugikanisi ocHoBHuX TuniB Ta migTunis BE

Dopmu T'osoBHi miaTHIN Binkn, B renax sikux
Bif0yBaeThCs MyTalis
[Ipoctuit BE Cynpab6azanpauii npoctuii BE [Mnakodinin-1, recMoruiakis,
a1 (?)

Keparus 5, xeparus 14, miuektus,

bazanpHuii mpoctuit bE .
a6p4-1HTerpun

Jlaminin-332 (namiHiH 5)

MexeBuit BE Mesxesuii BE, miarun Xepritia
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DopMmu TIosoBHI migTHIN Binku, B reHax sikKux
BiI0yBaeThCsl MyTallif

Mexepuii BE, iH11i miarumnm Jlaminin-332, xonared XVII tumy,
a6B4-iHTerpuH

Huctpodiunuii BE JlominanTHu# auctpodiunuii BE
Konaren VII
Cunapom Kinpep PenecuBuuii quctpodiunuii BE Konaren VII
Kinmnig-1
Tadoauusa 1.1. HoBa kiaacugikaunis nmpocroro BE [1]
T'ooBHI THIIN Higrunu npocroro BE Binku, B reHax aKux

Bi10yBa€ThCs MyTalis

CymnpabazanbHuii Jlemanvnui akaumonimuynuti BE JlecMormiakin
npoctuii bE

bBE 3 giocymuicmio niako@ininy [Tnakodinin-1
Tlosepxnesuti npocmuti BE ?
basanbruit npoctit BE  j1okanisosanuit npoctuii BE (a) Keparun 5, keparun 14

[Tpoctuii BE, migtun Hayninra-Meapa  Kepartus 5, keparun 14

[Ipoctuii BE, renepanizoBanuii inmmii  Kepartun 5, kepatun 14
(ue Hayninra-Meapa) (0)
Ilpocmuii BE 3 naamucmoro

/ ; Keparun 5
niemMeHmayicio

IIpoctuii BE 3 M's130B010 AucTpodieto
Hp - i ) pod ITnexktun
ocmuii BE 3 ampesieto ninopyc .

P P Py [TnektuH, a6P4-iHTErpUH

Aymocomno-peyecusnui npocmuti BE

Keparun 14
11, 1 BE, 7
[pocmuii BE, ocnacvkutl s D
1] 1 BE, mi i
[pocmuu Migpyrouu Keparu 5

Kby enooionuil

PinkicHi miaTUTIA BUIITIEHT KYPCHUBOM.
(a) Panime na3zuBaBcs npoctuid BE, mintun Bebepa-Kokeitna

(6) Brirouae Bumanku, siki panime kiacudikyBaiuch sk npoctuit BE, miarun Kebnepa
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Ta6auus 1.2. HoBa knacugikaunia me:xxkesoro bBE [1]

TlosioBHI THIIN

ITinTunm mexxkeBsoro bE

Binku, B reHax AKux
Bin0yBaeThcsl MyTaLif

Mexesuit BE, Tun
Xepamitua

Mexesuit BE, Tum ne-
Xepmitua

MesxeBuii BE, miatun ve-Xepmitia,
reHepatizoBanuii (0)

Mesxesuii BE, miarumn ne-XepiTia
JIOKAJTi30BaHUN

MesxeBuii BE 3 aTpesiero nitopycy

Meorcesuii BE, ineepcruti

Meosicesuii BE 3 niznim nouamkom (8)

Jlapureo-oHixo-KymaHHul CUHOPOM

(JIOK-cunopom)

Jlaminin-332

Jlaminin-332, xonaren XVII tuny

Komaren XVII tumy

06p4-1HTErpUH

Jlaminin-332

0.3-JTaHIIIOXKOK JIaMiHiHYy-332

(a) PigkicHi migTUIIN BUALIEHI KYpPCHBOM.

(0) Panime HazuBaBcs reHepaiizoBaHUM aTpodiyHUM 100posikicHuM BE.

() Panime Ha3uBascs nporpecytouum bE

Tabauus 1.3. HoBa knacugikania gucrpodiynoro BE [1]

Tosi0BHI THIIN

JomiHaHTHUN
muctpodiunuii BE

HiaTnmm mucrpodivynoro BE

JlominanTHU# nuctpodiunuii BE,
TeHepai30BaHMI

Hominanmuui oucmpoghiunuii bE,
nepugepuyrutl

Hominanmuuui oucmpoghiunuii BE,
npemioianvHull

Hominanmuuu oucmpoghiunuii BE,
npypiciHo3HUll

Jominanmuuti oucmpodghiunuii BE 3
BPAJICEHHAM JIUUe HIeMIEg

Hominanmnuti oucmpoghivnuii bBE,

0Y1b03HUL 0ePMOTII3 HOBOHAP OOHCEHUX

Binku, B reHax aKux
Bin0yBaeThcsi MyTalif

Komnaren VII tumy
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T'osoBHI THIIN Higrunm mucrpodivnoro BE Binku, B reHax sikKux
BiI0yBaeThCsl MyTallis

Penecusnanii Peuecunuii muctpodiuamii BE,

muctpodianmii BE BaYKKU TeHepalli30BaHuH (a) Komnaren VII Tumny

Peunecunuii muctpodiuamii BE,
TeHEepai30BaHUI THIIHIA

Peyecusnuii oucmpodghiunuii BE,
iHgepcHul

Peyecusnuii oucmpodghiunuii BE,
npemioianbHull

Peyecusnuii oucmpodghiunuii BE,
npypiciHo3HUl

Peyecusnuii oucmpodghiunuii bBE,
yenmpunemanibHull

Peyecusnuii oucmpoghiunuii BE,
0V1bO3HUL 0ePMOIi3 HOBOHAPOONCEHUX

(a) PiakicHi miATUTIA BUIITIEH] KYPCHBOM.

(0) Panime nazuBaBcs periecuBHUM auctpodiunnM bE, mintun Annono-Cimenca

4.2. NIATHOCTHUKA BYJIbO3HOI'O ENNIJAEPMOJII3Y
MopdoJioriuna giarnocruka [3]

Fine JD, Hintner H (eds) (2009) Life with Epidermolysis bullosa. Etiology, Multidisciplinary Care
and Therapy. Wien New York: Springer

Ceéimnosa mikpockonisn
Osnaku BE npu c68imnogitl MiKpoCKonii

[Ipoctuit BE xapakrepusyeThcsi HasSBHICTIO BHYTPIIIHBOETIIEPMAIBHUX MIXypiB — 3a3BHYail Ha PiBHI
6azanpHOrO Mmapy emijgepmicy. Ha kopucTh TOro, mo Mixypi BHYTpPIIIHBOEMiAEpMallbHi, CBIIYUTH
IATOJII3 1 BaKyoJi3amis KIITUH 0a3zanbHOro 1mapy oirst mixypis. [Ipu nmpoctomy BE [layminra-Meapa B
COCOYKOBOMY IIapi JepMH MOXKYTh BUSBIATHCH €03uHO(DIIM (03Haka Hecneuupiuna). [Ipu nmpocromy
BE 3 M's30Bor0 mucTpodi€ero Mixypi 3aBXKAN PO3MINIYIOTHCS O€3MOCEpPEeHBO HAJ TeMiIeCMOCOMaMHU.
ITpu nosepxHeBomy npocroMy BE Mixypi yTBOPIOIOTBCS MiJl pOrOBUM IIAPOM €MiIepPMIcCy, 110 Haramye
aKpaJbHUHA THI BPOIKEHOTO CUHAPOMY JYIICHHS IIKIpH.

Mexesuii BE mposiBnserbes cybemnigepMaibHUMU Mixypamu, oomexxeHumu 3Hu3y LIIMK-no3uTtnBHOO
6azanpHOI0 MeMOpaHoto. [Tpu cymyTHii arpodii mIKIpH BHIHO BUTOHYEHHS €MiAEPMICY Ta 3TIIAXKEHHS
M1)KCOCOYKOBHX MPOMIXKKIB emniepmicy. Ha micii py6uiB BunHO hi6po3 aepmu.

Huctpodiuamii BE xapakrepusyeThcsi cyOemigepMaJIbHIMH MiXypaMH TPH BiJICYTHOCTI 3alaibHOTO
iH}nbTpaTy B AepMi. B omMHMYHUX BUMagkax B JepMi 3yCTpi4alOThCsl HEUHCENbHI eo3uHodinu. Yacto
CIOCTEpIraloThcsi moBepxHeBu (Piopo3 mepmu Ta mimiymu. [HIMK-mo3utnBHa 6azanpbHa MemOpaHa
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3HAXOJIUTHCS MOBEPX MiXypiB.
Heooniku ceimnosoi mikpockonii

3BHYaiiHa CBITIIOBA MIKPOCKOIis Maoe(EeKTUBHA [ AiarHOCTHKU BE, Tak sk B OLIBIIIOCTI BUIAJIKIB, a
came, Ipu MexxeBoMy Ta auctpodiunomy BE BuaHO nuine cyodemnigepManbHUR MiXyp TIpU BiJCYTHOCTI
3anmayibHOTO 1HQUIBTpaTy B Jepmi. ToMy CBITIOBa MIKPOCKOMisSE BHKOPUCTOBYETHCS JIMIINE IS
nuQepeHiinoi JiarHOCTUKKA 3 1HIIMMHU OyJbO3HMMHU JepMaro3amMu (BpomkeHuil reprec). CitTioBa
MIKPOCKOITiSI HE 3aBX M JIoIoMarae Biipi3sHUTH npoctuii BE Big MexeBoro Ta AucTpodigHoro, ToMy 1o
y JESIKMX XBOPUX BHYTPILIIHbOCHIAEPMAJbHI MIXypi JHIIE MICIIMH MOXYTh PO3MIIIYBaTHUCh
0e3rmocepeIHbO HaJl KIITHHAMU 0a3alIbHOTO IIapY, 3 SKHUX JIMIIC JESKi 3aJHIIAIThCS MPUKPIIIICHUMHI
1o 6azanbHOl MemOpanu. [loMiTuTH 11e Tpu TOMy 301JIBIICHH], IO Ja€ CBITIOBAa MiKPOCKOMIis, BKpaii
BaXKO a00 B3araji HeMOXxUIHBO. KpiM Toro, BHyTpiemnmigepMalibHi MiXypi, Xo4a 1 CBiYaTh Ha KOPUCTh
npoctoro BE, He BUKITIOUAIOTh 1HIIMX 3aXBOPIOBAHb IIKIpH.

Jlnist TOYHOTO BHU3HAUEHHSI TiCTOJIOTIYHOTO PiBHS, HA SKOMY YTBOPIOIOTHCS MiXypi, HEOOXiTHO MPOBECTH
SJIIEKTPOHHY MIKPOCKOIIit0 a00 IMyHO(DITIOOPECIICHIIITO.

Imynozicmonoziuni memoou [3]

ImyHnozicmonoeiyni memoou: IMYHOTICTOXIMisE Ta IMYHOQIIFOOPECHEHINsI — BUKOPHCTOBYIOTHCS JIJIS
BUSBIICHHS aHTUTEHIB (CTPYKTypHUX OIiNKiB) B 3pizax TkaHuH. Y XxBopux bBE 3a momomororo
IMYHOTICTOXIMIYHMX METOJIB BH3HAYA€ThCS HASBHICTh, BIJCYTHICTH a00 3HMKEHHS eKCIpecii
CTPYKTYpHHUX OiJIKiB KepaTUHOLUTIB 200 0a3zanbHOi MeMOpaHH, a TAaKOX PO3MOALT TUX YM 1HIIHUX OLIKiB
B MIXypax, SKi YTBOPIOIOTHCS MPUPOAHO a00 IITYYHO BHKJIMKAHMX. TOMYy MOXKHA BH3HAYUTH PIBEHb
YTBOPEHHS MIXYpiB: BHYTpIIIHbOEHiepMalbHi, HAa MEXi emiJepMicy Ta JAepMH abo B JIepMi.
Imynoricromoriuni Meroqu ta JIHK-miarHOCTHKa € OCHOBHUMH METOAaMH JiarHOCTHKU BE, Tak sk
Jal0Th MOXJIMBICTh IIBUAKO OTPHMATH pE3yJIbTar, BiIMOBIIHO KiIacH(iKyBaTH 3aXBOPIOBAHHS,
BH3HAYUTH IEPEOIT Ta MPOTHO3.

Mamepianu ma memoou

bioncist: ans gocmikeHHsT OepeTbes IMATOYOK TKaHUHHM po3MipoM 4-6 MM, OTpuMaHMi B pe3ynbTari
6iorcii (man4-0101cCis, MyHKIHa Oiomicis, pe3ekiliiiHa 6iomcig). Marepian Ay TOCHiIKEeHHsS OepeThes
3 MiCLISl ypasKeHHsI a00 MPUJIIETIIOl 10 HbOTO HIKIPH, 3aXOIJIF0I0UM YaCTHHY CBDKOTO MiXypa. Y Halli€eHTiB
3 BaXkUMH (popmamu BE MokHa B3sTH OIONCIIO 3 HEMOIIKOMKEHOI MIKIpU (BHYTPILIHS IOBEPXHS
Iieya), Tak K TPaBMHU, BUKJIMKAHOI OlOMCi€r0, Maike 3aBXKIU JIOCTaTHBO, 100 MITyYHO BUKJIMKATH
po3IIapyBaHHA IIKIpU Ha BIANOBIAHOMY piBHI. IIpu BIACYTHOCTI CBIKMX MIXypiB MOXKHa CIpoOyBaTH
00epe)XHO MOTEPTH T'YMKOIO a0o0, MPHUIABUBIIM T'YMKOIO ILIKIpY, 3pOOMTH JEKUIbKAa KPYrOBUX PYXiB,
micias yoro B3sATH Olomcito [4]. bionrar nmomimytooTe B IpoOipKy 3 TpaHCHOPTHUM Oydepom Mirmenst
(Oypep B), sikumii 30epirae aHTUTEHHI BJIACTMBOCTI TKaHMHM Ha MPOTA31 7 JOHIB IpU KIMHATHIN
temneparypi. [Ipobipky 3 OionraroM BiANpaBiIsiOTh Y BIANOBIAHY J1a00OpaTopito, € FOTYIOTh NpenapaTu
Ta (apOyIOTh BiMOBITHO A0 JIOCIIPKYBAHOTO aHTHTECHY.

Ta6auus 2.1. Ouinka excnpecii anTureniB npu aesikux Tunax i nizrunax BE [3]

AHTHIeH INIBE MBE-X MBE-uX JABE  PABE-AC PIABE-HAC
Kepatun 14 H(a) H H H H H
[Inextun H@®) H H H H H
Jlaminin-332 H Biacyrniii abo 3a3Buuai H H H

3HAYHO 3HIKEHUN 3HUKEHUU

Konaren XVIIH H [HKomn  3HMKE- 1y H H
THITY HUMU a0o
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AHTHIeH IIBE MBE-X MBE-uX JABE  PIBE-AC PIBE-HAC
BIICYTHIH
a6B4-inTerpun H H H 4) H H H

Konaren  VII
THIy (T) H H H H Bincyrnili  3HmKeHUI

H — nopmansna excripecis; JI/IBE — nominantaunit nucrpodiunuii BE; IIBE — npoctuii BE; MBE-X —
mexesuit BE, migtun Xepnitina; MBE-uX — wmexeBwit BE, miatun nHe-Xepmitua; PABE-AC —
penecuBHuit nuctpodiunuii BE, miarun Amtono-Cimenca; PIIBE-HAC — peunecuBHuii guctpodiaamii
BE, miaTun H-Annono-CiMeHca.

(a) Excnpecist 3Ha4HO 3HMKEHA a00 BIICYTHSI IPU BaXKKOMY ayTOCOMHO-peliecuBHOMY mipoctomy BE.

(6) Exkcmpecis 3umxkena abo BiacyTHs npu npoctomy BE 3 M's3oBoro guctpodieto i npocromy BE 3
arpesiero Mmujiopyca; 3HIKeHa pu poctoMy bBE orHaHchKoro miarwuity.

(B) Excripecis 3HMkeHa abo BiacyTHsi mpu MexeBoMy BE 3 arpesiero minopycy Ta mpocromy BE 3
arpesi€ero miopyca.

(r) Ipu pinkicnomy mintuni auctpodiunoro BE — Oyabo3HOMY emiepmorizi HOBOHAPOIKEHUX — i
9Yac aKTUBHOTO YTBOPEHHS MiXypiB kojareH Tuity VII BHSBISETHCS B IUTOIUIA3MATHYHUX TPAHYIAX
BCEPEAMHI KEPATHHOIMTIB, @ HOTO eKCIpecis B3IOBXK MEX €IiIepMicy Ta AepMH 3HHKEeHa a00 BiJICYTHS.

Enextponna wikpockomisi (TpaHcMiciiiHa) Bifirpana BHpIIIAIbHY pPOJb B CTBOPEHHI Cy4acHOL
kinacudikanii BE.

[TinroroBka 3pa3KiB MIKipH:

1) Micue 6iomcii: 3pa3oK MIKIpH K 3 MiXypaMmH, TaK 1 6€3 MiXypiB, TaKk K YTBOPEHHS MIXypiB 4acTo
CYIPOBOKY€ETHCSI HEKPO30M Ta pereHepariero TKaHWH, 110 YCKJIaJHIOE IHTEPIPETallil0 MiKPOCKOIIUYHOT
KapTHHU.

2) biomcis: Tak sK MaToOJIOTi4HI 3MiHM BiA0OYyBaroThCs B emijepMici abo Ha MeXi emiiepMicy Ta AepMH,
JUIl BCTAHOBJICHHSI J[larHO3y JOCTaTHbO 3pa3KiB MOBEPXHEBUX IIapiB LIKipH. 3abip 2-3 IIMaTouKiB
IIKIPH 3/11HCHIOETHCS METOIOM TOHKOTO 3pi3Yy.

3) OOpobOka 3pa3kiB: MOTPIOHO MOMICTUTH Y (PIKCYIOUMI PO3UMH JAJIsl €NEeKTPOHHOI MIKpOCKOMIi (He
JOMYCTUTH BUCUXAHH) Ta MiATOTOBUTHU JJIS €IEKTPOHHOT MIKPOCKOMII.

Ilpocmuii BE:

ITpoctuii BE BeOepa-KokeiiHa: MiXypi BUHHMKalOTh Ha PiBHI 0a3ajbHOro Iapy MiA sIpaMu KIITHH.
CxonuueHHs KepaTMHOBHX (imameHTIB Bkazye Ha mnpoctuit BE Jlayminra-Meapa. IloBepxHeBuii
npoctuii BE xapakrepusyeThcsi po3liapyBaHHIM BHCOKO B €IIiJIepMici — Ha PiBHI 3'€THAHHS 3€pHUCTOTO
Ta poroBoro mapiB. [Ipum ayrocomHO-periecMBHOMY reHepaiizoBaHoMy mnpoctomy BE kepatuHOBi
¢dinamMenTH B 0a3ajdbHMUX KIITHHAX a00 3HAYHO 3MEHUIYIOTHCS B KUIBKOCTI, 00 iX B3arani HE MOXJIMBO
BusBuTH. [Ipoctuit BE 3 musMucroro mirMeHTami€ro BIAPI3HSETHCS MATOJOTTYHUM HAKOMUYEHHSIM
MEJIaHOCOM 1 aHOMAJIiSIMU B CITII KEPaTUHOBUX (D1TAMEHTIB.

Meoiwcesuti BE:

BimmapyBanHs 3aBkaM BiOyBaeTbCsl Ha piBHI OnMCKydoi MacTUHKU Oa3anbHOi MeMOpaHM, sKa
po3MmilieHa MK MeMOpaHOO KIITHH 0a3ajbHOTO LIapy €MiIepMicy 3BepXy Ta HEMPO30POI0 MIIACTUHKOIO
6a3anpHOi MeMOpanu BHM3Y. [Ipu mixTumi XepriTia Ta MiATHIIL 3 aTpe3i€lo Mijlopyca reMiiecMOCOMHU
4acTo JIy’ke Malll 1 crnabiie 3B's13aHi 3 ¢itameHnTamu keparuny. [lpu nmigTuni He-XepiiTia KiIbKICTh Ta
PO3MIp TeMiIeCMOCOM Bapilo€ i BOHM MOXKYTh BUTASIATH HOPMATbHUMHU. Takox, npu mexeBomy bE He-
XepmiTia, y 3B’s3Ky 3 MyTaiisiMu B TeHi konareHy XVII Tumy, MOXyTh BUHHKATH MiXypl B HHKHBOMY
mapi emijaepmicy, yuM Oyze HaraayBatu npoctuii BE.

Jucmpodghiunuii BE:
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Po3mapyBanHsi 3aBKIM BigOyBaeThCsl 0O€3MOCEPEIHBO IMiJI HEMPO30pOI0 IUIACTUHKOI 0a3aibHOT
MeMOpanu. [Ipu BakkoMy TeHepaai30BaHOMY ayTOCOMHO-perieCuBHOMY auctpodiuaomy BE (migrwm
Annono-CimeHca) B mpenapari BiicyTHI HOpMaibHi (ikcyroui GpiOpuiu, Toxi sIK MpH JOMIHAHTHOMY Ta
OUTBIII JIETKUX pEIeCUBHUX TmiaTumnax auctpodiunoro BE nmani ¢iOpunu mpucyTtHi, ame B MEHIIIH
KUTBKOCTI, HDK y HOpwMmi. Ilpm miarumi — mepexigHuii OynbO3HUEM AEPMOIIi3 HOBOHAPOIKEHHX — B
KJIITHHAX 0a3aJIbHOTO IIapy €MiepPMICy BHIHO XapaKTEPHI BKIIFOUEHHS, Ki MICTATh KoiareH VII tumy —
OCHOBHHUI KOMITOHEHT (DiKCyrouux (GiopmuiI.

JIHK-0iaznocmuxa [3]
Towyk mymayiti npogooumucs.
e  XBopuMm Ha bE [1s BUSIBICHHS 4iTKOI TPUYMHU 3aXBOPIOBAHHS;

® XBOpUM, SIKUM JUIsl JIarHOCTUKH a0o0 JKyBaHHS IOTPIOHO MIATBEPAWTH HASBHICTH paHiIIe
BUSIBIICHOI MyTalIlii;

e vy ciMelHOI mapu, sKa MPUHIIA HA MEJIUKO-TCHETHYHE KOHCYIBTYBAHHS, TaK SK Yy IXHIX POAUYIB
3Hali/IeHa MyTaIlis

Memoouxa 00CniONHCEeHHA:

e mposeneHH: Oiorcii (mubuHa 4 MM) MIKipU XBOPOro Ta 3a0ip 3pa3ka KPOBi MaIli€eHTa 1 HOTo pOANYiB
a00 31CKp100K 31 CIIM30BOI IITIK;

e BuaineHHs renomHoi JIHK i3 3pa3kiB KpOBI/KJITHH CIM30BOI IIIK XBOPOTO Ta HOro POAMYIB; IS
npeHaranbHOi qiarHoctuku JJHK aMHIONHUTIB Ta KIITHH BOPCHH XOPIOHA;

e amruridikaris ek30HiB 3a gomomororo [1JIP;

®  renb-eleKTpodopes;

®  PECTPHKI[IHHUI aHAJi3, CCKBCHYBaHHSI.
Komenmap pobouoi epynu:

Bpaxosylouu eiocymuicms peakmugie 0na imynogepmenmuozo auanizy, HJHK-Oiaenocmuxu ma
suwe3asHaveni HedoniKu c8imnoeoi mikpockonii, ¢ Ykpaini Odiacno3, gopma, a 6 Oeakux unaokax i
niomun BE eucmasnsaemovcs 3a KIiHIYHUMU O3HAKAMU.

4.3. KJIIHIYHI MPOABU BYJIbO3HOI'O EINTAEPMOJII3Y

Fine JD, Hintner H (eds) (2009) Life with Epidermolysis bullosa. Etiology, Multidisciplinary Care
and Therapy. Wien New York: Springer

3.1 llxipHi nposisu 6y1603H020 enioepmonizy

OcHosHumu o3naxamu cnaokogoeo BE € epaznusicme wikipu, it yymaugicme 00 1000i Mexaniunoi Oii,
Wo npu3600Umsv 00 YMEOPEHHS epO3ill.

Ilepeunni enemenmu: Ipu OUIBIIOCTI (POPM CHOYATKY 3'SIBIISIOTHCS HANPYKEH1 Mixypi, OUTBIIICTD 3 AKUX
3aMOBHEHI1 MPO30pOI0 Oe3KOJMipHOI piauHOM. [HKOMM Mixypi OyBarOTh 3 TeMOparidyHUM BMICTOM
(nanpuknan IIBE ornancekoro miarumy). IIpu renepanizoBanomy npoctromy BE minrumy Jlayminra-
Meapa Be3ukynu abo ApiOHI MIXypi pO3MILIYIOTbCS TpyIaMH, HE PiIKO Y BUIISAAI AYT (SIK MIPH Tepreci),
0COOJIMBO, B MEP10/T HEBUCOKOT aKTUBHOCTI.

Takox OyayTh crocrepiraTuch MuliyMH, OHIXOAMCTpOo(is abo BiACYTHICTH HIITHOBUX IUIACTHHOK,

aJIoTIeIlisl, PO3POCTaHHS TPAHYISIIHHOT TKAHWHU, arviasis MIKipH, JOJIOHHO-TIIOIMIOBHA KepaToaepMis,
MIsIMUCTA TirMenTaiis Ta BE-HeBycn.

Miniymu MOXYTb BUHUKAaTH Ha 3J0pPOBHUX AUISHKAaX HIKIpH, HAa MiCIll MIXypiB Ta €po3iil, a Takox B
pyOuLeBiii TkaHWHI ("acTilie npu AUCTpopidyHOMY, piamie MexxeBoMy BE Ta BaXKuX reHepasizoBaHUX
¢dopmax npocroro BE).

Hiemi MOXyTh MOTOBIIYBAaTUCh Ta OBTITH, HAa HITTHOBUX JIOKAaX yYTBOPIOIOTHCS MOB3IOBXKHI OOpPO3HHU.
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Takox HIrTI MOXKYTh HaOyBaTH BUIYKJIOi popmu abo kirrenoaioHo nepopmysaruck (I1IBE, ornancekuit
miaTum). Y 3B’S3Ky 3 HapoCTaHHAM AUCTPodii HIrTboBi miacTuHku BiamapoBytoTbes (MBE ta JIBE),
PO3BHBAETHCS aTpodisi Ta pyOIFOBaHHS HIFTHOBOTO JIOXKA 1 aHOHIXISI.

I panynayiiina mxkanuna po3pOCTAETHCS Y BUINISAI YEPBOHHMX BOJIOTUX PUXJIUX OJSIIOK, CXHWJIBHUX JI0
KPOBOTOYMBOCTI, 0cOONMMBO XxapakrepHa it MBE, miaruny Xepmitua. bisiky HaifuacTime po3MimieHi
Ha OONWYYi, CHMETPUYHO HABKOJIO NPUPOAHUX OTBOPIB, MEPIOAUYHO NPU3BOISYH IO TTOBHOTO
3apOCTaHHs HI3APiB. A TaKOXX HA INHWi, MAXBUHHUX 3aMaJMHAX, MPOKCUMAIBHUX HITTHOBUX BAJIMKAX i
MTONIEPEKOBO-KPHKOBiH AUISAHIN. CX0K1 YTBOPEHHS MOXKYTh SIBJIITU COOOIO TUIOCKOKJIITHHHUN PaK 1 TOMY
MOTPeOYyIOTh MATOTiCTOIOTIYHOTO TOCIHKEHHS, 0c00MMBOi y mamieHTiB 3 PJIBE.

Anoneyis (BorHmineBa, nudy3Ha) crocrepiraeTecs mnpu reHepanizoBanux miarunax bE (MBE we-
Xepmitna Tta PIHBE migtuny Amnomo-CimMeHca) Ta MOXE CYNPOBOKYBATUCH 1HTCHCHBHUM
pYyOITIOBaHHSIM.

Annazis MWKipU MOXE CHOCTEPIraTUCh MPU MPOCTOMY, MEKEBOMY Ta periecCUBHOMY nuctpodiunomy BE.
Ile uiTko oOOMEXeHI 4YepBOHI BIaBJIEHI MAUISHKH 3 KyTOBUMH a00 XBWIACTUMH Kpasmu. B
HOBOHAPODKEHUX MOXKYTh CIIOCTEpIraTUCh IUISHKA 3 TIOBHICTIO BiJICYTHBOIO IIKIpOIO, YacoM 3
MOBEPXHEBUMH €po3isiMU. JIOKai3yloThCsl HalyacTille Ha KUCTAX, CTOIAX, 3am'siCTAX Ta TOMLIKax.
VYpaxkeHHS 3a3BUYail OJTHOCTOPOHHE, 3pifKa AUISHKYA PO3MIillleH1 Oi1aTepaibHO a00 OUIBII PO3CISHO.

Hononno-nioowosna kepamooepmisi BAHUKAE TIPH JesikuX (popmax npocroro BE mokanbsHO.

3nuBHa keparozepmis € tunoBoro musa IIBE mintumy Jlayninra-Meapa, ane mnposiBIs€TbCS BOHA B
Mi3HHOMY JUTHHCTBI 200 Y paHHBOMY JIOPOCJIOMY BiIli.

Inamucma abo cimuacma einepniemenmayisi € TAaTOTHOMOHIYHOIO o3Hakoro IIBE 3 mismucroro
MirMeHTanico. BucunanHs MOXYTh 3'SIBUTHCh B PAaHHbOMY JUTHUHCTBI, ajieé JI0 MOYaTKy JOPOCIOTrO
KUTTSI MOXKYTh CTaTH MEHIIl IOMITHUMU, HaBITh HETIOMITHHUMH.

AmnrioiOpoMu MHOXHHHI Ha pyKax, HOTax Ta Tyinyo1 crioctepiratoteest ipu MBE niarumi ne-Xepaitua.

BE-negycu yacTo BUIIAJAIOTH SIK BEJMKI OJNALIKK HEMpaBWIbHOI (OpMH, 3a0apBiieHi B pi3HI BiITIHKH
KOPHUYHEBOTO KOJILOPY.

Bmopunni enemenmu: npu BE mnpencraBneHi arpodie€ro, pyOouUsiMHM, MOPYIIEHHSM IIrMEHTalil Ta
3POLICHHSAM.

Ampodghis wkipu cioctepiraerses y nauieHTiB 3 MBE Ta JIBE.

Pyo6yi anaroTecst xapakTepHoto o3Hakoro Takok MBE Ta JIBE, xoua Boruuiiese pyOIiroBaHHSI MOXKIIUBE
1 mpu Baxkux migrunax [IBE. Yacto 3 pyOusMu cynyTHboIO € arpodis mkipu, ane npu /IBE, ocobnuBo
IpU Horo reHepanizoBaHuX popMax, MOXKYTh YTBOPIOBATUCH TiNepTpodiuHi pyoLi.

Topywenns nievenmayii K pe3yabTaT IHTEHCUBHOTO YTBOPEHHS MIXYpIB 3YCTPIUa€ThCs MPU Oararbox
niarunax BE. YpaxeHi QUISHKM MOXyTb OyTH rilepeMOBaHi, TiMONIrMEHTOBaHI abo AeNmirMEeHTOBaHi
(maOyTa selikomepma).

3powenns (NCEBAOCUHIAKTUIIS) BUHUKAE BHACTIIOK MOCTIMHOIO YTBOPEHHSI MIXYpiB MK MajblsIMU
PYK Ta HIr 1 sBIsi€e COOOI0 BHYTPIIIHbOJEPMANIbHY pYyOlleBy TKaHWHY. YacTimie BChOTO 3pOIICHHS
cnoctepiraerscs y nauieHTiB 3 JIBE, ane moxnuse 1 npu MBE. 3poiieHHs B OUIbII BEMTUKUX CKIIaAKaX,
HaNpUKIIAJ, y MaxBUHHUX 3alajuHax, dyacTo crnocrepiraetees npu MBE miatumi Xepmitoa ta PIBE
nigTuni Amnono-CiMeHca, BHACTIIOK MOCTIHHOTO BUHUKHEHHS €po3ii Ta pyOIliB.

IMomupeHicTh Ta JIOKagi3alis eJ1eMeHTIB

B 3anexxHocTi BiJl CTymeHs ypaxkeHHs IKipu miatunu BE posmominsioTecss Ha reHepalizoBaHi Ta
JIOKaJI130BaH1. Ajie BCTAHOBUTH CTYIIHb Ypa)K€HHS IIKIPU B TUTUHCTBI, KOJIM HIKIpa HaWOIbII Bpa3inBa
1 TIOUIMPEHICTh MIXypiB JOCHUTh BUCOKa, OyBa€ BaXKKO, TOAI K y JITEH CTapmioro BiKy Ii€ KOpHUCHa
porHocTuyHa o3Haka. Jleski pinkicHi miarunu BE (imBepcHumii Ta nentpuneranpuuil niarunu PIIBE)
MaroTh YHIKaJIbHY JIOKaJli3allil0 BUCHUIIaHb, aJleé BOHA MOXE MPOSIBUTUCH JIMIIE 0 KIHIIS MEPIIOrO POKY
XKUTTS, a O TOTO Yacy MOKHA MPHUUHATH 3a OAHY 3 reHepamizoBanux ¢opm BE. Takox mpu neskux
niarunax BE, sxi paxyrorbes nokamizoBanumu (mpoctuii BE BeGepa-KokeitHa), mMoxxe mnodarucs
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reHepalli30BaHe YTBOPEHHS MiXypiB MICIS CEPHO3HOT TpaBMH MIKipH [5].
3.2. llozawkipni nposisu

Ypaxkenns oueii npu BE moxe Oyt sik roctpe, Tak 1 XpoHiuHe (y mamieHTiB 3 Baxkumu ¢popmamu BE).
[TposiBIII€THCS Y BUIVISIII:

e  MixypiB Ta epo3iii poriBKu

o  PyOmroBanus poriBku

o Ilannyca

o  Posmmpenns niMOy

e  MixypiB Ta epo3iii KOH'FOHKTUBH
e Cumbnedapona

e  MixypiB Ta epo3iii Ha MOBIKax

o  Exrpomiona

o OOcTpyKIIii CII3HUX KaHAJIBIIIB

[Ipoctuii BE — BpakeHHs ouell crocTepiraeThCcs Ayke piako i B jerki ¢opmi. OnucaHo onxuHUYHI
BUIIQ/IKH TIOIIKO/PKEHHS POTIBKM Yy BUIVISAI MiXypiB, €po3iii Ta pyOuiB (dacTime mpu reHepaiizoBaHii
dopmi BE) [6]. Takox y wactunu namientiB 3 [IBE Jlayninra-Meapa onrcano BUNaAKH BaKyIspU3arii
niepudepii poriBku.

MexeBuit BE — ouHi cumnromu y BUIISAlI MiXypiB Ta epo3siil cnocrepiraiorbes y 40% mnaiieHTiB Ta
94acTO NPU3BOAATH JIO EKTPOIIOHY. TakoX CIOCTEpIraeTbcs KEpaTHT, BHACIIAOK HE3MHUKAaHHS OYHOI
IIUTHHA, Ta PYOLIOBaHHS pOTiBKH [7].

Huctpodiunnii BE — momikomkeHHs oueil BUHUKae y He3HaYyHO1 KinbKkocTi naieHTiB i3 JIJIBE ta maiixe
B nonoBuHi BunajakiB P/IBE. VpakeHHs oueill mpoTikae BaXKo, y BUIVISIAI PEUUAMBYIOUHX €pO3ii
pOriBKH, pYOLIOBaHHS pOTIBKM, cHMONe(hapoHy, EKTPOIIOHY, OOCTPYKILIi CII3HMX NPOTOKIB Ta

MOpYLIEHHS 30py [6].

IMopo:xknnHa pora. XapakTepHUM € YPaXCHHS CIM30BOI OOOJOHKHM POTOBOI IOPOKHUHH,
3axBOpIOBaHHsI 3y0iB, Takux sk kapiec (MBE ta P/IBE), rinomnasis emani (MBE), po3BUTOK 37105IKiCHUX
nyxJinH potoBoi nopoxHuHH (P/IBE miatun Annono-CimeHca).

VYpaxeHHs1 CIM30BOi 0OOJIOHKH pOTa MPOSIBISAETHCS YTBOPEHHSIM OOIOUMX MIXYpiB, XpPOHIUYHUX €pO3ii
Ta BHUpa3oK. IligBumiyeTbcsi pu3MK 1H(EKIIH MNOPOXKHUHM pOTa, OCOONMBO KaHAWA03y. buie mnpu
KOBTaHHI, OOMEXEHHs B JI€Ti, MiJBUIIEHA MoTpebda OpraHizMy B OUIKYy Ta Ypa)KeHHs LUIYHKOBO-
KHIITKOBOTO TPAKTY MPHU3BOSATH JI0 MOPYIIECHHS XapIyBaHHS 1, IK HACTIIOK, 3aTPUMKH PO3BHUTKY, aHEMIi
Ta MOBIJIBLHOTO 3ar0€HHs paH. BijiageHnMu yCKIaJHEHHSIMHU € aHKIJIOIIOCis, MIKPOCTOMIsl, CKYITYEHICTh
3y0iB Ta MIMOOKHUI MPUKYC, MOB'A3aHUX 3 MPOTPECYIOYNM pPYOLIOBaHHSIM TKaHUH MOPOXKHUHU pOTa Ta
HAaBKOJIOPOTOBO1 JUISTHKU. YCI Il MPOSIBU 3HAYHO YTPYIHIOIOTH JOT/ISI 3a 3y0aMu Ta CIIM30BOIO poTa [9].

JIOP-orpanu. YpaxeHHs BEepxHIX IuXaibHUX HULAXiB npu BE mposBiseTses cnabkum abo XpHUILTHUM
rwiadem HemoBIAT (IIBE JI-M, pinko JABE, wacro MBE), nucdonieto, incniparopaum ctpugopom (I1BE
J-M, piaxo JIBE, yacto MBE), HaOpsikoM M'IKHX TKaHUH, YTBOPEHHSM BE3UKYN Ta MiXypiB Ha CIM30BIi
Tpaxei Ta ropTaHi, 3BUpa3KyBaHHSIM, MOTOBIICHHSM Ta PYOIFOBaHHSM TOJIOCOBHUX CKIJIAJIOK 1 CKIIAJ0K
npucinky (IIBE 3 wm's3oBoto auctpodiero) [8]. Takok, MoxnuBe (opMyBaHHS MEPENOHOK Ta
nceBaoMemMOpaH, nedopmariis M'SKOTKAHUHHUX CTPYKTYp, HApOCTaHHS TpaHYIALIMHOI TKaHUHH,
YTBOPEHHS Mi/JCIM30BUX KICT, a CAaMUM TOJOBHUM YCKJIAQJHEHHSIM € CTEHO3 a00 CTPUKTypa BEpXHIX
nuxanbHuX nuisaxis (MBE).

3axBoproBaHHs Byxa Ta Hoca npu BE mposiBiseTsest 30BHIHIM XpoHiuHUM oTHTOM (MBE Xepmitia,
P/IBE), cren030M 30BHILIIHBOTO ciiyxoBoro xoay (piako npu PJIBE), Ba3oMOTOpHUM pUHITOM Ta KipKkamu
B HOCl (Hecnienugiuni o3Haku BE) [10].

HIKT. TpaBmu c1m30B01 IpU3BOASTH /10 YTBOPEHHS MIXYpPiB Ta €po3ii, a mpu Bakkux marumnax bE — no
pyOLIOBaHHS Ta BHHMKHEHHS CTEHO31B 1 cTpukryp. lle, BiAmoBigHO, mopyllye mpuiiom DK Ta
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BCMOKTYBAHHS, 1 IPU3BOIUTH 10 BTPATH MOKUBHUX PEUOBHH Ta BiTaMiHiB. OCHOBHI MPOSBU YpakKeHHS
HIKT [11]:

e mucdaris Ta CTpUKTYpH cTpaBoxoxay [12];

e arpe3is nimopycy [11];

®  XPOHIYHI 3aKpeTH;

e  0OJOYI TPIIIMHM 33THHOTO MTPOXO.Y;

®  CHHJIPOM MOPYIICHOrO BCMOKTYBaHHs [12];

Omnopno-pyxoBa cucrema (OPC) [13]. YacTtoro o3Hakoro BpakeHHs OPC € mceBIoCHMHAAKTHIIISN Ta
nedopmaris mo Tumy “pykaBuuku’ sk kinueBui ii mposiB (PABE, pimme npu JAJIBE ta opunnysi
Bunaaku npu MBE). Bunukae BHAcCHiIOK MOCTIMHOTO YTBOPEHHS MIiXypiB Ta €po3iii Ha KHUCTAX Ta
cromax. IHIIOIO YacTOI O3HAKOI BaXKHUX (GopMm nuctpodiuHoro ta mexeBoro BE € po3BuTok
KOHTPAKTyp, $Ki YCKIATHIOIOTh XOAy Ta I1HBaJIiAM3yIOTh NalieHTa npu Baxkux ¢opmax bE,
MIPUKOBYIOYH HOTO /10 1HBAJIITHOTO Bi3Ka.

Ini opranm Ta cucremu

Cepue — OCHOBHE YCKJIQJHEHHS L€ KapJiomionaris, sika pPO3BHBAETHCS BHACTIIOK HEIOCTATHOCTI
MOXMBHHUX PEYOBHH, XPOHIYHOI aHeMil Ta BipycHUX iH(ekmiin. OnucaHi OqMHAYHI JIeTalbHI BUMAIKU Y
narieHTiB 3 BE BHacmimok kapmiomionarii [14].

Hupxu. IlocriiiHe yTBOpeHHS MiXypiB B CE€4OBOJAaX IMPHU3BOAUTH O WOT0 CTPUKTYpH, a JAaji A0
rinponedposy [15]. JpyruM BaxJIUBUM yCKIAJHEHHSIM € IIIOMEPYIOHE(PUT, BHACIIOK 3aHECEHHS 31
mKipu cTpentokoky [16]. Takoxxk B HHpKax MoO)Ke PO3BUBATUCH BTOPUHHUN aminoino3 [16]. Hawi
yCKJIaAHEHHs yacTime criocrepirarorbes npu PIABE miarumni Anmono-Cimenca [16] Ta MBE 3 arpesieto
nijgopyca.

Ceuo-craTteBa cucrema. 3 YypOJOTIUHHUX YCKJIAJHEHb YaCTO CIOCTEPIra€ThCsS CTEHO3 30BHINIHBOTO
OTBOPY, CTPUKTYPU Ta JUBEPTHUKYJIU CEUOBUITYCKHOTO KaHaJy, y YOJIOBIKIB — pPYOIFOBaHHS TOJIBKU
CTaTeBOI'0 YJIeHa, Tilo- Ta emichajis; y )KIHOK — YaCTKOBE 3POILIEHHS CTaTeBUX I'y0, 3BYKEHHs IPUCIHKA
MIXBU, CEUOBUI peQIIOKC B MIXBY Ta MOPOXKHUHY MaTKu. B ceyoBoMy MiXypli MOMKJIMBE YTBOPEHHS
MIKpPOTPILIUH Ta MIXypiB, HAOPSAK CTIHKHU, IIUCTUT, 3HI>KEHHS (YHKIIOHAJIBHOT EMHOCTI, TiepTpodis Ta
eKCTpoQis Ce40BOro Mixypa; B CEUOBOZAaX — CTEHO3 ce4oBoja, (piOpo3, MIXypHO-CEUOBITHUMN pedIIrokc,
yTBOpEHHs MikpoTpimuH. JlaHi yckinanHeHHs dvactinie 3yctpivatotbest npu PIBE Annomno-CimeHca
[17].

VY nisuar npu PJIBE ta MBE xapaktepna TumoBa 3aTrpuMka crareBoro io3piBaHHs. BE He Mae
HEraTuBHOI [ii Ha 3JaTHICTb HApOAXKyBaTH NPUPOAHO. BUIbLIICTH NiBYAT-MAIIEHTIB BEIYTh CTaTEBE
KUTTA 1 IPU LIbOMY B HUX HE BUHMKAIOThH €po3ii Ta Mixypi. Brums BaritHocTi Ha BE HeMoxuBO TOUHO
JIOBECTH, TaK SIK Oy/IM BUNIAJIKM SIK 1 IOKpAILEHHs], TaK 1 MOTIPIIEHHS CTaHy LIKIPH.

Amnemia cynpoBomkye Baxki miatunu bBE (PIBE ta MBE, pigme iammi miarunm). B 6inbmocTi BoHa
TOJTieTIONOrYHA i € aHeMi€I0 XPOHIYHUX 3aXBOPIOBaHb. [i PO3BUTKY CHPUSIOTH TMOCTilHA BTpaTa KpoBi,
3aiti3a, OUTKY Yepe3 BIIKPHTI paHW Ha mikipi Ta eposii Ha cim3oBux LIKT, HemocTtarHe HaIXOmKEeHHS
PEYOBHMH Ta MOpPYIIEHE BCMOKTYBAaHHS 3alli3a 1 IHIIMX IMOXXUBHUX PEYOBMH. BakkicTh aHemii OyBae
pi3HOIO.

OCHOBHI KJITHIYHI ®OPMHU
IIPOCTHH BYJIbO3HHH EITITEPMOJII3

st mpoctoro BE xapakTepHUM € yTBOpPEHHS MEXaHIYHO 1HIYKOBaHUX MIXYpiB, 3 JII3UCOM Oa3albHUX
keparnuHOIMTIB B ocHOBIL. OcHoBHI miaTtunu I1BE ycnankoByroThCs ayTOCOMHO-IOMIHAaHTHO. B 0CHOBI
JaHUX TMIATHIIB JISKUTh MYTallis TeHiB KepaTuHy 5 Ta kepatuHy 14. B pesynbsrari He (HopMyIOThCS
MIPOMIXKHI KEpaTHHOBI (ilaMeHTH (TOHO(UTAMEHTH), SIKi CTAOUTI3yIOTh IIUTOCKENET. TOUHa JOoKami3alis
MyTalii Ha xpomocoMi Bix 12 10 17 € BupimanbHUM (aKTOpOM IS CTYNEHs BaXKKOCTI 3aXBOPIOBAHHSI.
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B ocnoBi Baxkoi popmu 3axBoproBanus ([IBE-JIM) nexxutb Mmyrariist TepmiHanbHux auissHok (N- ta C-)
MOJTIMENTHIHOTO JIAHIFO)KKA OUIKa, SKWUW TOINEperKye arperamiro (GpuraMeHTiB 1Mo Tumy “KiHelb B
kineus”. Toal sSIK mpH JIETKUX MiATHIIAX MyTalis BiIOyBaeThCs JIMIIE B CEpPEeaUHI OLIKOBOI CTPYKTYpH,
10 J03BOJISIE BiIOYBaTHCh YACTKOBIM arperariii ToHodinameHTiB [19].

OcnoBuumu niarunamu IIBE €: [19]

Joxanizoeanuit IIBE (EBS-loc, cmapa nazea IIBE, niomun Bebepa-Kokenina). 1le nerkuii miarun
BE, sikuii pOSIBISETHCS B PAHHBOMY JAMTSYOMY Billi MICIISI TOTO, SIK IUTHHA TIOYMHAE XOJUTH, a THKOIU
@K B JOPOCIOMY Billl, BHACTIAOK MiACUICHOTO (I3UYHOTO HABAHTAKEHHS (TpUBAi MIiMIOXiIHI
MPOTY/ISTHKH ). TUITIOBHM € PO3BUTOK JOCHUThH IIUIBHUX MiXypiB JiaMeTpoM 1-2 ¢M B JUISHII MiJOIIOB Ta
JOJIOHEH, SIKi 1HKOJIM MOXXYTh OyTH OTOYEHI riepeMOBaHUM KpaeM. B ymoBax BOIOroi Ta CHEKOTHOT
MOTOIM YTBOPEHHS MIXypiB IMMJICHIIOEThCS, a B3MUMKY MOXYTh OyTH B3araji BIJICYTHI MiXypi.
OCHOBHUMH YCKJIaJHEHHSIMU € OakTepianbHi abo piame TpuOKoBi iHGEKIl, SKi CIOBUIBHIOIOTH
3aro€HHS paH. B MicCIsSX MiABHIEHOrO MEXaHIYHOTO HABAHTaXCHHS YTBOPIOIOTHCS JIOKATi30BaHi
rinepkeparo3u. Hirti ta ciu3oBa 000J0HKa TOPOXKHUHK POTA HE BPAXKAOTHCS.

I'enepanizoeanuii BE (EBS-nMD — IIBE-u/IM — IIBE niomun ne /layninza-Meapa, cmapa nazea:
IIBE niomun Keonepa): mepini NpOsIBU CIIOCTEPIraloThCsA OApa3zy Micis HAPOKEHHS Yy BHUINIAIL
MEXaHIYHO-1HYKOBaHUX €pO3iH, sIKi YTBOPIOIOTHCS Ha AUISHKAX CXWJIBHHUX JI0 TPaBM BHACIHIJOK TEPTS
(kpai MIATY3HUKIB, IIBU OJATY, KoMipens). Borauma 3aroromotbes 0e3 pyOiroBaHHi. Moxke
CYITPOBOKYBATHUCh YTBOPSHHSIM MIXypiB B MOPOXKHHUHI pOTa, aje HE BUPAKEHO. 3 YaCOM BPa3IIMBICTh
HIKIpH JELI0 3MEHIIYEThCs, ane, K 1 npu jgokanizoBaHomy [IBE, yTBopeHHsS MiXypiB MiJCHIIOETHCS B
Teruty morofy. Ha MOMEHT, KoM AWTHHA MOYMHAE TIOB3aTH a00 XOAWTH, OCHOBHUMH TMPOOJIIEMHUMHU
30HAMH CTAaIOTh CTOIH, JTOJIOHI, KOJMiHA Ta JIKTi. TUIIOBUMU YCKIaJHEHHSMU MpH ik GopMi € Takox
OakTepiaibHi cynepiH(exIi.

IIBE niomun /layninza-Meapa (EBS-DM — IIBE-/IM): nie Haiibiabi Bakka (hopma MposiBy MPOCTOTO
OyTBbO3HOTO EMiAepPMOITi3y, ajieé CTYIMiHb MPOSBIB ii CHUIBHO Bapitoe. Y OUIBIMIOCTI OITeH MIXypi
YTBOPIOIOTHCS JIMIIE B TPYAHOMY Billi, ajlé B JIEIKUX BUIAJKaX BOHH YTBOPIOIOTHCS Ofipasy Micis
HapokeHHs. [Ipu paHHIX mposiBaX 3aXBOPIOBAHHS Mepedira€ JJOCTaTHbO BAXKKO, 3 YPaKEHHIM
MOPOXXHHUHU POTA Ta FOPTaHi, M0 MPOSBIAETHCS AHOMAIBHO XPUIUIMM TOJOCOM Ta 3yCTPIYa€ThCS JIUILIE
npu MBE ninruni Xepnitua. YpakeHHs HITTIB (Y BUIVIA/II TOTOBIIEHHS) HEPLAKO CIIOCTEPIraEThCs MPHU
I1BE-/IM Bxe B paHHBOMY IpyJHOMY Billi. YacTo CroCTepiraeTbcsi CIOHTaHHE YTBOPEHHS 3TPYNOBAaHUX
MIXypiB IO THUIly TeprnecHoi I1H(EKIl, OTOYEHUX 3alajbHUM YEPBOHUM OO0IAKOM; YacTKOBO,
reMopariyHuxX MixypiB. bBuIbLIICTh MiXypiB 3aroroerbcsi 0€3 YTBOpPEHHsS pYOLiB, ajne MOXKYTh
YTBOPIOBATHCH MiTiyMH. Jly’ke 4acTO pO3BUBAIOThCS CymnepiHpeKii epo3ii.

Pipkicui migTunu IIBE

IIBE 3 naamucmoro nicnenmayicto’ piaxkicauii Bapiant [1BE, Bukinukanuii MyTalii€ro reHa KepaTuny S.
[IposiBsieTbCSI  YTBOPEHHSM MIXypiB B PpaHHbOMY JUTMHCTBI Ha aKpajJbHUX JUISHKaX Ta
XapaKTepU3yeThCS IIIMUCTOIO TINEpIIrMEHTAallel0 IIKipU Tyay0a Ta KiHLIBOK. B mopmampmiomy y
MAIIE€HTIB PO3BUBAETHCSA AUCTPOPis HITTIB Ta AOJIOHHO-TIIIOMIOBHI T1IEPKEPATO3H.

IIBE 3 wMm'a306010 Oucmpogico: naHuii TMIATAN YCHAJKOBYETHCS ayTOCOMHO-PELIECHBHO Ta
XapaKTepPU3YETHCS BIACYTHICTIO CTPYKTYPHOIO OUIKa MJIEKTUHY, IKUH €KCIIPECYETHCS B TeMifilecMocoMax
1 B popmi “Z-TucKy” B M'sI30BUX KITITHHAX. 3 HAPOIPKEHHs Y MALlIEHTIB CIIOCTEPIraeThCsl TeHepasi3oBaHe
yrBopeHHs1 MixypiB, sk mpu [IBE-s/IM; nwme mi3aime (2-30-i1 pokW KHUTTSA) PO3BHBAETHCS
porpecyroua M's;30Ba CIIa0KiCTh, ajle TPUBATICTD )KATTS B TAKUX XBOPHX 3AJIAIIAETHCS B MEKaX HOPMHU.

Aymocomno-peyecuenuii IIBE: nintun IIBE, skuii ycnaakoByeThCS ayTOCOMHO-PEILIECHUBHO, Ta
MPOSIBIIIETHCS BHACIIIOK MyTallii reHy kepatuHy 14. XapakTepu3yeTbcsi YTBOPEHHSAM IeHepali3oBaHUX
MiXypiB, sk npu miarumni Kednepa.

Iosepxnesun IIBE: Tax sSK TpU TaHOMY MIJITHIN MIXypl YTBOPIOIOTHCS B 3€PHUCTOMY Iapi, MOXHa
PO3Mi3HATH JIUIIE epo3ii, INTAKTHUX MIXypiB MpakTHUHO HEe Mae. Epo3ii coctepiratoTbest 3 HAPOIKESHHS
a00 3'IBISIOTHCA B TEPIII MICAI JKUTTS; CHOCTEPIralOThCs SK TEHEpasi30BaHi, TaK 1 MEPEBAXKHO
aKpaJbHO JIOKaIi30BaHi epo3ii. MoXyTh criocTepiratuch arpodivni pyoui ta AucTpodis HIrTi. 3 yacom
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3axBOpIOBaHHS niepedirae sermie. [[pyanHHOT MyTaIlii TOKK HE BUSBJICHO.

[Iporuo3 npu IIBE xopommii, TpuUBalicTh >KUTTSA HE 3MEHINYEThCA. HaBiTh mpu camMoMy Ba)KKOMY
nigTumi laymiara-Meapa, B JOpOCIOMY Billi 3a3BHYail HacTae 3HAYHE MOKpAIICHHS. AJie MaIl€HTH
MMOBUHHI YHMKATH TPUBAJIOi XOAbOH, (HI3MYHMX HABAaHTAXXEHb, a OCOOJIMBO MEXaHIYHUX HABAHTAKEHb,
BHBA)XCHO III0OMPATH OJIAT, CIIOCOOM MPOBEEHHS BUILHOTO Yacy Ta mpodecii [ 18].

Herckas nepmarosnorusi. uddepeHunanbHasi JUATHOCTHKA M JiedeHHe Y JieTeil U NMOJAPOCTKOB.
Iletep I. Xérep. Ilon penakuueii akanemuka PAMH, n.men.H., npodeccopa A.A.KybGaHoBoii,
JIOKT.Mel.HayK, npogeccopa A.H. JIbBoBa. IlepeBoa ¢ HeMelKOro JAOKT.MeA.HAYK, podeccopa
B.I1. AnackeBuua. bunom. Mocksa, 2013.

Taommus 1.4. XapakrepucTrka Haiioiabim yactux Tumis [IBE (Mogudikosano mo Fine et al., 2008)

Kpurepiii JlokanizoBana I'enepanizoBana IIBE-IM
¢opma IIBE ¢opma IIBE
Tun ycragkyBaHHA AP AP AP
[Touarox 1-i1 aG0 2-i1 pik KUTTS 3 HAPOIKEHHS 3a3Buyai 3
HapOHKEHHS
Po3mimenHs Bucunanp JonoHni Ta cronu I'enepanizoBani I'enepamnizoBani

(3a3Buuail He ypaxkeHi (repreTudopMHi)
JIOJIOH1 Ta CTOIIH)

YpaxkeHHsl LIKipH

VY TBOpeHHS MiXypiB 4 4 4

Miniymu 0 mo 1+ 1 1+ mo 2+
Atpodiuni pyOri 0 mo 1+ 1 2

Anomamnii mirtiB 0 go 1+ 1+ mo 2+ 2
(zuctpodis, BTpara HITTIB)

JlosmoHHO-111101IIOBHA 4+ (nokasibHA) 4+ (okanbHa) 4+ (mudy3Ha)
KepaToiepMis

IMo3amkipui nposiBn

AHeMis 0 0 BapiabenpHo
3arpuMKa pocTy 0 0 Yacto
VYpakeHHs cnuzoBux Eposii y 25% BapiaGensHo Yacro
000JI0HOK

lNmonuasis emani, kapiec 0 0 0
VYpaxenus oueit 0 0 Pinxo
IIceBnocMHIAKTHIIA 0 0 0

HIKT 0 0 0
VYporeHiTaibHUI TpaKT 0 0 0
Pecnipatopuuii TpakT 0 0 Jyxe pigko
Kymyasitusanii pusuk majairaomu 10 30 poxis

[TyxnuHu mkipu 0 0 Hyxe piako
JleranbHicTh 00ymoBieHa 0 ly:xe pinko 0

0y IbO3HUM




23

‘ enmiiepMoJIizomMm

AJl — ayTocOMHO-/TOMiHAaHTHHI; AP — ayTOCOMHO-pELIeCUBHUI; CTYIiHb BUPAXKEHHS (BaXxKocTi): 0,
1+, 2+, 3+, 4+

MEJKEBHH BY/IbO3HHH EINIJIEPMOJII3

Iliomun Xepnimya: BUKIMKAETbCS MyTalisiMu o3-, B3-, y2-TaHIIOKKIB JaMiHIHY 5 (CTPYKTypHHUI
Oimok 6a3zanmpHOi MeMOpaHH). BTpara mominenTuaHOro JIAaHIIOKKA MPHU3BOAMTH 10 AecTtabimizarmii, a
MOTIM JI0 MOBHOI BTparu JamiHiHy 5. B pesynabrari 3 HapOmKEHHS CIIOCTEPIraeThCsl MEepMaHEHTHE
YTBOpEHHS MixypiB. He3HauHe yTBOpEHHS MIXypiB MiCs HAPOIKECHHS IMiJICHIIIOETHCS B TPYAHOMY Billi.
TunoBMMU € MIHITTHOBI MiXypi 3 TOJAJIBIIOK BTPATOK HIrTiB. MiXypi 3arolrThCs Ty)Ke MOBUIBHO,
1HKOJIM 3 TiMeprpaHyisLielo, YacTO PO3BHBAIOTHCS CymnepiHdekuii, ki 3anumarTh no codi arpodivni
pyoOI1i, 0 MOXYTh CHPUYMHATH (DYHKIIIOHAJIbHI TOpyIIeHHs. YacTo BpakaeTbcsl CM30Ba 00OJIOHKA
poTa Ta MIOTKH, IO CYIPOBOKYETHCS 3HAUHUMH OOJTHOBUMH BiUYTTSAMH Ta YTPYAHEHUM TOIYBAHHSIM.
Y piteil paHO 3'SIBIAIOTHCS TMOPYIICHHS PO3BUTKY Ta aHeMis (BHACHIIOK YTPYOHEHOTO TOIyBaHHS,
HAsBHOCTI XPOHIYHUX €po3iii Ta XpoHi4HOI aHeMmii). [Ipu ypakeHHSX TOpTaHi, Tpaxei Ta CTPaBOXOIY
BUHUKAIOTh YCKIIAQJAHEHHS, SIKI 3aTPOXKYIOTh )KUTTIO. YPaKeHHS TOPTaHi Ta Tpaxei paHO MPOSBISETHCS Y
BUDJISIZII HU3BKOTO XPHUILIOTO Tutady Ta/abo crpunopy. Llum MBE Binpisuserscs Bin JBE, ognak nana
cumnTomaruka moxe cynpoBomkyBatu I[IBE miatun [layminra-Meapa. YTBOpeHHs mepiaHalbHUX
TPIIIMH TaKOX CYIPOBOKYETHCS OOJIEM Ta MPU3BOAUTH 10 BTOPHHHUX 3aKpEIiB.

ITliomun mne-Xepnimya: rteHepamizoBaHWi Oynbo3HWI emimepmoni3 tunmy He-Xepiaituna (MBE-aX-
reHepali30BaHUii) paHillle Ha3WBaBCA ‘‘TEHEpai30BaHUM aTpopiYHUM JOOPOSKICHUM OylIbO3HUM
eTmiIepMOITiZoM”, TIPOSIBIISIETHCS BHACHITOK MyTamii B3-nmaHmroxkka JamiHiHy 5 a00o 3 MyTamli€lo reHa
konareny XVII (anturen O6ynabo3Horo nemdiroiny 2 (BPA-2)). B ocHoBi nokanizoBaHoi hopMu JI€KHUTH
myramis komareHy XVII. Ha pannii crapisx mnepediry MIBE-uX naranye MBE-X. [lpu
reHepaiizoBaHii (opMi 4yacTO BpaKa€eThCS CIM30Ba POTa, aje MOPYUIEHHS PO3BUTKY, aHEMis Ta
YTBOPEHHS HAJUIMILIKOBOI TpaHyISALINHOT TKaHMHU BHUpaxeHl MeHblle HDX npu MBE-X. Bynbo3nuit
Mpolec JACN0 MOCHA0NI0EThCS B AUTAYOMY BiIli, XOua XPOHIUHI epo3ii 3 HU3bKOI TEHIEHINE [0
3aro€HHS CYIPOBOKYIOTH JITEH MPOTArOM BChOTO KUTTSA. YacTuMu HachikaMu € arpodiuni pyoi,
auctpodis HIrTIB Ta pyOuesa anomneris. Hepiako crnocTepiratloTbCsi BTOPUHHI YCKJIQAHEHHS B JTUISHIN
CEUOBOI0 MiXypa, ypeTpHu Ta 3y0iB (IIepBUHHI JedeKTH eMall Ta BTOPUHHUI Kapiec). YCKIaJHEeHHS, 1110
3arpoXKyIOTh )KUTTIO, 3yCTPIYAIOTHCS P1JIKO.

Mescesuii BE 3 ampesicto ninopycy (MBE-AII): piaxicauii nmiatun MBE, mposiBiseTbcst BHACHIIOK
MyTalli a6B3-1HTEerpuHy B TeMiJIECMOCOMAX, SIKUWA €KCIIPECYEThCS B €MITENIi, a TAKOXK B IMiXBaX HEPBIB
Ta TUMOLUTAX, MPHU3BOAUTH IO BAXKKOTO EMiAEPMOIII3Y, arpesii MijJopycy, Ta HEepiAKo J0 YpaKeHHs
CJIM30BUX O0OJIOHOK 1 OOCTPYKIIiHl ypOreHITaIbHOTO TPAKTY.

Jleranpuicth pu MBE-X B nepiii 2 poku 10cuTh Bucoka. OCHOBHUMHU IPUYMHAMH CMEPTI € acmipariis,
OOCTpyKIlis TOpTaHi Ta BTOPHHHI 1H(EKII 3 CEeNCUCOM NPHU HEIOCTAaTHOCTI XapuyBaHHS. Y BUIAJKY
MBE-uX TpuBamictb XKHUTTS Oulblla, aje MpU TeHepadi30BaHUX MpOsSBaX BUCOKUN PHUBHMK CMEpTI
BHACIIIJIOK BTOpUHHMX 1HQekiil. Haitripmmii mporuo3 npu MBE 3 arpesieto ninopycy. binbiricts aitei
MIOMUpAE B nepiii poku kutTs [18].

Herckas nepmaroiorus. uddepeHunanbHas JHATHOCTUKA M JIeYEeHHeE Yy JeTell U NMOJAPOCTKOB.
IHerep I. Xérep. Ilox pexakuumeit akanemuxa PAMH, n.men.H., npogeccopa A.A.KybaHoBoii,
JAOKT.Mel.HayK, npogeccopa A.H. JIbBoBa. IlepeBoa ¢ HeMeNKOro JIOKT.Mel.HAyK, mMpogeccopa
B.I1. AnackeBnua. buanom. Mocksa, 2013.
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Tadmmus 1.5. XapakrepucTtrka Haitouabi yactux TiniB MBE (MoaudikoBano no Fine et al., 2008)

Kpurepii MBE tun Xepairua MBE MBE
reHepaJli3oBaHuil THN JIOKAJIi30BaHMIi
He-XepJiTia THII He-XepJaiTua

Tun ycragkyBaHHs ALl AP AP

[Touarox [Tpu HapomKeHHi [Tpu HapomKeHHi [Tpu HapomxeHH1

Po3minieHHs BuCUIIaHb ['enepamnizoBane ['enepanizoBane JlokamnizoBane

Bpaxenns mkipu

YTBOpEeHHS MiXypiB 4 4 2

Miniymu 2 2 1

Atpodiuni pyOri 3 3 0

AHomanii HITTIB 4 4 4

(muctpoddis, BTpara HIrTiB)

J10JIOHHO-IT1 IOIIIOBHA 0 JlokanpHa 0

KeparoaepMis

Hamumkosa rpanynsumiiina 4 Pinxo 0

TKaHUHA

PyOuesa anonerris 2 3 0

IHo3amkipHi nposiBn

AHeMis

3arpuMKa pocTy

VYpaxeHHs cin3oBuXx 4

000JI0HOK

lNnomnnasig emani, kapiec 4 4 4

VYpaxenHs oueit 3 2 0

IIceBnocuHIAKTHIIA 1 0 0

KT 3 2 0

VYporeHiTalbHUN TPAKT 2 2 0

Pecniparopuuii TpakT 3 2 0

Kymyasitusanii pusuk majiraomu 10 30 poxis

[MyxauHK mwkipu Pinxo cninanioma Pinxo cninanioma

JleraabHicTs 00yMoBJieHa 4 1

0yJIbO3HUM eNiiepMoJ1i3oM

AJl — ayToCOMHO-/10MiHaHTHHI; AP — ayToCOMHO-pelieCUBHUM; CTYMIHb BUpa)keHHs (BaXKkocCTi): 0,
1+, 2+, 3+, 4+

JIHCTPO®IYHHH BY/IbO3HHUH EITIITEPMOJII3

Jominanmnun /IBE (/I/IPE) mposBIA€TbCS y BUMISAAI BEJIMKWAX €pO3il, YacTO 3 TMiTHITTHOBUMU
MiXypamH Ta, SIK HacIiZIOK, 3 YaCTKOBOIO a00 MOBHOIO BTparoro HirTiB. Mixypi npu JIJIBE npexncrasneni
3 HapO/KEHHS Ta YTBOPIOIOTHCS YACTIIIE MPHU MPSIMOMY 3/1aBJICHHI1, HDK Mpu TepTi. JUISTHKHA ypaKeHHS
JIOKAJIi3yIOThCSl HA PO3TMHAIBHUX MOBEPXHIX pyK Ta HIr. [loToBmieHHs HIrTiB, Auctpodis abo moBHa
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JEeCTPYKIIis criocTepiraeThest B 80% Bumaakis. 3yOu Ta BOJIOCCS B OUIBIIOCTI BUNIA/IKIB HE BPAKAIOThCA,
Ta y GI3UYHOMY PO3BUTKY JIITH HE BIACTAIOTh. 3arO€HHS BiIOYBAETHCS MOBLIBHO, 3aJUIIAIOYN MO COO1
pyoui ta miniymu. Ilo3amkipHi mposiBU 3yCTPivalOThCS PiAKO, Y BUINIAAI HE3HAYHOT aHEeMIi, ypaKeHHS
cim3oBux pota Ta IIKT (20%).

Peuyecuenunn /IPE (PABE): OCHOBHMMM MWIiATUIIAMH € pPELECUBHUN AUCTPODiUHMI OyIbO3HUIA
emiJIEPMOIi3 BaXKKHN TEHEpaldi30BaHWM Ta PEIECHBHUN AUCTpODIUHMN OYyJIbO3HHH emigepModi3
rerepamizopanuii iHmmMA. PJIBE Baxkkmii renepamizoBanuii — camuii Baxkkwii THn JIBE (panime
HazuBaBcs Ty Astono-CiMmeHca). [eHepaizoBaHe YTBOPEHHS MiXypiB, €po3iil Ta KIpOK CYIPOBOKYE
JiTeH 3 HapOIKeHHs. BUIBIIICTh MiXypiB BUHHKA€ BHACTIIOK 3/IaBICHHS, TEPTS Ta HE3HAYHOI TPAaBMH,
X04a € CXWJIBHICT 1 JI0 CIIOHTaHHOTO YTBOPEHHS MiXypiB. ¥ HEMOBIISIT OCHOBHUMH JUISHKaMU € PYKH,
HOTH, CIIHMIII, JIOTIATKU, OOJHMYYsl, MOTHIIUI, JIIKTI Ta KOJNiHA. B crapmmx miTeil — pyku, HOTH, JIKTI,
KOJIIHA, 3aJ(HS MOBEPXHS Wi Ta BEPXHS YaCTHHA CIUHU. MiXxypi MOXyTh OyTH TeMOpariyHUMH Ta
3aiiMaTH BEJMKI JUISHKH, OCOOMMBO HA HIKHIX KiHIIIBKaxX. PigWHA, 1m0 3HAXOAMTHCS B MiXypax, €
CTEPHJILHOIO, TIPY TpaBMaTH3aIlii MOXKe 1H(IKYBaTHCh 1 HABITH PU3BECTH JI0 CETICHCY.

[Ipu iHdiKyBaHHI 3 paH YacCTillle BUCIBAE€THCS 30JIOTHUCTHI CTa(iIOKOK Ta MCEBAOMOHAJHA iH(EKIIis.
3aroeHHsT paH XapaKTePU3YETbCS YTBOPEHHSIM arpoidyHMX pyOwliB, MuTiH, TimepmirMeHramii abo
rinomirMeHTamnii. B ginsHkax 4yacTux TpaBMaTH3aliii MOXKYThb YTBOPIOBATUCH JOOPOSKICHI MIrMEHTHI
HEeByCH. BHACIiZIOK XpOHIYHUX €po3iii MK MajbISIMA KHUCTEH Ta CTOI YacTO YTBOPIOIOTHCS PyOLEBi
MICEeBIOCUHIAKTIIIIT 3 AepopMyBaHHSAM JOJOHEH MO Tumy “pykaBuuku’. ATpodiuHi pyOli Ta BTpara
HIrTIB — oOmiratHi siBuma; B 5-10% miteld po3BUBaeThCs pyoOIeBa anonenis. B pe3ymbrari pyOIieBoro
HaTATy, 0COOJIMBO B 001acTi JIKTHOBUX Ta KOJIHHUX Cyr100iB, BHHUKAIOTh KOHTpakTypu. [lepopanbHo
94acTO CIIOCTEPIraloThCsl MPOTPECYI0Ui KOHTPAKTYPH, Y POTI — (ikcamis s3uKa. Y HEBEIUKOi KUTBKOCTI
niTel HasBHI JedeKTH emalli, 4yacTillle PO3BUBAETbCS B PAHHBOMY Billl BUpakeHUil kapiec. HaBiTh
PYTHHHHH JOTJISIT 32 POTOBOKO TIOPOXKHUHOIO CIIPHYUHSIE YTBOPEHHS MiXypiB Ta epo3iii Ha rydax, sicHax
Ta cnu3oBid pota. CrocTepiraerbcs MOPYLUICHHS MOTOPHKH Ta CTPUKTYPU CTPABOXOAY BHACIIAOK
TpaBMYBaHHS CJIM30BOI CTPaBOXOAY Ta YTBOPEHHs pyOus B IUISHII 3aroeHHd. Jlo iHIIKMX mpoOiiem
BITHOCSATBCS 3aKpely, aHaJbHI TPILMHM, 3 MOXKIUBUM (DOPMYBaHHSAM 3BYKEHHsI pyOLIEBOTO XapakTepy,
ypeTpasbHl CTEHO3H, TIMEepTpodis CEYOBOIO MiXypa, KOH'FOHKTHMBAJIbHI MIXypi Ta ceHexii. 3HauHa
BTpaTa piUHM, OUIKIB Ta KPOBI 3 MiXypaMH Ta paHaMH, B MO€JHAHHI 3 MOPYUIEHHAM XapuyBaHHS Ta
BCMOKTYBaHH$, MPU3BOIUTH JI0 TiMoanb0yMiHEMIi Ta XpPOHIUHOI aHEMIT, SIKI B CBOIO Yepry, MiABUILYIOTh
PU3UK PO3BUTKY 3aCTiHOI ceplieBoi HEJOCTAaTHOCTI y MiJUIITKIB. B MiNsHKaX MOraHOrO 3arolOBaHHSA
BHpa30K Bxke B Billl 20 poKiB MOXYTh pO3BUBATUCH CIiHATIOMa a00 0a3aJbHOKIITHHHA KapLUHOMA, SKa
€ arpeCUBHOIO Ta MOXKE TIPU3BECTH JIO CMEPTI.

Peyecugnuit oucmpogiunuit 0ynvo3nuii enioepmoniz 2enepanizoeanuil inwiuil (paniuie HA3UBABCA
munom ne Annono-Cimenca): Ha BIIMIHY BiJl Baxkkoro reHepainizoBaHoro PJIBE mepeGirae neruue,
0CO0JIMBO CTOCOBHO IMO3AIIKIpHUX NPOsIBIB. 3aXBOPIOBAHHS BHSBISEThCA NPU HApOKEHHI abo oapazy
TiCIIsE HhOTO, T4 MOXKE CYIMPOBOKYBATUCH aruiaszi€ro MmKipu. Mixypi dacTimie JIOKalli3yloThCsl Ha pyKax,
HOTax, KOJiHaX Ta JIKTAX a00 MOXXYTh 3aiiMaTy OUIbII OOUIMPHI AUISHKY, MOMIKMPIOIOYUCH HA 3TMHANIBHI
MOBEPXHI KIHI[IBOK Ta TyNy0; criocTepiraeTbesi ucTpodis HirtiB. OAHAK ypa)KeHHs 3HAYHO JIETI, HIXK
npu PJIBE Baxkkomy reHepanizoBaHOMy. 3aroeHHs BiJOyBaeTbCsi 3 (OpPMYBaHHSM MUTIyMIB Ta
arpodiuHuX pyOIiB. 3pigKa MOXKE CHOCTEPIraTUCh YacTKOBA TIICEBIOCHHIAKTHIIIS, CTPHKTYPH
CTPaBOXOJy, YPaK€HHs POTiBKH, 3aTpUMKa POCTy Ta aHeMis. IlalieHTH MaloTh MiABUILEHUNA PU3HUK 10
PO3BHUTKY IJIOCKOKJIITUHHOTO PaKy.

Piakicni mintunu IBE

Ilpypucinosnui /I/IBE (DDEB-Pr). TtumoBi nokanmizoBaHi abo TeHepai30oBaHI NpPypHUTiHO3HI /
JIXCHOI/THI Manyju 3 JIOKaJIi3aIiero B IIJISHIN KiHIIBOK, MIEPEBaYKHO MPETiOiaIbHO, 1HKOJIM MEXaHIYHO-
1HyKOBaH1 MiXypi, cajHa, MiIlyMH, JUCTpo(is Ta BTpaTa HIrTiB. 3'SBISA€THCS MPU HApOPKEHHI abo B
paHHBOMY NWTHHCTBI 3a3BHYail aKpaJbHUMH MiXypaMd. 3HAYHO BUPKECHHM CBEpODK, SIKMA YacTo
NOB'S3YIOTh 3 MPOsSBAaMH aTomii, AediluTy 3aiiza, TUCHYHKIIE IIUTOBUAHOI 3ano3u, rimep IgE
cuaapoMoM. Ekckopiarii BHACHiZOK pPO3YyXyBaHHS 3arolOlOTHCS TOBUIBHO, 1HKOJIM 3aJIMINAI0YH
rineprpodiuni pyoui Ta MiniymMu. [HTaKTHI MiXypi Ta ypaskeHHsI CIIM30BUX OOOJOHOK CHOCTEPIraroThCs
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PIIKO, TaK 1110 3aXBOPIOBAHHS JIOBIO HE PO3Mi3HABAIOCH K ¢opma BE.

Ipemibianvnun /IFE (DDEB-Pt). mixypi Ta pyOIii 3'BISIOTBCS IIPH HApPOKEHHI ab0 B PaHHBOMY
IUTHUHCTBI, 3piika B MHimiTKOBOMY Bili. JIOKami3yroTbcs MepeBakKHO Ha IIKipi MEpeaHbOi MOBEpXHi
TOMIJIOK, PyKax Ta HOTaX y BUIVIAII MIXYpiB Ta €poO3iid, IHKOJIHM 3 TEHJCHIIIEIO 0 YTBOPEHHS MaIysa Ta
OJsIIIOK  (hIONIETOBOTO KOJBOPY. 3aro€HHsl BinOyBaeThCsl 3 (POpMyBaHHSAM TinmepTpodiuHUX pyOLiB Ta
MiTiyMiB. OHOYACHO CIIOCTEPIra€ThCsl OHIXOAUCTPODIsL.

Bynvosnuit oepmoniz noeonapoosycenux (DDEB-BDN, RDEB-BDN): 3a3Buuaii ycmaakoByeThCS
ayTOCOMHO-JIOMIHAHTHO, PIJKO ayTOCOMHO-PEIIECHBHO. XoOda IIiCIs HapOKEHHS BiIOYyBaEThCS
BHpaXEHE TeHEepasIi30BaHe, IHKOJIH JIeTajlbHEe, YTBOPEHHS MiXypiB, B OUTBIIOCTI JITEH MPOTATOM MEPIITNX
JIBOX POKIB JKUTTSI HAcTa€ pi3Ke MOKPALICHHA, TaK IO y Billi 1 pOKy IIKipa MOXeE CTaTH MPAKTUYHO
HOpMajbHOKW. B iHImIMX BUMNAIKaXx 3aXBOPIOBAHHS IMPOTPECY€, IO HE BIINOBINAE TEPMiHY
“TpaH3uUTOpHUN OynbO3HUI emigepMoii3”. B ocHOBI marTonorii JeXUTh MOPYIICHHS METadodi3My
kosareny VII Tuiry 3 HOoro BHYTPIITHBOIIUTOIIA3MATUYHOKO PETEHITIEI0 0a3albHUX Ta Cynpada3aibHUX
KEpaTHUHOIIMTIB.

Peyecusnuit /IBE ingepcnuu (PABE-I): Mixypi Ta epo3il THIIOBO JIOKATI3yIOThCS HAa 3THHAJIBHHUX
MOBEPXHSAX Ta aKPaJbHHUX JUISTHKAX. 3aXBOPIOBAHHS 3'SBISIETHCS MPU HAPOKCHHI a0 ojapasy miciis
HBOTO. OCOOJIMBO BPaXKArOThCS MIJITHKY, CXWIJIBHI J0 TIONPUIOCTEH: MAaXBUHHI Ta MAXOB1 JMIJISHKH, KUCTI
Ta CTONHW, OCHOBAa IIHWI, TIONEPEKOBO-KPMKOBUI BT Ta TMepiaHanbHa HOiIsSHKA. YacTumu
YCKIJIQIHEHHSIMU SIBIISTIOTHCSI KOHTPAKTYpHU CYIIIO0IB Ta BTpaTa HIrTiB. Hepigko BpaxaeThcs 1 MOpOKHUHA
pora, ne cmocrtepiralotbcs AedekTd 3yOHOI emani, MIKpOCTOMisl, aHKUIOIVIOCis, MIKpPOIIOCisS Ta
TPIIMHU. YpaKeHHS HWKHBOI YAaCTHHH CEYOCTATEBOI CHUCTEMH MOXE TPHU3BECTH JI0 PO3BUTKY
BariHaJbHUX CTPUKTYp. [HIMMMH, MEHII MOIIUPEHUMH, MPOSBAMH € CTEHO3 30BHIIIHBOTO CIyXOBOTO
MPOXO/AY 3 YAacTKOBOIO BTPATOI0 CIyXy, €po3il POTiBKM Ta aHeMis. 3aTpuMKa pocTy OyBae piJIKo.
MOoXJIMBHIA PO3BUTOK IJIOCKOKIITHHHOTO PaKy MIKIipH.

Ilpocno3 npu /JIBE 3anexxuth BiA MIATUILY 3aXBOPIOBAHHSA. Y JESIKUX Malll€EHTIB YTBOPEHHS MIXypiB
perpecye Bke MPOTIroM MEepILIOro POKY KUTTS. Y 1HIIHUX CIOCTEPIraeThCsl MPOrpecyroue MoripimeHHs 3
MepepaxoBaHUMHU BHUIIlE ycKiIagHeHHsAMHU. Cepel caMuX BaKKHMX MAIlEHTIB, AKl cTpaxnaioTs PIBE
BOXKMM T€HEpaJi30BaHUM, CMEPTHICTh B MEpLIl POKHM XHUTTA MiABUIICHA, 3a3BUYall MO NPUYMHI
CENTHIIEMI] BHACIIJOK CyNepiH(eKIli IIKIpH, a TaKoXK 4epe3 HEJOCTAaTHICTh XapuyBaHHS; Ii3HIIIEe
TT1JICUITIOIOTHCS YCKIJIaIHEHHS 300Ky HUPOK [ 18].

Herckas nepmaroinorus. luddepeHunanbHas JHATHOCTUKA M JIeYeHHe Yy JeTell M MOJPOCTKOB.
Ilerep I. Xérep. Ilox penakuueit akanemuka PAMH, a.men.H., npogeccopa A.A.KybaHoBoii,
AOKT.Mel.HayK, npopeccopa A.H. JIbBoBa. IlepeBoa ¢ HeMenKoro A0KT.Mel.HayK, npogeccopa
B.I1. AnackeBnua. buanom. Mocksa, 2013.

Tabauus 1.6. Xapakrepuctuka Haitouiem yactux tuniB JIBE (MonudikoBano no Fine et al., 2008)

Kpurepiii JABE, ominantHa /IBE, Penecusna /IBE, PeuecuBna
reHepaJjiizoBaHa reHepaJjiizoBaHa reHepaJiizopaHa
(popma Baxka popma iHma ¢gopma

Tun ycragkyBaHHA Al AP AP

ITouarox [Tpu HapomKeHH1 [Ipu HapomxeHH1 [Tpu HapomKeHH1

Po3minieHHs BUCHTIaHb I'enepanizoBane I'enepanizoBane JlokanizoBaHe

Bpaxenns mkipu

YTBOpeHHs MiXypiB 2+ 1o 3+ 4 3+ mo 4+
Miniymu 3 4 3+ mo 4+
Atpodiuni pyOIti 3+ mo 4+ 4 3+ mo 4+
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Kpurepiii JABE, ominantHa /IBE, PenecuBna /IBE, PeuecuBna
reHepaJjiizoBaHa reHepaJjiizoBaHa reHepaJjiizoBaHa
¢popma BaxkKa popma iHma gopma

Anomanii HIrTiB 4 4 4

(mucTpodis, BTpaTa HIrTiB)

J10JIOHHO-ITI TOIIIOBHA 0 0 0

KepaTonepMis

Hannmumkosa rpanynsmiitna 0 Pinko 0

TKaHWHA

PybueBa anonertis 2 3 2

IHo3amkipHi nposiBU

AHewmis 1

3arpuMKa pocTy Pinxo

VYpaxxkenus CJIN30BUX | 3

000JI0HOK

lNnomnazis emani, kapiec | 0 0 (kapiec: 4+) 0

VYpaxkeHHs oueit 0 3 2

IIceBnocuHmakTHIIIA Pinxo 4 2

IKT 2 4 3+ mo 4+

YporeHiTaJlbHHI TPAKT Pinxo Pinko Pinxo

Pecniparopuuii TpakT 0 0 0

[HII1 ycKIagHEHHS 0 1. Hupkosi (rmomepy- 0

ToHEePUT, amM1I0i103
HUPOK, IgA-Hedpona-
Tisl, XpOHIYHA HUPKOBA
HEJOCTATHICTB ).

2. Kapniomionaris,
OCTE0MOpO3, Mi3HE
cTareBe J03pIBaHHS.

KymyasituBanii pusuk majiraomu 10 30 poxis

Crminanioma 0 3 2

bazarxioma 0 0 0

Menanoma 0 1 0

JleranbHicTh 00ymoBieHa 0 4 2

0y 1bO3HUM
enigepmotizom

AJl — ayrocoMHO-A0MiHAaHTHUI; AP — ayTOCOMHO-pelleCUBHU; CTYMiHb BUpPaXeHHS (BaxKkocTi): 0,

1+, 2+, 3+, 4+
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CHH/IPOM KIHJI/IEP

Cunnpom Kingnep Bukimukaerbest mytamiero B reHi Kindlin-1 (FERMT1). Jlanuii 61510k 3a0e3mnedye
3B’S130K IIUTOCKENIETY aKTHHA 3 MO3aKJIITUHHUM MaTpukcoM. CHHIPOM XapaKTePHU3YEThCS IiIBUIICHOIO
BPa3JIMBICTIO IIKIPH Ta YTBOPCHHSM MIXypiB BXKE MpPH HAPOKCHHI 3 HACTYIHHM PO3BUTKOM
¢dorocencudbinmizanii Ta mporpecyrouoi mnoiikinogepmii. POTOUYTAUBICTH Ta (POTOIHAYKOBiIHI MIXypi
MaroTh TEHJCHIIIIO JI0 perpecy 3 BiKOM, KpPiM TOTO MPH I[bOMY CHHAPOMI PO3BHBAETHCS MpPOTpecyroua
nolikinofepmisi mwkipu (arpodis, TeneaHriekTasii Ta peTUKYIsSpHA MIrMEHTAIis]) ePeBaXHO B JIUISHILI
mui Ta o0JAMYYs, MEHIIE Ha MIKipi pyk Ta HIir (mKipa HaOyBa€ BUINISAY «IIMTApKOBOIO IMAmepy»).
[NoripmieHHs cTaHy B JiTHIHM 4yac. Y MaIli€HTIB CHOCTEPIra€ThCs TAKOXK YPAKEHHS CIM30BUX OOOJIIOHOK
PI3HOTO CTYNEHS Ba)KKOCTI, BiJ MiABUINEHOI BPa3jIMBOCTI SCEH, MEPIOJAOHTUTA, TIHTIBITA JI0 CTEHO3Y
CTPaBOXOJy, TOpTaHi, yperpu, anyca. Juctpodis HIrTIiB, HENOBHA TCEBIOCUHMAKTHIIIS, MIIIyMH,
NEPEeTSDKKH 110 THUITY CIOHTAHHOTO JAKTUIIONI3Y, JICHKOKeparo3 Tryd 1 ciu30BOi OOOJOHKHM poTa Ta
CTaTeBUX OpraHiB, KCEpOCTOMis, Kapiec 1 aTUIOBHA TNEpIOJOHTHT MAalOTh paHHIA IOYaTOK Ta
MpPOrpecyroTh 3 BIKOM. Y TMalieHTiB 3 cuHapoMoMm Kinanep mMigBUIIEHHUN PHU3UK PO3BUTKY
TJIOCKOKJIITHHHOTO paky [18].

4.4. IHIEKCH BA’KKOCTI

SImoHChKa Tpymna MOCIITHHUKIB PIAKICHUX Ba)KKOBHJIIKOBHUX IIKIPHUX 3aXBOPIOBaHb 3allpPOINOHYBaja
CTaHJapTH JiarHOCTHKM Ta JikyBanHs BE. Jlani cranmaprtu crBopeHi mist nBox ¢gopm BE: mexesoro
(MBE) ta nuctpodiunoro (/IBE), a Takox ayis BE HOBOHapoKeHUX.

O3naxu, AKi acoyitolomusca ¢ mexceeum 0yn1vbo3num enioepmonizom (MBE):

® MiXypl JOKali3YyIOThCS B JepMO-€IiJepMaIbHOMY 3'€HaHHI 3TiTHO 3 JAHUMHU EJIEKTPOHHOI
MIKPOCKOTTii;

e acomianis 3 arpodiero mKipu Ta AePeKToM 3yOHOT emani;
e MyTalis B OIHOMY 3 HACTYITHUX T'€HiB:
(3a) naminin 5 anwga-3, 6era-3 abo ramma-2 NaHIIOTIB
(3b) inTerpun anbda-6 abo miarum 6era-4
(3c) anturen st Oynbo3HOTO neMdiroiny
O3naxu, AKi acoyilolomusca 3 00MIHAHMHUM OUCMPODIYHUM OYTbO3ZHUM enidepMOiZoM:
e MIXypl JIOKaJI3yIOThCs B IepMi (BHYTPILIHBOEPMAJIbHO) 332 JAHUMHU €JIEKTPOHHOI MIKPOCKOIIIT,
e XBOpi 00HM/Ba OaTbKH Ta AITH;
e wmyraiis B redi (COL7A1) VII Tuna konareny.
O3naxu, AKi acoyiloiomsca 3 peyecusHum OUcCmpo@iunum 6y1b03HUM enioepmonizom:
® MiXypi JIOKaJIi3yIOThCA B JiepMi (BHYTPIIIHBOJEPMAIIbHO) 32 TaHUMH €JIEKTPOHHOI MIKPOCKOITIT;
ey O/IHI€T TUTHUHH a00 TakoX y cMOCiB (piAHUX OpaTiB Ta cecTep);
® ACOIIIOETHCS C PYOISIMU LIKIPU Ta BUPAKEHOIO CUHIAKTHIIIEIO;
e myTariis B reHi (COL7A1) VII tuna xonareny.
Inaexc BaxkKkocTi 0yJ1b03HOTO emiIepMoJIi3y HOBOHAPOXKIEHUX

3anponoHoBaHwmii iHeKC BaxkkocTi BE s HoBonapoxkaennx [Hashimoto 1. et al., 1999], skuii Bxiroyae
6 OCHOBHUX (HOBI1 MiXypi, BIJICOTOK ILJIOIII Ypa)XeHHs IIKipH, HASIBHICTh MIXypIiB Ha CIIM30B1i 00OJIOHIII
MOPOXHHUHU POTa, CKIAJHOCTI NMPH BUTOJOBYBaHHI, 3MIHM Y Ba3i, cTaiJIokoKoBa iHQEKIis, cTiika 10
tepamii MetuiiHoM — MRSA) ta 5 nomatkoBux (nedekt naMmiHiHy 5, aTpesis miiopyca, ciMeHHUN
aHaMHe3 JeTaJbHOro BHUMaAKy BE, HasfBHICTH BaXXKOro perecHMBHOTO JUCTPO(iyHOro OyIbO3HOrO
emiIepPMOIIi3y B CIMEHHOMY aHaMHeE31, HasBHICTh B CIMEHMHOMY aHaMHE31 OyJIbO3HOTO €MiIepMOIIi3y 3
M's130BOIO0 TUCTPOdier0) mapameTpis (Tadi. 23).
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Tadoauus 23. Po3paxynok inoekcy axckocmi 0y1603H020 enioepmonizy 0711 HO8OHAPOHCOCHUX

ITapamerpu Osnakn baau

Mixypi HOBI Hemae 0

Bix 1 10 4 B THKIEHD

Big 5 1o 10 B THxIeHb

> 10 B THXXIEHD

[1n01m1a ypaskeHHsI MiXypamu Hemae
1-4%

5-15%
> 15%

Mixypi Ha CJIM30Bii 000IOHIII poTa Hemae

1 abo 2 B MicsLb

JlekiapKa B MiCSIb

3aBxKIu

CKJIaTHOCTi BUTOJIOBYBaHHS Hemae

He3nayni

[TomipHi

Bupaxeni

3MiHM Y Basi HopmanbHO Habupae

Maa npubaBka

He 3MmiHIO€THCS

Brpara Baru

[ndekmis Staphylococcus aureus 31 Hemae

ctilikicTio 10 Metuitiny (MRSA) MicueBa, HeakTUBHA 1H(EKITis

MicueBa, akTUBHA 1HEKITis

W NP O W NP O WNPFP O WDNPFP O W NP O W NP

CucreMHa

3arambHa cyma OasliB TIApPaxoBYEThCA 3a JaHUMHU 6 mapaMmerpiB. MakcuMmaiabHa KUIBKICTH OaiiB
nopiBHtoe 18. [Tpu kinbkocTi 6ainiB Big 0 10 5 3aXBOPIOBaHHS OIIHIOETHCS SIK JieTke, Big 6 1o 10 OamiB —
CepenHbOi BaKKOCTI, B 11 10 16 GaniB — Baykkoro crymneHs. [1amieHT OMIHIOETHCS K BAXKKUH, SKIIO € 1
abo Ounplie GaliB IUIIOC HASBHICTh Xo4a O OJHOTO 3 HACTYNMHHUX 5 mapamerTpiB: AedeKT JlamiHiHy 5,
arpesiss TIOpycCy, CIMEHHUN aHamMHE3 JIeTAIBHOTO BUMAAKy BE, HasBHICTH Ba)XKOTO PEIIECHBHOTO
muctpopiunoro BE B cimeiiHoMy aHamHe3i, HasBHICTH B cimeiiHomy aHamHe31 BE ¢ Mm's30Boro
TUCTPOdie€ro.

Komenmap pobouoi epynu:

YV 38’sa3ky 3 6i0cymHicmio MOMNCIUBOCMI GU3HAYEHHs NamiHiHy 5 6 Vkpaini mooxcna nposecmu
PO3DAXYHOK [HOEKCY 8ANHCKOCMI Tulie 3a OCHOBHUMU NAPAMEMPAMU.
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Moss C, Wong A, Davies P (2009) The Birmingham Epidermolysis Bullosa Severity score:
development and validation. Br J Dermatol

BipMinremcbknii iniekce Ba:KKOCTi 1J141 0yJib03HO0r0 enigepmodisy (Moss C. et al., 2009 [20])

ITapamerpu Ouinka napamerpiB Makc banu
IManicura
Hirri Brpara HirTiB + 4 5
Jluctpodist HIrTIB + 8
JIUTSTHKY ypaskeHHS 72 X % ypakeHHs LIKIpHU: MIXypi, epo3ii, 50
KipKH, JUISTHKH, SIKi 3aTOI0IOTHCS, €pUTEMA,
arpodiuHi pyOIli, HE BPaXOBYETHCS TUCXPOMIS
Ta 100pe 3aroeHi pyoiri
[TopoxxHUHA pOoTa (0 = cnrM30Bi HE BpaKeHi 5
Oui 1 = pinkicHi Mixypi/epo3ii )
[opranb 2 =4gacrti Mixypi )
CTpaBoxin 3 = nepcUcTyro4ui CUMIITOMH, [10YaTKOBI 5
CTPYKTYpHI aHOMamii
4 = MOMIpHI CTPYKTYpHI aHOMaJTii
S = BaXKi CTPYKTypH1 aHOMAai1 (TUB. HIKYE
neTaizaiiio 0amiB A KOXKHOI JUTSTHKH)
PyOuii Ha mikipi kucteir |0 = Hemae pyOIFOBaHHS 5
1 = mimiymu i/abo arpodiuni pyomi
2 = HasiBHI KOHTPAKTYpH a00 MIKIAIbLIEBI
3POLIEHHS
3 = sBH1 KOHTPAKTypu a00 MPOKCUMAJIbHI
3POLICHHS
4=mix 315
S = 37MTTA YCiX NaNbLIB y BUIVISJI pyKaBHUKU
Pak mikipu KiJIbKICTD 3JI0SIKICHUX TUISTHOK )
(II0CKOKITHHHA + 1 U1 MeTacTasiB B JIOKaIbHI/perioHanbHi
KapruHOMa) iMQoBy3IH
+ 2 114 BiIJIalIeHUX METacTa3iB (MaKCUMyM 5
0aiB)
XpOHIYHI BUPA3KU 0 = Hemae 5
Oinpie 6-12 Mic 1 =< 1% nosepxHi mkipu (1% — po3mip
TOJIOH1)
2=1-2%
3 =2-5%
4 =5-10%
5 =>10%
PyOreBa anoneris 0 = Hemae anomnenii 5)
BHACIZIOK BE 1 =1-19% ypaskeHHsI BOJIOCHCTOT YaCTHHU
TOJIOBH
2 =20-39%
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IHapamerpu Ouninka napamerpiB Makc banu
INamienTa

3 = 40-59%
4 = 60-79%
5 = 80-100%

HenocrarHicTs 0-5 (ne 0 = HOpMa Ta 5 = KaxXeKcis) 5

PKUBJICHHS

3arajbpHa KiIbKicTh 6aJ1iB 100

[Tpuknax nigpaxynky 6amis npu BE.

HirTi: BBeniTh 4nCiIO B KOXKHY KIITUHKY Ta J0JANTE O TOPU30HTAI]

[Tapamerpu [IpaBa [liBa [[IpaBa [liBa Bcboro [Behoro [3aranpHa KinbKICTh OalliB
KHCTh [KUCTh [CTOMA [cToma |A B

BincytHicTh + + + + = +4=

HITTiB }=

Juctpodis + + + + = +8=

HII'TIB

Hopmaibhi

HITTI

Bceboro 5 ) ) 5

Ii1oma ypaxeHHs

3aManoiiTe 30HM ypaXeHHS Ha MAaJIIOHKY, HOTIM BM3HA4T€ BIJICOTOK JUIi KOKHOI 30HM Ta BHECITh
oTpuMaHi uudpu B cyciiHi KIITUHKUA. Hanpukiaz, SKio ypaxeHa MojJoOBHHA TyilyOa criepeny, BHECITh
9% y BIAMOBIAHY KIITUHKY. Po3Mip 10710H1 maiienTa Bianosigae 1% 3aranbHOi TUI0III TOBEPXHI TiJa.

[Tnoma ypakeHHs epeAHbOT MOBepXHI =%
[Inoma ypaskeHHs 3aHbO1 MOBepxH1 = %

[Tepennst moBepxHs + 3aHs TOBEPXHSI =%

+ 2 = nyoma BpakeHHs =
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CTaH NOpoKHUHHU POTA, 04eil, ropTaH(, CTPABOXOAY: AeTajdi3auia 0aJiB

Ilopo:kHuHa pora Oui I'oprann Crpasoxin
0 |BE ne Bukimkae npobnem [BE He Buknukae nmpobiem bE He Bukinkae bE He Bukinnkae
npo0iem mpoOiemM
Pinko 6oiodicTh Pinko 60m04icTh Pigko ocuIuiicTh Pinko nucaris
YacTto 60m0vicTh YacTo 6004icTh YacTo ocHILTICT YacTo nucdaris
[TocTiiiHa OOJIFOUICTE [TocTiiiHa OOJIFOUICTE [TocriitHa ocuruticth |[TocTifina qucdaris

TenaeHtist 10 CKOBaHOCTI [PaHO TOMITHE 3aXBOPIO-

SI3UKA BaHHS 30BHIIITHHOTO
arapary oka
Mix 315 Mix 315 Mix 315 Mix 315
5 |BupaxeHna ckoBaHicTh  |/[BOCTOpOHHE, 3arpokyroda KHUTTIO |YCKIIaJHEHEe
SI3MKa Ta MIKPOCTOMIs 3arpoXKyroue 30py OOCTpYKIIisi TOpPTaHi |[KOBTAHHS TBEPOi ki
3aXBOPIOBAHHS 04ei Ta p1IUHU

V. JIIKYBAHHS BYJIBO3HOI'O EHNIAEPMOJII3Y
5.1. 1OIUIAA L 3A PAHAMM [20]
OCHOBHi NPUHIMIIH AOVIALY 32 WIKIPOIO Ta paHAMM

Jlornsa 3a MIKIpOK Ta paHaMH MOBUHEH BianoBigatu sk tuny BE, Tak i cnenudiyHoMy cTaHy paHH.
HasiBHICTP MHOXKMHHHX PaH pi3HOI TPUBAJIOCTI Ta 34aTHOCTI IO 3arO€HHS YCKJIAJIHIOE JIiKyBaHHS BE.
OCHOBHUM MpPUHIUIIOM JIKyBaHHS paH € 3aCTOCYBAaHHS aTpaBMaTHUYHHMX IOB'I30K JUISL 3amoOiraHHsS
000 Ta KpoBOTeYl Mpu iX 3MiHI. BaxnuBy ponb y BHOOpi MaTepiaidy BIIICPalOTh 1HJMBIIyalbHI
yrnoo0aHHs Ta COCiO >KUTTS MAalli€eHTIB, HasBHICTh MEPEB's3yBaJbHOTO MaTepiany 1 yacy y oci0, siki
JOIVISIAI0Th 3a MallleHTaMH.

VYei tunu BE xapakTepu3yroThes MiIBULIEHOO BPA3JIMBICTIO MIKIPU Ta MOIIMPEHICTIO MKIPHUX YpakeHb
3 YTBOPEHHSIM MIXypiB, Bil OOMEXEHHX IUISHOK Ha pyKax Ta HOTax Jo OUIbLI reHepaliizoBaHux. B
MEIMYHHUX YCTAHOBAX IMPOBEIEHHS PYTHMHHUX Ipouenyp y nauieHTiB 3 BE, Takux sik TpaHCHOpTYBaHHS
Ta mnepekinagaHHs abo 3HATTS EKI'-enexTpoaiB, Moke MNpu3BECTH 10 OOLIMPHOI BTpaTH IIKIpH.
Ilepconan, skuit Hagae nomomory namieHTaM 3 BE, moBUHEH MpoiTH HaBUaHHS MO MEBHMX METOAAX
00poOKHM paH, IO TO3BOJISAIOTh YHUKHYTHU TPaBMYBAaHHS BHACIIJOK TEPTS Ta 3HATTS KIEUKUX 3acC00iB.
Jlornsa noBuHeH OyTu AyXe 00epeKHUM, 11100 HE BUKJIMKATH MOAAJIBIIONO YIIKOAKEHHS.

BaxnuBo mpuciayxatuch 10 TMalieHTa Ta/abo MIKIyBaJbHHMKA, Tak sK Oiibmicts ocid 3 BE
BUTIPOOOBYIOTH Ta BUOMPAIOTh BapiaHT NEPEB'sI3yBaHHs, IKUI JTOTIOMarae YHUKHYTH TpaBMyBaHHs. J{s
MPUKIIAAY, BOHU MOXXYTh BUKOPHUCTOBYBAaTH M'SKi MPOKJIAIKU JJIS 3al00iraHHs YTBOPEHHS MIXYpiB IO
Kpasix mepeB'si3ku a00 BUKOPUCTAaHHS OMHTYBaHHS ISl 3HMKEHHS! pU3UKY (popMmyBaHHS KOHTpakTyp. Lli
CHOCOOM TepeB'si3yBaHHS PO3POOIISIINCH MPOTATOM Oararbox pokiB KUTTS 3 BE 1 Garato TexHik €
HETUITOBUMH.

PerenpHe 00roBOpeHHS 3a3BUYAll Ja€ MOXKIIMBICTD BUSIBUTH, K1 3aCOOM BUKOPUCTOBYIOTHCS TAI[IEHTAMU
B [IEBHUX BUIIAJIKAX 1 JIIKap MOBUHEH OyTH TOTOBUM MpPUHHATH 11e. OKpiM TOTO, JiKapi MOBUHHI HAaBYaTH
MaIIEHTIB JOMISAAY 3a paHaMHU Ta HaJaBaTH 1H(GOpPMAIIII0 PO HOB1 3ac00U, K TUIHKU BOHH 3'ABISIOTHCS
Ha PUHKY.

OcHoBoto Jorsiay 3a mkipoto y BE € monepemkeHHs TpaBMyBaHHS, APEHAX HAsABHUX MiXypiB, 00poOka
paH 3 BUKOPHUCTAHHSIM AaHTHCENTHYHHX 1 PaHO3arolIOYMX TOIMIYHUX 3aco0IB Ta arpaBMaTUYHHUX
(HeaaTre3MBHUX ) TIOB'SI30K.
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«Best practice guidelines for skin and wound care in epidermolysis bullosa
(Dystrophic Epidermolysis Bullosa Research Association International, 2012)

JIikyBaHHsI MixypiB

ITpu Bcix Tumax BE wMiXypi BHHUKAIOTh BHACTIJIOK TEPTS Ta HE3HAYHOI TpaBMH. BOHM MOXYThH
3'SIBIATUCH HA OyIb-IKUX AUISHKAX LIKIPH, @ TAKOX Ha CIM30BUX 000JI0HKaX. Po3ramryBaHHs OKpeMoro
Mixypa Moxe Oyru cnemudiuaum Uit neBHoro Tumy bE, nanpuknan, IIBE moxamizoBaHmii
XapaKTepU3yeThCS HASBHICTIO MIXypiB B OCHOBHOMY Ha pyKax 1 HOrax, a IpHu Jerkux ¢opmax
muctpodivynoro BE Mixypi po3MilytoThCs B JUISHKAX, SKI 4YaCTO TPAaBMYIOTHCS, TAKUX SK BHUCTYHArOYi
4acTUHU (CynIO0OBI AUIAHKK). MiXypl MOXKYTh YTBOPIOBATHUCH ITOOAMHOKO a00 Tpymnamu, B 3aJ€KHOCTI
BiJI HAHECEHOI TPaBMH, Ta MOXKYTh OYTH 3alIOBHEH1 CEPO3HUM a00 reMOpariYHiuM BMiCTOM.

Axmo Mixypi He 0OpoOWTH, TO BOHM MAarOTh 3/IaTHICTh IIBHJKO IOIIMPIOBaTHCh. Ha BimMiHY Bin
pEeKOMEHaNii Ipy 1HIIUX JepMAaTONOTIYHUX 3aXBOPIOBAHHSAX a00 MpH JIIKyBaHHI paH, HEYIIKOIKEHI
MiXypi HOTpPIOHO MPOKOIOTH B HAWHWXKYIA TOYI ISl YHUKHEHHS TOILIKOKEeHHS TKaHuH [22]. s
MIPOKOJTYy BUKOPHCTOBYIOTH CTEPWJIbHI 1H'€KIIHHI TOJIKM; SKIIO BOHU BIJCYTHi, TO NPOCTEPHUIII30BaHA
IIBeliHA ToJIKa. [0JIka MOBMHHA MPOXOJWTH Yepe3 MOKPHIIKY MiXypa MHapaieibHO 10 IMIKipH, mo O
CTBOPUTH BXIiJTHHI Ta BUXIJHUNA OTBOPH, Yepe3 SKI MOXKHA BUIAATUTH PiIUHY.

M'sikuil IMaTov4oK Marepially, TaKui SK Mapis, MOXXHAa BHKOPUCTATH Ui OOEPENKHOTO 3/IaBICHHS
MixXypa JJIsl IOBHOT'O CIIOPO’KHEHHsI. SIKIIO 371aBJIeHHs CIIPUUUHSE Oib, TO 10 TOJKU MOXKHA IPUETHATH
HITTPUIL JIs acTiparii piauHu.

JlesKi mamieHTH HaJaloTh IepeBary BUKOPUCTAHHIO CTEPUIIBHUX HOXHIID a00 Jie3a JJIsi CKaJIbIIeNst, o0
CTBOPUTH OUIBIINI OTBIp 1 MOMEpPEAUTH MOBTOPHE 3arlOBHEHHS Mixypa. [loTpiOHO HaMaratuce yHUKaTH
BUJIAJICHHS MTOKPHILIKH, KA € 010JIOTTYHUM 3aXMCTOM paHH Bij iH(iIKyBaHHA Ta O0II0.

«Best practice guidelines for skin and wound care in epidermolysis bullosa»
(Dystrophic Epidermolysis Bullosa Research Association International, 2012)

JlikyBaHHSI NpoCcTOro 0yJIbO3HOIO emiiepMoJIi3y

Taktuka nepes's3ok npu [IBE Hauinena Ha nonepeakeHHs iH(IKyBaHHS, 3MEHILIEHHS MiXypiB Ta 3aXUCT
HIKIpY BiA TpaBMyBaHHA. IIpoTe crocTepexeHHs aBTOpPIB MPOTATOM TPUBAJIOIO 4Yacy BHSIBHIIO, IO
Oararo MaIieHTIB BBaXKalOTh 3a Kpallle He nepes's3yBatu Mixypi. [lepe's3yBanbHuil marepian Moxe
MIPU3BECTU O MEPerpiBy, SAKUH MiJBUILYE CXUIBHICTh JO YTBOPEHHSI MIXYypiB, TaK SK 30LIbIIYETHCS
MOTOBU/IIIEHHS, BHACIIZIOK SIKOTO BUHHMKA€e TepTd. [lamieHT MOXke TakoXK CKapKUTHUCh Ha MOSIBY MiXypiB
[0 KpasX HakIaJaHHS MOB'I3KM B MICISX, AKI MIJAAIOThCSl BEIMKOMY THUCKY, HalpHUKIAJ Ha HOTax.
[lepeB's3yBaibHUIl MaTepiad Ta MPOKJIAAKM HAa HOTaX YHEMOXJIMBIIOIOTH HOCIHHSA B3YTTH, a
MepeB'ss3yBAIbHUI MaTepiayl Ha pyKax MOXKE TEepEIIKO/KaTh 3[aTHOCTI 70 CamMOOOCITyrOBYBaHHSI.
I opmartis 3 pekoMeHaIisIMA TI0 TIepeB's3yBaHHi paH (auB. Tadmwuio 5.1)

JUnis mani€eHTiB, [Ki He MOOJIATH MepeB'sI3yBaTHCh a00, sIKi IMOMITHUIIM MIJICUJICHHS YTBOPEHHS MIXYpiB ITiJ
MOB'SI3KaMH, MOKHa BUKOPHCTOBYBATH XapuoBe KYKYpYI3siHEe OOpOITHO (KYKYpYA3SHHH KPOXMaib) s
MiJCYIIyBaHHS MIXypiB 1 3MEHIICHHS TepTs B AUISTHKaX HakiagaHHs. [LIOBKOBI mIKaprneTKu He MICTATh
IIBIB 1 TAKOXX JTOMOMAararoTh 3MEHITUTH TepTs. KimiHIYHMI AOCBiA TakoX IMOKa3ye, MO CpiOIo MOXKe
JOTIOMOTTH YTPUMYBaTH HOTH B TIPOXOJIO/.

Ta6auus 5.1. Pexomenaanii no nepe'sizui npu IIBE nokanizoBanomy Ta renepasizopaHomy

Tun Toprosa Hazsa Bupoonuk IToxa3zanus/ IIporunoxa3zanus/
NOB'A30K DyHKUIis KomenTapi
M'sika Mepitel® Molnlycke Health Bigkpura pana/ Mepitel® and ADAPTIC
CUIIIKOHOBA ADAPTIC Care Panesnit TOUCH® He
TOUCH® Systagenix KOHTaKTHUM I1ap BUKOPHCTOBYIOTHCS Y MAIiEHTIB
IIBE /laymur-Meapa
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Tun Toprosa Ha3Ba Bupoonnk IToxazanus/ IIporunoxasanus/
MOB'SA30K DyHKIisA KomenTapi
Jlimigao- Urgotul® Urgo Medical Binkputa pana/ He migxonuts mis gyxe
KOJIOi/THA Panesuit BOJIOTHX paH (mpobiema 3
KOHTAKTHHU map  (ikcarriero)
I'youacra  Mepilex®/Mepilex Molnlycke Health 3axucr Y TBOpEHHS TEIIOIHIYKOBa-
® Lite/ Care HuX MixypiB. [Ipu HeoOXiz-
Mepilex® Transfer HOCTI, 11 (pikcartii Moxe
BUKOPHCTOBYBaTHCHh Mepitac®
pasom 3 Mepilex® Lite
[igporenesa IntraSite™ Smith & Nephew Oxonomxenns Ta  He momyckae BUCYIITYBaHHS
Conformable 3MEHIICHHS 0OJTIO
Biocunreru- Suprasorb® X Activa Healthcare Oxonomkenns Ta  JIinigHO-KOIOIHE MOKPUTTS
JHa Ltd, an L+R 3MEHIIIEHHS 0010  JIsl HONEPEIKEHHSI BUCUXaHHS.
TEITF0JI03HA company [Tix yac BUCHUXaHHS
CTSTYETHCSI, TOMY 3
00epeKHICTIO BUKOPHCTOBYIUTE
HABKOJIO MAJIBIIIB.
JlucroBa ActiFormCool®  Activa Healthcare OxonmomkeHsst Ta  YTPUMYETHCS JOBIIIEC 32
rijgporenesa Ltd, an L+R 3MEHIIICHHS 00JIF0  PaxXyHOK TPHUBAIIIIIOTO
company YTPUMaHHS BOJIOTH
@ikcyroui  Mepilex® Border/ Molnlycke Health 3axucr JI1s1 3HATTS TaKMX NOB'SI30K
Border Lite Care MOXYTb 3Ha100UTHCH Appeel®
ALLEVYNTM (CliniMed), Niltac™
. ConvaTec) a6o Peel- Easy®
Gentle Border/ Smith & Nephew (CD Mod: ) | y
ALLEVYN™ Lite T (CD Medical) s
Advancis Medical HONepeIKEHHS 3UPaHHs
Advazorb Urao Medical i
Silflo®Urgotul® ~ -d0 Medica
Duo Border
ITopomkosa Cornflour (Corn  Anreuna 3acTOCOBYETHCS He BHKOPUCTOBYETHCS
starch) micyis HaJlpi3aHHS — KYKypYI3siHe OOPOIIHO Ha
MiXypiB BIJIKpUTI paHu Ta B IUISHII

MiATy3HUKIB, TaK SIK
MEPETBOPIOETHCS HA TIACTY

*Ta6muns anantosana 3 Denyer J. Wound management for children with epidermolysis bullosa. Dermatol Clin 2010; 28:

257-264.

Komenmap pooouoi zpynu:

Mepilex®, Mepitel® — mopeosi nazsu. Jlani 6upobu MeouuHo20 NPU3HAYEHHS — NAACMUPT MEOUYHI.

Tabuauus S.2. Pekomenaanii no nepes'sizui nanientis 3 IIBE layainr-Meapa

Tun
MOB'A30K

JlimigHO-

KOJIOigHA

Toprosa Hazsa

Urgotul®

Bupoonuk IToxa3zanus/
DyHK1is
Urgo Medical Binkpura pana/

Panesnit
KOHTAaKTHUU 1Iap

IIporunoxasu/ Komenrapi

BUKOpHUCTOBYETHCS B SIKOCTI
MEePBUHHOI MOB'SI3KH 1]
PolyMem®, sikiiio icHye
PHU3HK afresii.
[IepekoHaiiTeCh, 110 HE Ma€e
CKJIAJIOK Ta 3MOPIIIOK, SIK1
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Tun Toprosa Ha3Ba Bupoonnk IToxazanus/ IIporunoxasu/ Komenrapi
MOB'SA30K DyHKIisA

MPUBEYTH JO YTBOPEHHS

MIXypiB
[TonimepHo- PolyMem® Ferris Panu 3 Hapomkenns Cmyxku Hydrofiber®
MeMOpaHHa PO3MIIIYIOThCS Mij Kpai

MOB'SI3KH JIJIs 3aXUCTY LIKIPH.
3aMIHIOIOTBCS, KOJIM CTAOTh
BOJIOTIMH, y TPYITHUX JiTEH
JUIsl YHUKHEHHS

MIEPEOXOJIO/KEHHS
['ipoBonok- AQUACEL® ConvaTec 3axuct no kpasix  [IpomuBaru Bomoro abo
HHUCTa TIOB'SI3KU (bi310JIOTTYHUM POZUUHOM JIJIS
BUIAJICHHSI, SKIIIO 11¢
HEeOoOX11HO

[IBE Mayniar-Meapa mnotpebye cnenudiqyHOro AOIIsAY, Tak K 1HINI HepeB's3yBalibHI Marepianu
MOXYTh IIPOBOKYBATH YTBOPEHHS MiXypiB 10 Kpasix MMOB'SI3KH.

Y HOBOHApOKEHUX 3 JIaHOK (OPMOIO MOXYTh CIIOCTEPIraTHCh 3 HAPOHKCHHS OOIIMPHI TUISHKU
BTPaTH IIKIpU, TOMY IiJ] 4ac TMEpPeB'sI3KM MOBUHHI NMPOBOJAUTUCH 3aXOIH JJIsl 3aXUCTY IIKIPH HABKOJIO
noB'si3ku. [licist 3aro€HHs paH TOB'SI3KM HE BUKOPUCTOBYIOTHCS ISl 3aXHCTY, BPAXOBYIOUH IOB'I3aHE 3
HUMU YHIKO/KEHHS. TOHKUN IIap OJHAKOBUX YAacTHUH OUIOr0 M'AKOTO 1 pigkoro mapadiny Ta M'SKHii
ofsT 6e3 MIBIB MOXKYTh 3MEHIITUTH TE€PTS 1 3aXUCTUTH LIKIPY.

JIKYBAHHSA MEXXEBOI'O BYJIbO3HOI'O EIITTEPMOJII3Y

Taktuka jikyBaHHS MexeBoro BE opieHTOBaHa Ha JIiKyBaHHS XpPOHIYHUX paH Ta HAAMIPHOI TpaHyALIl
TkaHuHU (Tabmuusg 5.3). BinkpuTi HIrTHOBI JIOXKa, MMYIKOBA Ta MIATY3HUKOBA TUISTHKU SIBJSIOTH COOOIO
0co0nMBYy mpoOiieMy Ui HOBOHApo/ukeHuX Jite 3 wmexeBuM bBE  Xepmitma. BukopucranHs
Ha/ICWIBHUX TOMIYHMUX CTEPOI/AiB 3HAYHO 3MEHIIY€E IPaHYIIALIT 1 MOKe IPUCKOPUTH 3aTOEHHS.

Tabuauus 5.3. Pekomenaanii mo nepes'si3ui 1A nanieHTiB i3 MmeskeBuM BE
[TepeBary y Bubopi nepes'si3yBajbHOIO MaTepiany HaJJaeThCs:
- JUIsl HEMOBJISIT Ta IPU €po30BaHuX Mixypax — IntraSite™ Conformable;

- XpoHiuHi abo roctpi panu — PolyMem® 3 Urgotul® B SKOCTI OCHOBHOTO NeEpeB's3yBaJbHOIO
Mmarepiaiy;

- BIIKPHTI HIrThOBI JloXka — Mepitel ®.
Komenmap pooouoi zpynu:

Tax sk 3 Ha38aHUX 8UPOOIE Ha puHKY YKpainu npedcmasneni tuuie nog'sizku Mepitel, éonu 6yoymo
OCHOBHUMU Y OAHOMY CNUCK).

Dizionoziunuii po3uuH — ye po3uur Hampiro xaopuody 0,9%.

Tun no'sizok.  ToproBa  BupoOonuxk Ilokaszanns/ IIporunoxasn/ TpusaJjicts
Ha3Ba POyHKUIis KomenTapi 3aCTOCYBaHHSA
CiTka 3 IntraSite™  Smith & Micus HoBoHapomxkeHi 3 3MIHIOETHCS MIOAHSA
imnpernaniero Conformable Nephew  3pyiiHOBaHMX  pU3HKOM rimorepMii. a0o *k MpU BUCHXAHHI.
TiIporesto MIXYpIB. Moske BUKOPUCTOBY- MoOXHa BUKOPHUCTATH

HoBonapomkeni Baruch 3 Tomiunum  Urgotul® sk
Ta HEMOBIISATA ~ MOP(IHOM TIJIBKU IIPU MEPBUHHUMN
CHJIBHOMY 0010 KOHTaKTHHUH 11ap

['inpoBo- Aquacel ® ConvaTec [lyxe Bojori Panu 3 He3HauHUM  3MIHIOETHCS KOKHUX
JIOKHUCTA paHu, Ha IKUX  BHUIUICHHSM Ta cyxi  3-4 mHi abo micns
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Tun noB'sizok  ToproBa  Bupoonuk Iloxazanus/ IIporunoxaszu/ Tpusasictb
Ha3Ba DyHKUis KomenTapi 3aCTOCYBAHHS

BAXXKO yTPUMATU paHU HACHYCHHS.

MOB'SA3KY Bunanserscsa npu
3BOJIO’KEHHI, Ta SKIIO
mijcuxae i crae
KJIEUKOIO (ITPUCTAE)

Jlimigao- Urgotul® Urgo dikcarris mapis 3MIHIOETHCS KOXHI 4
KOJIOTTHA Medical y paHi nH1
M'sika Mepitel® Molnlycke M'axuit Icnye pusnk po3BUTKY B 3a1e:xHOCTI Bifg
CHJIIKOHOBA Health Care cunikoHoBwHi TPaHyIISLIN IPH CTaHy paHH Ta
paHeBUi BUKOPHCTaHHI M'IKOT TI00aKaHb
. KOHTaKTHHUH IIIap CHIIKOHOBOL narieHTa/ 10 IaabHI
Adaptic Systagenix (biKCyro4O01 MOB'SI3KH  Ka
Touch®
[Momimepna  PolyMem®  Ferris XpoHiuHi Ta Ctumynioe BUCOKHIM  3aJIeKUTh BiJl piBHS
MeMOpaHHa rOCTpi paHu pIBeHb eKCynalii —  eKcyaary. 3MiHIO€ThCS
BUKOPHCTOBYIOTh 4acTo 70 3MCHILICHHS
TUTIBKY JUTSI 3aXUCTYy  CKCYJary
MIKipY HABKOJIO paHH
IpU HEOOX1THOCTI.
Pizkuii 3amax He
000B'SI3KOBO O3HAYaE
HasIBHICTb 1H(EKIII].
byBae cxiagHo
yTpUMAaTH Ha
BEPTUKAIbHIN
MOBEPXHI
M'ska Mepilex® Molnlycke 3axuct Moske Baumnaru, AKIo 3aieXuTh BiJl PIBHA
CHJIIKOHOBA Mepilex® Health Care AbcopOrris PO3MilleHa eKCyary Ta modaxaHb
ryovacra Lite 0e3nocepeHbO B namieHTa/
Mepilex® paHeBOMY JIOXKI, JIOTIsTaTbHAKA
Transfer BIKOPHCTOBYETbCS K
arpaBMaTHYHUI
paHEeBU KOHTAKTHUN
ap
M'ska cuimiko- Cutimed® — BSN 3axuct Moxe Bizpi3aTHCh 3anexuTh Bl piBHSA
HOBa rybuacta Siltec® medical AGcopbis Mix eKCynaTy
3 ) Ha1a0COpOYIOUNMHU
cyrnepabcopO- HanM1p§a KpUCTaIAMA
Hieto eKCyZaIist

Tabnuys aoanmosana 3 Denyer J. Wound management for children with epidermolysis bullosa.
Dermatol Clin 2010; 28: 257-264.

3 nocBiny aBTOpiB, M'aka cuilikoHOBa MoB's3ka (Mepilex®/Mepilex®Lite/Mepilex®Transfer) moxke
CTUMYIIIOBATH TPAHYJIALIIO IO TAKOTO PIBHSA, 1110 TKAHWHA BPOCTAE B CITKY Ta IEPEKPUBAE MOB'SI3KY.
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JIKYBAHHA JTUCTPO®IYHOI'O BYJIbO3HOI'O EHNIAEPMOJII3Y

Taktuka nikyBanus JIBE nmoBuHHa OyTH HanpaBieHa HA BUPIMICHHS MUTAHHS KPUTUYHOI KOJIOHI3AI] Ta
iHGekmii, 3a0e3meyeHHs] 3axXUCTy BiJA TpaBM, YHUKHEHHS KOHTPAKTyp 1 3MEHIIEHHS CBEpPOCKY.
[TepeB's3kn 4acto 00'eMHI Ta BEIUKHX PO3MIPIB, TOMY IIOBHHHO BHUPINIYBAaTHUCh IHUTAHHS IIPO
YHUKHEHHS YTBOPEHHS MIXypiB Ha MEKI 3MHUKaHHS JBOX MEHIINX MOB's130K (Tabmurs 5.4).

Excynar moxe OyTH 3HaYHMM Ta NMOTpPeOyBaTH PETEIBHOTO AOTIALY Ui MOMEpeKeHHs Mareparii Ta
npocouyBaHHA. Takok MOXKE CyITPOBOIKYBAaTUCH XapaKTEPHUM 3aIlaxoM, SIKUil MoTpiOHO BiAKOPHUTYBaTH
IUIl YHUKHEHHS 30€HTEe)KCHHS Talli€eHTa Ta COLIaNbHOI Je3ajanTarii, Xouya MOBHICTIO BUPIIIUTH JaHy
pobIeMy HEMOXKIIUBO.

Kopexuist cBep0ixy

CBepOik € OTHMM 3 HAWCKIAJHINIMX aCHeKTIB JiKyBaHHS auctpodiuHoro BE. InTencuBHuUil cBepOik
MIPOBOKYE PO3YYXYBAHHS, SIKI IPU3BOJIATH 10 YIIKOKEHHS LIKiPH.

Panu, ski Maiike 3aroiiMch, CYIPOBOMKYIOTHCS 3HAYHHM CBEpPOSKEM 1 pO3UyXyBaHHS MOXKE
MIPU3BOJIUTH JI0 TIOBTOPHOTO TpaBMyBaHHS. KpiM TOro, iHTCHCHBHHI CBEPOIXK PO3IIIAIAETHCS SK MPOSIB
00110 1 MOXKE MPHU3BOIUTH 10 MOPYIIEHHS CHY Ta Jenpecii. [le yacTo crmocTepiraeTbest y maii€HTiB 3
npopirino3aum [1BE.

IMpakTuyHi pekoMenaamii

SIkmio mkipi He BHUCTauae BOJIOTH, BOHA mModnHae cBepOiTu. Tomy mpu JikyBaHHiI cBepOexy mpu BE
MOTPIOHO BITHOBIIOBATH PIBEHb BOJIOTOCTI, IS IONEPEDKCHHS YTBOPEHHS MixypiB. HeoOximHO
MOCTIITHO 3aCTOCYBaTH TOMNIYHI €MOJIIEHTH Ta Maciia JJisi BAHHU 3 METOI0 3BOJIOKEHHS IIKipu. 3acoow,
AK1 MICTATH Jaypwicyib(dar HaTpiro MOTPiIOHO YHHUKATH, TaK SK BiH MOXKE MiJCHUIIOBATH MOAPA3HEHHS
uikipu [24]. 3BonoKyBaibHI 3aCO0H, 1110 MICTSTh aHTUCENTHYHI 3aCO0H, TaKi sIK OCH3aIKOHIH XJI0pUa Ta
XJIOPTeKCUAUH TUTiPOXJIOPU, BHKOPUCTOBYIOTHCS SIK 3aco0M JUIsi 3MEHIIEHHS CBepOexy Ta
JI0TIOMAararoTh 3HU3UTH PIBEHb OaKTepianbHOI KOJOHI3AII].

MoXyTh BUKOPHCTOBYBAaTHCh 1 IHIII TOMI4HI 3acoOu, BKmrodyaroun kpem JlokcemiHn 5%, 3acobu 3
MEHTOJIOM Ha MAacIIsiHIM OCHOBI, @ Tako)X TOMIYHI CTEPOiU MOXYTh OyTH JAOCTaTHHO €(EKTHBHI MpPH
cuipHOMY cBepOexy. KopucHoro mMoxke Oyt MoauQikoBaHa TEXHIKa BOJOIOro oOrOpTaHHs, CX0Xa 10
TEXHIKH IKa BUKOPUCTOBYETHCS IPU Ba)KKiil ek3eMi. BakimBo HaHECTH Ha LIKIPY MpPaBUIbHY MEPBUHHY
MOB'SI3KY TIepe/l BUKOPUCTAHHSM BOJIOTOTO OOTOPTAHHS JJIsl YHUKHEHHS TTPUJTHITaHHS.

Tak sx cBepOix mpu BE He BUKIMKAeThCS TiCTaMiHOM, TO, SIK MPAaBUJIO, aHTUTICTAMiHHI Mpernaparu
MaloTh Maly I[iHHICTb. B TO# ke yac cenaTuBHMI e€(PEKT OKpEMHUX aHTUTICTAMIHHHMX € KOPUCHUM B
JIKYBaHHI TATH /10 pO34yXyBaHHsI, K€ YacTO MPOBOKYETHCS BHOY1, KOJIM MaJIO 1110 BiJBOJIIKAE MAIlI€HTIB.

1111 mpenapary, 1110 MOXYTh BUKOPUCTOBYBATHCH ITPHU BaXKKOMY CBEPOEXY, IKMI BaXKKO KOPUTYETCS:
e TaGaneHTHH

e  AMITPUTNITHIIH

e  OHJaHCETPOH

e Tampmgomin

e [uxiocriopun

[IpakTiyHi mopaay s Mali€HTIB, K1 CTPaKIAIOTh Bl CBEpOEKY:

1) VHukaiite pi3KuxX 3MiH TeMIIEpaTypH Ta IMEperpiBy, HACKUIbKH 1€ MOXIHUBO. JIesKuUM maiieHTam
JIOTIOMarae KOHAMIIIOHEP MiATPUMATH MIKPOKIIMAT B CIEKOTHI Micali. lle MOCUTh BaKIMBO IS
MeauuHuX ycTtaHoB. [lemeBum pimeHHs M moxe Oyt Chillow®, ocHOBOIO Ha3BM € MOAYIIKa SKa
30epirae mpoxosoy.

2) IlpwuiimMatu gocTarHii 00'€eM piIUHH.

3) VHukaiiTe BUKOPUCTAaHHS 3acO0iB, SIKi MPU3BOIATH O 3HEBOJAHEHHS WIKIpU (CIUPTOBI PO3YMHH,
MIOPOIIKH, MUJIO).
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4) YHukaiiTe JOBroro MpUOMy BaHHHU Ta AYIILY
5) 3ano0GiraiiTe BAKOPHCTAHHIO Ha MIKipi BUCOKOAPOMATHU30BAHUX IPOAYKTIB.
6) BukopucToByiiTe 3ac00U I 4y TIMBOI MIKIpH.

7) BHKOpUCTOBYHTE XOJOAHI KOMIIPECH (COJIBOBHH PO3YHMH, OIET a00 YOPHMIM dYaif), MPOXOJIOaHI
BaHHH.

8) Ogsr moBuHeH OyTH BIIBHMM, YHMKATH HpoaykTiB 3 BoBHU. Omsr ¢ipm DermaSilk (Espere) i
DreamSkin® MaioThb OXOJOKYIOUMI Ta MPOTUCBepOLKHUE edekT. Onmar Ta mocTiapbHa OlIM3HA 3
XJIOTIKY 200 IIOBKY.

9) 3amicTh po34yxyBaHHS MPUAABUTH IIKIPY, MOXJIOMYBATH MO Hill a00 M'sko MacaxyBaru. KopoTko
mizpizaty HirTi. Ha HiY BUKOPUCTOBYBAaTH PYKaBHUYKH 3 XJIOIKY.

10) Ctpec Moxke MiICHIIOBATH CBEPOIXK, MPH IBOMY MANIEHTH MOXKYTh CKOPHCTATHCH METOAAMH
peaakcanii (ayToTpeHiHI, HEPBOBO-M'30Ba peJiaKkcalia) Ta IHIIUMH MeTOAAMHU KOpeKIlil cTpecy
[3].

Kopexuyia 6onto

[Mpodinakruka 600 npu BE monsirae, mepi 3a Bce, B MPaBUIILHOMY JIOTVISIN 32 paHAMU, SIKUN BKJIFOYAE
B cele:

—  KOHTPOJIb MiXYpiB;

—  TIOTepeKeHHS 1H(EKITIH;

—  TOMEepeKEHHS PO3BUTKY OOJIOYMX KOHTPAKTYD.
[IpaBunbHMN JODIISA 3@ paHAMH IOJIATAE:

— y BUKODUCTaHHI aTpaBMaTHYHUX (HEAJAre3UBHHX) MEPEB'sI3yBAJIbHUX MarepiaiiB; MOB'S3KH, SIKi
BITUTIAIOTh, PEKOMEHIYIOTh 3HIMAaTH Y BaHHI1 200 3a JIOTIOMOTOI0 MOKPHUX KOMITPECIB

— 'y BUKOPHCTaHHI 3HeOo0or0unXx 3aco0iB 3a 30-45 XBUWIMH 10 MpoueaypH (HaBiTh MPHU MPaBUIIbHIN
TexHill mnepes'szyBaHHs npu Baxkux ¢opmax BE (PABE-BI') mpoueaypa Oyne cynpoBOIXKYyBaTHUCh
3HAYHUM, a TPU BEIMKUX XPOHIYHUX AUISHKAX, HECTEPITHUM 00JieM);

— y npoBeaeHHi (izioTepamnii Ta rigpoTepanii 11 HoNepePKeHHs pO3BUTKY KOHTPAKTYp
— Y BKMBaHHI M'AK0{ 11 IPX HassBHOCTI MIXypiB Ta €po3iil B pOTi Ta Ha CIIM30BiN CTPABOXOIY

— Y BUKOPHUCTaHHI MOCIA0JIF0I0YHMX 3aC00IB Ta PAIiOH 3 BUCOKUM BMICTOM KJIITKOBUHHM JIJIsl JIIKYBaHHS
3aKpeMniB Ta TPILUH 33 JHBOTO MPOXO/y Ta BUPA30K MepiaHaIbHOI 00J1acTi

— Y JIIKyBaHHI Kapiecy Ta MapoAOHTHUTY, IPOBEICHHI aJieKBaTHOI ririeHu 3yOiB.

Micuyese 3nebonenns

HanpyxeHni Mixypi B cTajii pocTy MOXXYTb BHKJIMKAaTH HE3HAYHUN Ou1b Ta quckoMdopt. Bekpurrs ix
3MEHIIUTH IIi BIAYYTTS; 3POIIYBAaHHSA iX PO3YMHOM XJIOPETHIY O€3MOCepeqHbO Tepen MpOoIeayporo
TaKOX 3MEHITYE O1Tb.

bins B poti yepe3 epozii Moke OyTH 3MEHIIEHa 3a JIOMOMOIOIO TeJiB, SIKI BHKOPUCTOBYIOTBHCS MpPHU
npopizyBaHHi 3y0iB, cmpeiB 3 anecretukamu (0,15% Oenszunmamin rigpoxiopuna). lllmyHkoBo-
CTpaBOXiIHUH pediIroKCc — yCKIIaJHeHHs, MOXJIMBE MpH ycix Tunax BE, HalfuacTime 3ycTpiyaeTbes npu
BOXKHX (opMax MEKEBOro Ta perecuBHoro muctpodiunoro BE, — mikytore H2-Gmokxaropamm
(paHITUAMHOM, ITUMETHANHOM) 3 TOJaBaHHSIM MPH HEOOXITHOCTI AoMIepuoHa Ta iHriditopa H+, K+ —
AT®a3u. binp TpilIMH 3aHBHOTO MPOXOAY MOXKHA MOCIA0UTH LUISIXOM MPHU3HAUYEHHS MOM'SKIIYIOUUX
MOCIA0TIOI0YHNX, 3MAIyBaHHS 3BOJIOKYIOUMMH 3ac00aMH Ta MICIIEBUMHU aHECTETHKAMH.

Epo3sii poriBku OyBaroTh 0cOO0IMBO OOMIOYMMH 1 TOTpeOyOTh omiaay odranbmoinora. bararbom
JI0TIOMAraroTh 3BOJIOXKYIOUI OYHI Kparuli Ta Masi.

Komenmap pooouoi epynu:
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Ipu cyxin cruzosii ouell eaprno cebe 3apexomenoysaru MHH — nampiro cianyponam (TH — Xino-
Komoo kpanni), kombinosanuii nikapcokuil 3acio nampiro eianyponam + oexcnaumenon (TH — Xino-Kea)
ma Euphrasia officinalis D3 (TH — €gpasia []3), nocmitihe 8UKOPUCAHHS AKUX NONEPeONHCAE | NOABY
Mixypis.

B Vkpaini cmanom na 01.01.2016p. kpem [loxcenin 5% He 3apeccmposaHnuti 6 OaHiu AiKapCcobKiti
¢dopmi. B Vkpaini cmanom na 01.01.2016p. xnopemun, yumemuour He 3apeeCmpoBaHi sIK NIKAPCbKI
sacoou. Ilpasunona MHH benzudaminy 2iopoxiopudy — OeH3udamin.

3azanvne 3nedonenns

[lpu cnabkomy OO0 MOXHA BHKOPUCTOBYBAaTH IIPOCTI aHAJBICTUKH, TaKi, SK MapaneTaMoll
(ameraminogeH), caMOCTIHO a00 B MO€IHAHHI 3 Oylb SIKUM HECTEPOIMHUM MPOTU3ANATBHUM 3aCO00M
(idympoden, nuknopeHax).

[Ipu cuibHOMY 00JTI0 MOXKYThH OyTH OTPIOHI HAPKOTUYHI aHAJIBIETHKH, HAPUKIIAA KoaeiH docdar ado
Mopdiny rigpoxiopua. Sk y mopociux, Tak 1 y MITEeH, sKi MPUAMAIOTH IIi Tpernapatd B SKOCTI
3HEOOJIFOI0YOT0, PU3MK 3BUKaHHS HeBenukuil. Cepen 4YacTMX MOOIYHUX i — JIETKE MPUTHIYCHHS
JUXaHHS, HYJ0Ta, KUIIKOBAa HEMPOXIiTHICTh, CBEPODXK, 3aTpUMKa Cedi, a MPU BHUKOPHCTAHHI MPOTATOM

TPHUBAJIOTO Yacy — XPOHIYHI 3aKpeIu, SIKi CYyIPOBOKYIOThCS 000400 edekalliero Ta 00jieM B KUBOTI
[25].

AHaIbreTHKH MOCIa0II0I0Th OlTb, alle BIMYYTTS TPUBOTH Ta OE3MOPaTHOCTI MOXe 30epiraruch. Tomy
MPU CUJIBHINA TPUBOXKHOCTI — 3HEOOJICHHS MOEAHYIOTh 3 KOTHITHUBHO-TIOBEIHKOBOIO MICUXOTEpAIi€l0 Ta
TpaHKBUII3aTopaMu, HampukiIaa, MimazonamoMm. Edekr wmimasomamy crnoctepiraetbes ke udepes 10
XBWIMH TICAS TPUMOMY BHYTPIIIHBO 1 TponoBXyeTbest 30-45 xBunuH [26]. Aje BUKOPUCTAHHS
TPAHKBUII3aTOPIB Ta CEAATUBHUX 3aC00IB, TAKHUX SK MiJIa30JIaM Ta XJIOPAJT1IPaT, PEKOMEHIYEThCS JIUIIIE
B CTallioHapi, uepe3 HeOe3MneKy HaJAMIpHOI ce/allii Ta MPUTHIYeHHs IUXaHHS BHACIHIIOK Mepel03yBaHHS
a00 OHOYACHOTO MPUHOMY IHIIIUX MpEnaparis.

3'aBusioch 0araro JAaHUX MOpo Te, 110 TPHULMKIIYHI AHTUACTPECAHTH (aMITPUNITHIIIH) Ta JAesKi
MIPOTUCYIOMHI (TarmabeHTUH) A00pe AOoNOoMararoTh KOPUTyBaTd MOCTIMHHUNA Oulb (HEBpONMATHYHUM).
BuxopucroByBatu ix HOTpiOHO 1yke 00EPEkKHO.

Komenmap pobouoi epynu:
Ipasunvna MHH roodein ¢hocgpamy — kooein, mopginy ciopoxnopudy — mopghin. B Vxpaini cmanom na
01.01.2016p. mioazonam, xnopanciopam He 3apecCcmpoBami K HiKAPCobKI 3acooU.

Ilcuxonociuni memoou

Jlo HHMX BIJIHOCATHCS KOTHITMBHO-TIOBEAIHKOBA IIcMXOTepamis (BIIBOJNIKAHHS YBarw, JiKyBajbHA
Bi3yaumi3allisi Ta rimHo3). L{i MeToan momoMararoTh MAMi€HTY JOCSATTH BIAYYTTS 0COOMCTOTO KOHTPOIIIO
HaJ 00JIEM 1 CYITYTHBOIO TPUBOTO0. Y HEMOBJIST Ta JITEH MOJIOAIIOTO BIKY MTOBEIIHKOBI Ta (1310J0T1UHI1
peaxiiii Ha rocTpuil 611b MOXKHA TTOCTAOUTH, IPUTOPTAIOYH 1X 10 ceOe, MeNeHAI0uN Ta MPUKIAIAI0uH 10
rpyaeit [27]. Taki 3acmokidiauBI 3axXOAM HE 3aMIHIOIOTH 3HEOOJIGHHS, ajie BOHU MPOCTI Ta Jo0pe
3MIAKYIOTh HETIPUEMHI BpaXKEHHS B OOIIOUHMX MPOLEAYP.

«Best practice guidelines for skin and wound care in epidermolysis bullosa»
(Dystrophic Epidermolysis Bullosa Research Association International, 2012)

JlikyBaHHS NCEeBIOCHHIAKTHITIM

Hosonapomxeni 3 PIIBE-BI' (RDEB-SG severe generalised) 4acTo HapOmXKyIOThCSl 3 paHaMU B3/I0BX
KIHITIBOK, JTOJIOHEH Ta CTOM, SKi 3'IBUJIMCh BHACIIIOK TPaBMYBaHHS ITi/I 4aC BHYTPIyTPOOHHX PYXiB Ta
nojoriB. B OinpiocTi BuUmankiB oOepekHE MEpeB's3yBaHHS LUX paH 3 aKLUEHTYBaHHSIM YBaru Ha
BiJJOKpEMJICHHS MaJIbIIiB, MOXKY MONEPEAUTH PaHHE 3POLICHHS.
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Y HEeMOBJIAT Ta JITEH CTapIIOro BiKy YacTO 3yCTPIYaeThCs MOIIKOKEHHS B AUISHII T0JIOHEH BHACIIIOK
TpaBMYyBaHHS, TOMY MOTPiOHI HeraiHi Aii Mo BiTOKPEMIJICHHIO MaJIbIiB, 110 MOMEPEHKAE TX 3POIICHHS.
He3Baxkaroun Ha Il 3aX0[y, 4yepe3 JCSIKUMH dYac Ta HEOJHOPA30BI TPaBMHU MDKMAIBIEBI MPOMIXKH
MOCTYIOBO 3MEHIIYIOThCS, 1110 MTPU3BOAMTSH JO0 MAJIbIIEBOTO 3POIIECHHS Ta PO3BUTKY KOHTPAKTYP.

3a OMOMOTIOK XipypriuHOro JIIKyBaHHS 3a3BH4Yail YCHIIIHO BHPIIIYETHCS NMUTAHHS KOHTPAKTyp Ta
PO3IUIEHHST TaNbIiB, ajle I JOCHTh CKIAJHO 1 MOTpedye Mepecagky IIKipH, MOBTOPHY 3arajbHy
AHECTEe3iI0 Ta MOCTOolepaliiiHe MUHYyBaHHA. Y 0ararbOX MALi€HTIB MPOLEC 3POLICHHS Ta PO3BHTOK
KOHTPAKTYP MIOYMHAETHCS 3HOBY Yepe3 KOPOTKHIA Jac.

Oxpemi OpOoCyi Malli€eHTH yXWISIOTHCS BiJ| orepalii Ha pykax yepe3 Te, IO MOTPiIOHO MOBTOPIOBATH

MPOLETyPH, IO B ISTKUX BUIAAKAX CIPHUMHSE NePOPMAIIIIO TIO THITY “PYKaBUUKH .

Tadoauusa 5.4. PekoMeHn1oBaHuii nepeB'sisyBajibHUii MaTepiana npu aucrpodiunomy BE

[lepeB's3yBasibHUI MaTepian mepmioi JiHiT BUOOPY, SKIIO 1€ MOXJIMBO: TMPH XPOHIYHHUX Ta TOCTPHUX
panax — Mepilex Lite/Mepilex Transfer.

Tun Toprosa BupoOHuk IToxa3zanus / IIporunoxa3zanus/ Tpusaiicts
MOB'A30K Ha3Ba PyHKUIis KomenTapi 3aCTOCYBAHHA
M'sika Mepitel® Molnlycke  Bomori pann YyrnusicTs A0 cuitikony Jlo 4-X AHIB B
CHJIIKOHOBA Health Care 4yepe3 JOMIIIKH B 3aJICKHOCTI BiJ|
CWJTIKOHI, Pi1JIKICHHMA HAsIBHOCTI
. no0iuHui edexr iH(iKyBaHHS Ta
ADAPTIC Systagenix ,Z[OBFOTpI/IBa%OFO Bn%og; narienTa
TOUCH® BUKOPUCTAHHS.
JlimitHO- Urgotul® Urgo Medical Boxori panu, cyxi B micusx yrpyanenoi  J{o 4-X 1HiB B
KOJIOI{HA paHu, 3aXUCT ¢ikcauii (Hamp. 3aJIeKHOCTI BIJ{
BPa3JIMBUX JUISHOK BEPTHKAIIbHI TIOBEPXHI) HAsABHOCTI
Ha CTaJlli 3ar0€HHS. 1H(IKyBaHHS Ta
BuxkopucroByeTbcs BHOOpY NaIjieHTa
SIK aJbTEpPHATHBA
M'SIKOMY CHJIIKOHY
(IuB.BHUILE) TIPU
HasIBHOCTI
rineprpanyssmii
['youactra 3Mepilex® Molnlycke  AGcopbuis/3axuct [leperpis. 3MIHIOETHCS 3a
M'KIM Health Care  jrergo excynyroui Momsa kombimaris 3 TOTPEOO0
CHJIIKOHOM Mepilex® panu. Jlns [EPBUHHUMH TOB'SI3KaMH,
Lite MIPOBECHHS TakuMHU K Mepitel® abo
Mepilex® eKCYaTy 10 Urgotul®
MOTTMHAIBHOT
Transfer noB's3kH. Tam nie
noTpibHa xopora
¢ikcaris, HapUK-
JIa]1 manbli,
NaxXBHUHHI 3aMauHHA
M'sika Cutimed® BSN medical Bucokuii piBeab ~ Moxe OyTH HajpizaHa  3MIHIOETHCS 3a
CUIIIKOHOBO-  Gjltec® eKCyaTy MiX aJICOPOCHTHUMHU noTpedoro
HiHHA 3 rapaMu
CyHepIorin-
HaHHSM
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Tun Toprosa BupoOHuK Iloka3anns / IIporunoxazanus/ TpuBajictb
MOB'A30K Ha3Ba DyHKUis KomenTapi 3aCTOCYBAHHS
Allevyn™ Smith& ITommuaHHS TaMoxJMBa KOMOIHAIA 3 3MIHIOETHCA 3a
UrgoCell® Nephew 3aXUCT [IEPBUHHOIO noTpe0oro
Urgo Medical aTpaBMaTHYHOIO
MOB'SI3KOK0
[Monimepro- PolyMem® Ferris O4HnIICHHS. [TigBuinye excygamito.  3MiHIOETHCS 3a
MeMOpaHHa Xpowiuni panu HasiBHicTh 3amaxy He noTpe6om.
3aBXKIU O3HAYA€ 3MIHIOETHCS 10
iHpikyBaHHSI. MOXke 3MEHIIICHHS
noraHo (piKCyBaTuCh Ha  EKCyHary
BEPTUKAIBHUX
TIOBEPXHSIX
Cyneprornu Sorbion H&R s KpoBoTounBicTh apTepiif. 3MIHIOETHCS IPU
HaIo4i Sana®/Sor Healthcare  Bucokoekcyayrounx Hakmamaerscs moBepx — IMpPOMOKaHHI
HIOB'SI3KH bianSachet paH TIEPBUHHO{
S® . aTpaBMaTUYHOI MOB'SA3KU
Activa . . .
Flivasorb® {ealthcare (M SIKOT CHITIKOHOBOT
ciTkr abo JTiImiIHO-
Ltd, an .
KOJIO1/THOT TOB'SI3KH)
Curea P1® LTRcompany
Eclypse® BullenHealth
care /Curea
Medical
Advancis
Medical
Oikcyroui  Mepilex® Mdolnlycke  [3omsuist panu. ®dikcye noB's13ky, Moske  Jlo 4-X 1HIB, B 3a-
TTOB'SI3KH Border/Bor Health Care JI/IBE a6o nerkuit motpebyBatu st JISKHOCTI B 0OCO-
der Lite JIBE BUJIaJICHHS CUJTIKOHOBHH OHCTOTO BUOOPY

Allevyn ™ gpith &

Border/Bor

der Lite

MEIUYHUY KIIeH i1
YHUKHEHHS TPaBMYBaHHS
mKipu. Moxe
3HaJI0OUTUCH TIEPBUHHUN
KOHTAKTHUH IIap Tpu
TT1/IBUIIEHIN BPa3IMBOCTI
mikipu. [Torano nmornunae
B'SI3KUI €KCynar

Tabmuust amantoBana 3 Denyer J. Wound management for children with epidermolysis bullosa.
Dermatol Clin 2010; 28: 257-26

Komenmap pobouoi epynu:

B Vkpaini npu eucoxomy pisHi excyoayii 0obpe cebe 3apexomeHOy8anu ampasmMamuyni Cimxu
(nog'sisku ampasmamuuni cmepunvhi) Atrauman, Branolind ma Grassolind (Hartmann, Himeuyuna).

JIKYBAHHA CUHAPOMY KIH/UVIEP

PiBenp posmapyBanHs 1IKipu npu cusApoMi KiHanmep 3HaXOnWThCA Ha PI3HUX YABTPACTPYKTYPHHUX
piBHSAX. Y HEMOBIAT HEOOXiJHO MPOBOJUTH MPOKONIOBAHHS MiXypiB, YacTOTa YTBOPEHHS SIKUX
3MEHIIYEThCS 3 BIKOM. 3 PaHHBOIO BIKY AY)KE€ Ba)JIMBHUM € BUKOPUCTaHHS 3aco0iB 13 BHCOKHUM
(haKTOpPOM 3aXHCTY BiJ] COHIIS.
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Tadoauusa 5.5. PekoMmenaauii mo nepes'si3yBanHi namieHTiB 3 cunapomom Kinasiep

Tun Toprosa Hazsa BupoOonuk Ilokazanus IMporunokasu/ Tpusadgictb
NOB'SI30K Komenrapi HOCIHHA
M'sika Mepitel® Molnlycke  Bosori panu Jlo 4-x nHIB y
CHIIIKOHOBA Health Care HOBOHAPOKCHHUX.
ciTKa . . . . Crapui gita/mopocii
ADAPTIC Bomnori/cyxi  Silfex: Aaresis Mmoxe o Iﬁe JUTH/ 10D
TOUCH® Systagenix panu OyTu HajITo CHIBHOIO BHKOPHCTOBYIOTS IIi
Bonori papu AT TEHUTHOT WIKipr (b 00
Silflex® Advancis 3MIHIOIOTB 3a
medical MOOKaHHIM
narieHTa
Jlimigno-  Urgotul® Urgo Bosnori/cyxi  MoxXyTb IoraHo Sk 3a3Ha4eHO BUILE
KOJIOITHA Medical paHu YTPUMYBATHCh B
BEPTUKAIBHOMY
MOJIOXKEHH1
M'sika Mepilex®/Lite/ Mdlnlycke Bupanenns — 3a3Buuail moTpibHa mpu Sk 3a3HaYCHO BUIIEC
cuitikono- Transfer Health Care excymary Ta sk HeOHaTaJIbHHX paHax
Ba 3axKCHa
ryoJacra MPOKJIaIKa
dikcyroua Mepilex® Molnlycke  [3omsmist pan  Pikcyrodi NOB'SI3KM He  SIK 3a3HAYCHO BUILE
Border/Border Health Care BUKOPUCTOBYIOTHCS Y
Lite Smith & CTapIIMX JiTeH Ta
Allevyn™ Nephew nopociux. MoxyTh
Gentle Border  agvancis norpelyBaru SMAR TUTST
- 3HATTS. AIre3ist MoXe
Advazorb Medical 6
. YTH HAJTO CHIIBHOIO
Silflo® S
JUTSL TSH]TITHOT IIKIpU

5.2. OCHOBHI NTPUHIUIIA JIIKYBAHHS

«Best practice guidelines for skin and wound care in epidermolysis bullosa»

(Dystrophic Epidermolysis Bullosa Research Association International, 2012)

B inmeani, nikyBaHHsd BE NOBHHHO NpPOBOJUTHCH Y CHEIlali30BAaHOMY LIEHTPl 3 JAIarHOCTHKU Ta
nikyBaHHs BE npu HasBHOCTI MiKAMCHUIUTIHApHOT KoMaHu. OKpiM AODIALY 3a paHaMH Ta LUTICHICTIO
IIKIpY, yBara IMOBMHHA MPUAUIATUCH ONTHMI3allli XapyyBaHHS Ta 370pOB'I0 3y0iB, MIHIMI3YIOUH
nedopmartii, oTanbMOJIOTIYHI YCKJIAAHEHHS Ta mpobiemu cedoctareBoi cucremu [25]. IlopymenHs
CTaHy KICTOK MOXe€ MOTIPIIUTH CTaH XBOPOT'O Ta MPU3BECTH IO OCTEOINEHIi, OCTEONOPO3y Ta NepeIoMiB.
[{i OararouncenbHl YCKJIaJHEHHS Ta BHUIAJKU MOXYTh OyTH CHPUYMHEH1 MOCTIHHUM (PI3UYHUM
HABaHTAXEHHSM, O1THUM paIliOHOM XapuyBaHHS, aHOMAJILHOIO 010XiMi€l0, BIICTABaHHAM IyOEepTaTHOTO
PO3BHUTKY Ta T'€HEPaJIi30BaHOTO 3aMAJbHOTO CTaHY, K1 MPU3BOAATH J0 Karaboi3My KiCTOK.

JlikyBaJjibHe XapuyBaHHs

TpuBane eHTepanbHe XapuyBaHHS MOXE 3HAJOOMTHUCH JUIsl ONTUMI3ALlll XapuyBaHHS B 0Ci0 3 BaXKKUMHU
dopmamu BE, B SKkHX Xap4yBaHHS HEJOCTATHE Yy 3B’SI3KY 3 TIOTAHUM arleTUTOM, YTBOPEHHSIM MIXypiB Yy
poti Ta aucdariero [28]. Kpim Toro, 3HauHO BuII Xap4yoBi MOoTpeOM HEOOXIHI /Ul KOMIIEHcallii BTpar
[29, 30] Ta mokpamieHHS 3aroe€HHs paH. PerymaspHi AwidTarii CTpPaBOXOAY MOXYTh THMYAacOBO
MOKPAITUTH KOBTAHHS MPY HAIBHOCT1 CTPUKTYp cTpaBoxony y marieHTiB 3 JIBE [31].

JIikyBaHHs 00110

OnTuManpHa KOPEKIlisi OO0 € KUTTEBOBAXKIMBOIO I MarlieHTiB 3 ycimMa dopmamu BE 1 Bkitouae
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¢dapmaxonoriyai Ta Hedapmakonoriuni 3axomu. IIpocte 3HEOOJCHHS 3a paxyHOK Mapareramoiy Ta
10ynpodeny Moke OyTH TOCTaTHIM IIPH JIIKYBaHHI1 JIETKOTO OOJII0, B TOM Yac sIK OIMiOiId Ta aHKCIOMITHKA
€ HEOOXIIHUMHU TPU CHILHOMY OOJIO, BUKIMKAHHUMH 3MiHOKO TOB's30K [32]. [lamieHTH 3 BaXKUMU
YPOKECHHSIMHU OTPUMYIOTh 3HaYHY KOPUCTH BiJ TpuBajoi aii omioimiB. [ns ycix marientiB 3 BE moxe
OyTH KOPHCHUM JIKYBaHHsS aMiTPUNTUIIHOM a00 rabaneHTHHOM 3 METOI0 KOHTPOJIO HEBPOIATHYHOTO
oomo. Jlo edexkruBHUX He(apMakoJIOTIYHMX 3axOAiB BXOAATH BiaBOdikaroda Tepamis. Komu
PEKOMEHAYETHCSI HOBHI PEXHM IEPEB'S3KH, BIH HE TOBUHEH JIOJATH MalliEHTaM OOJIHOBOTO JOCBITY

[33].

Pope E, Lara-Corrales I, Mellerio JE, Martinez AE, Schultz G, Burrell R, Goodman L, Coutts P,
Wagner J, Allen U, Lee M, Tolar J, Sibbald RG. A consensus approach to wound care in
epidermolysis bullosa

Ta6muus 5.6 Kopekuisi 60110

Tunu Hanpsimox Jii
3HE00JIeHHSA NMPOBeIeHH S/ TUTIN
[Ipodinaktny-  YHUKaHHS TpaBMHU 3axuCT, BHUKOPUCTAHHA TIyO04yaTUX IOB'A30K,
HUH VHUKAHHS BekpuBamHs BUKOPHCTAHHS M'SIKMX TOBEPXOHb [UIsl CHY Ta
MixypiB CUIIHHS
TTonepekeHHs okanpHoi 11PABWILHUM MiA0ip O1ATry Ta B3yTTs
ekl EBakyanist piguHu 3 Mixypa 31 30epexeHHIM
MOKPHILIKY HA YpasKeH1! AISHII
[ToxpuBaHHS BIAKPUTUX paH
KonTpois MiciieBoi kostoHi3arii
BukopucranHs aHTHCENTUYHUX 3ac00iB U
00poOKM pyK JOmIANadbHUKA Teped 3MIHOIO
TMTOB'A30K
Tepanesruunuii dapmaxonoriuse Honunenrrsha:

-Hesnaunwuii 6151b: Anieraminoden + HIT133

-Cepenniit  O6i1b:  Aneraminoden +  HII33
+Mopdin

-Cunbamii  6inb:  Ameraminoden +  HII33
+MopdiH/iHII CUIIBHI Omioinu

HeBponaruuna:

-~TPULMKIIIYHI 3aco0u (HOPTPUIITHIIIH,
Je3unpamin), rabarneHTuH, mperadaiiH Ta IHII
AHTHUENUIENITUYHI 3aCO01

He dapmaxonoriune -pemnakcaitisi/BiIBOTIKaHHS
-010J10T1YHUI 3BOPOTHIil 3BSI30K

-i3uyHi MeTonu (BiOparrisi, OXOIOIKEHHS )

Komenmap pobouoi epynu:

Ilpasunena MHH ayemaminogeny — napayemamon. B Vkpaini cmanom wna 01.01.2016p.
HOPMPUNMUIIIH, 0e3UNPamin He 3apeecmpo8aHi K iKapCobKi 3acoou.
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«Best practice guidelines for skin and wound care in epidermolysis bullosa»
(Dystrophic Epidermolysis Bullosa Research Association International, 2012)

Ilcuxosoriuynmii anaJis

Jlemnpecis, comiaabHa 130JI1i Ta BiAYail CIPUYMHSIOTH 3HAYHUN BIUIMB Ha maunieHTiB 3 BE Ta ix ciM'i
[34], a Takoxx mpodeciiiHuX TomIAnanbHUKIB 32 HUMHU [35]. HeratuBHI mouyTTs, SIKi BUHHKAIOTH B
Pe3yNbTaTi JKUTTS 3 XPOHIYHUM HEBWJIIKOBHHM 3aXBOPIOBAHHSAM, MOXKYTh MPHU3BECTH 10 PO34apyBaHHA
MalieHTa B MEIMYHOMY OOCITYTrOBYBaHHI Ta, B PEIITI PEIIT, A0 BIAMOBH Bij JiKyBadbHUX mpouenyp. Lle
MOX€ MPHU3BECTH 10 BIIMOBH BiJIBiyBaHHS JIIKaps Ta MPHUIOMY JiKiB. PekoMeHayl0un HOBI MOB'SI3KH,
MEJUYHI MPAIIBHUKA MOXYTh 3IIITOBXHYTHUCH 31 CKENTUYHUM CTaBJICHHSM, TOMY BOHU IOBHHHI OyTH
TOTOBI MOSICHUTH 1X MOXKJTMBI ITIEPEBar.

Kynanus

[TarienT 3 BaxkkuM BE BHKOpHCTOBYIOTh BaHHY 200 AYII 3 METOIO Tiri€HH Ta OYMILEHHS paH, aje JyIs
Oararbox 1€ 3aHAITO CKJIAJIHO 1 OOJIICHO.

Kynanus namienrtiB 3 BE € cynepewMBuM NMUTaHHSAM: OIHI PEKOMEHAYIOTh IIOJACHHE KYyIAaHHS, 1HII
3aMepevyroTh TaKy MPAKTHKY y 3B’SI3Ky 3 TPYIHOIIAMHU TpU HOTO MpPOBEIeHHI (YTPUMYBaHHS JTUTHHH,
O1J1b, IKUH BaYKKO KOHTPOJIIOETHCS, TPUBAIIUH Yac).

Icnye Takox 6araro pi3HOMaHITHUX JYMOK KIIHIIMCTIB IIOO TOTO, SIKI peKOMEHAallll € HalKpaluMu
JUIS OYUIICHHS paH y naiientis 3 BE [36]:

1) BaHHM 3 XJOPreKCHOIMHOM TP XPOHIYHMX paHaX, IH(QIKYBaHHI Ta TMepel TMPOBEICHHAM
Xipypriyaux mporenyp (Hampukiaa, TpH  PO3AUICHHI MajbliB NPH  TCEBIOCHHIAKTHIIIN).
XJOpreKCUuIMHOM TMOTPIOHO KOPUCTYBAaTHUCh OOMEXEHUH mepiog yacy (0 3-X THXKHIB) 3 METOHO
3MEHIIEHHS KUIBKOCTI TI'paM-TIO3UTUBHUX MIKPOOpraHi3miB. [HIII > BBaXalOTh HABIAKH, 3
XJIOPTeKCUANHOM NOTPiOHO OyTH 00epeXHUM, TaK K BiH MOXe OyTH HelpoTokcnyHuM [37].

2) Ouer BUKOPHCTOBYETHCS [UIS KOHTPOJIO TIpaM-HEraTUBHUX MIKPOOPTaHi3MiB, TaKHX SK
Pseudomonas [37].

3) CnaOkuil po3uMH XJIOpPY TOKa3aB 3MEHLICHHS pIBHS 1H(QIKYBaHHS y MAlll€EHTIB 3 aTONIYHUM
nepmarutom [38]. Hamionanena Acowianis Exsemu (National Eczema Society) pekomenaye 5 wmi
po3unny xJiopku (Oinu3nu) Ha 5 1 Boau [39]. Ilicns KymaHHS PO3UMH XJIOPY MOTPIOHO 3MUTH YUCTOIO
BOJIOKO JUIs1 3ano0iranHs ceepOexy. Lleit MeTos nmponaryeTbes B IeIKUX LIEHTpax Juisd namieHTiB 3 bE.

4) JlocuTh NONYISIPHUMU Yy YAaCTUHU TAIIEHTIB BUSBWINCH COJbOBI BaHHU, MOXJIUBO 4Yepes
OCMOTHYHMH €(EeKT, IKUi BUKOPUCTOBYETHCSA JUIA 3aro0iraHHs 0oito. Y BaHHY J10a€Thest O1m3bko 90 r
KyXxoHHOi coii Ha 10 11 Boau, mo 6 orpumaru 0,9% po3unH. Ciib MOXKHA BUKOPUCTOBYBAaTH B KOMOiHaIlii
3 aHTHCENTHUKAMU JUIsl 3MEHIIIEHHS BiMuyTTs nedinus [40].

Tum He MeHIle, yci i peKoMeH/Aallii BUMararoTh BiJ MAIli€HTa MPUIMATH BaHHY, TOMI SIK 6araro 3 HHUX
MIPOCTO HE XOUYTh a00 HE B 3M031 3poOUTH 11e. TaKuM YMHOM, OBUHHI OyTH PO3MISIHYTI ¥ 1HII METOAU
OYUIIICHHS Ta 3MEHIIICHHS 010HABAaHTAKEHHS PaH.

OCOBJINBI PEKOMEHJA LT

BE € nmoxxuTTe€BUM 3aXBOPIOBAHHSAM, fIKe BHMAra€ BTpPy4YaHHs ¢axiBUiB Ta po3risii cnocodis
MiHiMi3yBauii ycK/JIaJHeHb Ta NOKPAllleHHS IKOCTI )KUTTS NMali€HTAa.

5.3. 1011 3A HOBOHAPOA’KEHUMMU 3 BYJIbO3HUM ENNIAEPMOJII30OM

Mixypi, 3a3BA4ail, 3'IBIAIOTLCS [IPU HAPOIKEHHI a00 B paHHLOMY HeOoHAaTaJIbHOMY Itepiofl. OCHOBHUM
b b

YCKJIaJIHEHHSIM € HalllapyBaHHS BTOPHHHOI 1HQekKuii. PexomeHnoBaHuii nepes's3yBajJbHUN MaTepial,

SIKWY BUKOPUCTOBYETHCS B JIIKyBaHHI HOBOHapokeHux 3 bE, npencrasnenuit B Tabauyi 5.7.

Kpim Toro, € aexigpka IHIIUX METOJIB MOIVISAY 32 paHaMH Ta MOIEPEIKCHHs] YTBOPEHHS MIXYpiB, K1
MOXKYTh BUKOPUCTOBYBATUCH JUIsi HOBOHAPOIKEHHUX, T4 MOXYTh JOMOMOITH 3MEHIIUTH WMOBIPHICTH
iH}iKyBaHHS Ta OLIb.
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Ta6auus 5.7. PekomennoBaHuii iepeB'si3yBadbHAN MaTepia Jj1si HOBOHapomKeHux 3 BE

[epes's3yBaibHUM MatepiajoM Imepiioro Bubopy €: Ha panu — Mepilex Lite/Mepilex Transfer®,
miary3HukoBa 30Ha — IntraSite™ Comformable, mikx manmpunkamu — AQUACEL ®

Tun Toprosa Bupoonuk Ilokazanns/®@yHkuis IIporunoxasu/ TpuBaJjicTb HOCIHHS
NOB'SI30K = Ha3Ba Komenrapi
Mapiis Intra- Smith  &MBE Xepaitua. ITinpuri HoBonapomkeni 3 3MIHIOETHCS [IIOAEHHO
npocoueHa Site™  Nephew  kpai mMixypiB. MaJIOk0 Baroro Ta a00 KOJIM MiJICKXaE.
rigpore-nem Conform JlinsHKN pan/mixypis B~ PH3HKOM rinotepmii  Moxke noTpedyBaTu
able IiAry3HUKOBIH 30Hi (Ha TICpBHHHOL
kpem BemanTen a6o KOHTAKTHOI TIOB'SI3KH
6ap'epryii) (mamp. Urgotul®)
['ipo- AQUAC ConvaTec /[lyxe Bojori paHu, B [TomipHo Bosiori a00  3MIHIOETHCS KOXKHUX
BosiokHUCTa EL® Ba)KKOJIOCTYITHUX MICIIIX. CyX1 paHH 3-4 nui abo xou
MiX nanblsiMH, B MICISIX NPOMOKae
PU3UKY 3'€THAHHS
JlinitHo- Urgotul Urgo PaneBuii kKOHTaKTHUI Moske moraso 3MIHIOETHCS KOXKHUX
kojoiqHa ~— ® Medical  map yTPUMYBATHUCh Ha 3-4 nui
BEPTUKAIBHUX
MTOBEPXHSX
M'ska Mepitel Molnlycke PaneBuii KOHTaKTHHIA [TinBuieHn pu3K  3MIHIOETHCS KOXKHHUX
CHIIIKOHOBa ® Health ap HaJAMIpHOI rpanyasaiii  3-4 qui
ciTKa Care ipu MBE.
[TigBUIICHUI pU3KUK
YTBOPEHHS MIXYpiB
npu [IBE-JIM
M'sika Mepilex Molnlycke 3axucr BukopucToByeTbCs SIK  3aJI€KUTh BiJl PIBHS
CHITIKOHOBA ®/Mepi1 Health AGcopbis BTOPHHHA TIOB'sSI3Ka eKCyaary
ryouacra  ex®Lite/ Care MOBEPX NEPBUHHOTO
Mepilex 1apy M'sIKOTO CHITIKOHY
®Transfe a00 JIIT JHO-KOJIOTAHOT
r CITKH JIJIs1
MOTepEHKEHHS
Advancis TIIPUJTIMITAHHS.
Medical Silfix: Mmoxxe HanTO
Advazor CWJIBHO BJIMIIaTH B
b Silfix® . .
IyXe TeHIITHY HIKIpY
M'sika Cutimed BSN 3axuct Jlist momipHO 3anexuTh B PiBHA
CHITIKOHOBA ® medical AGcop6is, Tipu CKCYYIOUHX PaH. eKcynary
ryouacra 3 Siltec® HaaMipHiit excyparii MoskHa Hagpi3aTyu MK
cynepao- cyrnepadcopOyrounMu
coOI11i€10 KpHUCTalaMu
ITonimepuo- PolyMe Ferris [ToB's3ka mepmoro 3MiHIOBATH TIPH 3aJIe)KUTh B1J PIBHS
MemMOpaHHa m® BUOOPY IS BaXKKUX HaMOKaHHI JIJIs eKCynaTy

HEOHATAJbHUX paH.
Kputnuna kosnonizartis/

iH(iKyBaHHS

MONepeIKEHHS
rinorepmii
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BKJUIAJIKA 1: {onaTkoBi pekoMeHaauii mo J0rJIsi1y 32 HOBOHAPOIAKeHUMH 3 Ba:KKUM BE

IIpouenypa

OO0rpyHTryBaHHs

Buiinatu 3 KioBe3y, SIKIO HE Mae 1HMMX MeIuyHuX Crieka Ta BOJOTICTh 30UIBIIYIOTH YTBOPEHHS

IIOKa3aHb, TAKHUX AK nepez[qaCHi I10JIOTH

MIXypiB

3HATU NYNOBUHHUI 3aKUM Ta 3aMiHUTH Horo Ha3amoOiraHHs TpaBMYBAaHHS ITYNKOBOI AUISTHKU

Jirarypy

Kpai miary3nuka 3 M'akoro marepiaiy

3amo0iraHHsT YTBOPEHHsI MiXypiB IO Kparo
METIOMIKH (ITATy3HUKA)

Ouwniary miary3HUKoBy AUISTHKY 50% pinkum / 50% OduineHHsT YHUKal09H TPAaBMYyBaHHS.
M'AKUM OiiiM mapadinoM B Gpopmi Masi abo CIPEIO 3y ianenns 6ot

(Emollin™)

BinrepminyBaHHs KyaHHS IO 3arO€HHS JOIMOJIOroBOi JJi1 yHUKHEHHS YIIKOMKEHHS pu 00poOIIi

Ta MOJO0r0BOI TpaBMHU

HOBOHAPOMKCHUX HAroJisica

Bparu Ha pyku 3 KI0Be3y B HEOHATAIILHOMY Marpaci

MoxuBiCTh MIAHATH JUTHHY Ha Marpaci Ta

YHUKHEHHS 3CYBY IIKIpU IPU pyYHOMY AOITISAI1

BuxopucroByBaTH 10Bri M'sKi COCKH, Taki sik lamb’s

teat a0o Haberman Feeder

YHUKHEHHS YIIKOIKCHHS BHaCJ'Ii,I[OK TCPTA

01151 HOca Ta B pOTI

3acTOCOBYBaTU 3yOHMI Iejlb Ul COCKH
(BUKOPHUCTOBYEThCS Mpernapar 0e3neuHuil 3

HAPOHKCHHS)

Komenmap pooouoi epynu:
benanmen — mopeosa nazea, MHH - dexcnanmenon.

5.4. IOLIAJI 3A MAIIEHTAMM 3 BYJIbO3HUM EMNIJEPMOJII30M B OITEPALIITHINA

B 3aranpHi XipypriuHi npouenypud BXOIUTh Kopeklis naedopmariii KUCTI MO TUIY ‘‘pyKaBHUKH,

KOPEKI[is KOHTPAKTyp,

BUJIATICHHS 3YOIB,

3MeHIIeHHs 000 Yuepe3 HasgBHICTh MiXypiB Ha

CIIM30BIH poTa

JuiaTalis  cTpaBoxofy, (OpMyBaHHS Ta KOPEKLis

racTpOCTOMHHUX MiCIlb, JI1arHOCTHKA Ta BUJAJECHHS IUIOCKOKJIITUHHOTO paky, Iepecajgka IIKIpU Ta
amnyTtanis kiHuiBok. Komu mnamient 3 BE motpebye XipypridHoro BTpy4aHHs, HPOBOAUTHCS TaKOX 1
00OB'SI3KOBE KOPUT'YBaHHSI METOJIB aHECTe31i Ta XIpypriyHUX MPOTOKOJIB JUIsl 3MEHILEHHS Ypa)kKeHHs
HIKIpH Ta 3aXHUCTy CIHU30BOI 000JOHKH AuxanpbHuX HUisaxiB (Tabmuus 5.8). Cnix Takox MiHIMIZyBaTtu
BIUIMB TUCKY, SIKHH 3aCTOCOBYETbCS B AUISHII NPOBEACHHS MPOLEIYPH.

Ta6auus 5.8. lornsiyg 3a manientamu 3 BE B onepartiiiniit

IIpouenypa IIpoBenenus OOrpyHTyYBaHHS KomenTapi
EKT - - Enextponu dikcyrorsess st nocsirHeHHs Enextponu ¢ikcyroThes 10 MKipU
JOCIIKe-  0e3MmocepeIHhO Ha MKipy  €(EeKTUBHOTO JIUIIIE TIPU HASIBHOCTI CHIIIKOHOBOTO
HHS - EnexTpomu ikcyroThes MOHITOPUHTY HE MEAMYHOTO KJIEIO JUIsSl BUIAJICHHS
ABO 110 Mepitel One® MOIITKO/DKYIOUH TIKipy (SMAR “Niltac™”). SIxkmmo SMAR
(Mélnlycke Health Care) BUICYTHIHN, BIKPUTI paHH
. MOKPUBAIOTHCS HEAATE3UBHUMHU
- Jlerxkuii Oanmaxx Ha '
MOB'SI3KaMHM Tepes] OMHTYBaHHSAM
AEO BEPXHIO YaCTHHY PYK Ta
reJyieBi eIeKTpoIn
(hiIKCYIOThCS 10 OaHAaKY
Kontpons  Ilig manxkeTKy Jlnst 3BeneHHs 10 [TokpuBaiite Oyab-sKi BIIKPUTI
AT HaKJIaJaeThesl M'sKa MIHIMYMY YVIIKO/PKCHHS ~ paHU HEaJre3UBHUM

IKJIAIKA

MIKIpYA Ta 3MCHIIICHHS
PHU3UKY YTBOPEHHS
MIXypiB

TepeB'I3yBAIbHIM MaTepiajioMm
repe]l 3aCTOCYBaHHS M'SIKO1
H1IKJIAIKA
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IIpouenypa IpoBenenus OOrpyHTYBaHHS KomenTapi

3axucT ouyeil 3aCTOCOBYIOTHCS Jlnst 3HWOKeHHS pu3uKy — He BUKOPUCTOBYEMO TyOpiKaHT st

Ta IOBIK Kparuti/mMazi-IIyopikaHTH VIIIKO/DKEHHS MOBIK @00  MaJIGHbKHUX JIITEeH, a CTapIIuX JiTeh

POTIBKH Ta JOPOCIUX MOMEPEIHKAEMO PO
TUMYAcOBE 3aTYMaHEHHS 30y

Benenynk- YHukaiite BUkopuctanHs  JlJig 3BeIleHHS 10 Hamotatite M'saxuit

1ist (iH'€KIiT) €TaCTUYHOTO JUKTyTa Ta  MiHIMyMY TpaBMaru3auii mepeB'si3yBajbHHIA MaTrepiai
pykaBu4oK. CTHCHITH IKIpU HABKOJIO KIHI[IBKA 1O CTUCHEHHS.
KIiHLIBKY IITBHO, YHUKANUTE [ToxpuBaiiTe Oyab-sKi TpaBMOBaHi
3CYBY Ta HAIMIPHOTO TEPTS a00 3 MIXypsSIMH JUITHKA
MPH TiATOTOBIN MIKIpH HEeaJIre3UBHOI0 TTOB'SI3KOI0 MEepe;]

HaHECEHHSIM 3aXHUCHOTO IIapy

Oikcarris Ta - Bukopucrannas M'skoro  J{ist yaukHEHHs 3qupanHs MoxiuBe Oye moTpioHo
KPIIUICHHST  CHUIIKOHOBOTO TUIACTUPS —  MIKIpH Bukopuctarn SMAR, K10 mkipa
kaHroi ta  Siltape® (Advancis Jy’Ke Bpa3inBa

obmamnanus Medical) abo Mepitac®

: : Sxmo SMAR He noCTyIIHUH, TO
(Mdlnlycke Health Care) Pixcanis .

MoykHa BUKopucTatu 50% pinkuii

-Bukopucranus /50% wm'sikuit Oinmii napadin s
aAre3uBHOIO IIaCTUPS Dikcarris IPOCOYYBAHHS CTPIUKH 1 3HATH
- BUKOPUCTAHHS HOBUIBHO 0€3 3yCUJIb

KOMEPIIITHOT TITIBKU BHKOpHUCTOBY#iTE XapuoOBy ILTIBKY,
SIKIIO M'SIKAW CHUJTIKOHOBHH TUIACTHP
a6o SMAR He goctymnHi

Buxopucro- Bukopucranus Mepitel® [l yHuKHEHHS 3cyBY pu MOXXIMBO MOTPiOGHO BUKOPUCTATH

ByiiTe Macky One (Molnlycke Health BUKOPHCTAHHI MacKu crepwibiuit SMAR (Appeel
Ha o0iuuus Care) Ha o6nuyus Ta Sterile®, CliniMed) nis BuganeHHs
nigdopians Mepitel® One mpu nyxe Bpa3nusiil

Jl1sl yHUKHEHHS

Bukopucranus mapu, YTBOPEHHS MiXypiB BiJl
HPOCOYCHOI Ba3CIHOM HA |\ opo [TonGaiite M yac 3MiHU

o0y us Ta mia0opi s TepcoHaiy, mood Macka He CIIOB3JIa

IKipi

5.5. HAIUIA A 3A TACTPOCTOMOIO

JIOBrocTpoKOBe eHTepalibHe XapdyBaHHS HeoOxinHe OaratboM maiieHTaMm 3 BaxkuM BE (Tabmurs 9).
[ToeqHaHHS BPa3IMBOCTI CIIM30BOi 00OJIOHKH BEPXHBOTO IUTYHKOBO-KHIITKOBOTO TPAKTY, IO MPU3BOJIUTH
70 YTBOPEHHsS MiXypiB B POTi 1 OONIOYOCTI MpH BXKMBAaHHI DKi; BTOPMHHOI aucarii, sika Beae A0
pyOITtOBaHHS CTPABOXOTY; HEOOX1THOCTI MiJICHJIEHOTO Xap4yBaHHsI, TIOB'SI3aHOTO 3 BTPATOIO MOXHUBHUX
PEUOBUH 3 paHaMM, Ta XPOHIYHOIO 3amaJieHHs, SIKI CIIOCTepirarTbcs MpH Baxkux (opmax BE,
NEepOPaTbHOTO XapyyBaHHs HeIOCTaTHhO. KpiM TOro, XpoHiuHi 3akpenu Ta OONI0YiCTh 3y0iB MOXYTh
MpU3BECTU 10 BiAMOBHU Bif ki [41]. He3paxkatoun Ha mepeBaru €HTEpaJIbHOTO XapyyBaHHS, HIKIPHI
YCKJIQJIHEHHS Yepe3 MOCTIHHUM BUTIK KHCIOTO BMICTY IIUTYHKY Ha IIKIpYy KMBOTA, MOXKE MPHU3BECTH 10
BTPATH LIKIPU Ta XPOHIUHUX PaH.

PetenpHuii Bubip 3aco0iB MOXKe JOMOMOITH 3MEHIIMTH YCKJIaJHEeHHs. Tak sk TpyOKH MOBHHHI OyTH
MpHUETHAHI TyXKe ONM3bKO JI0 HIKIPH KUBOTA, B PE3YNbTaTl 3'ABISETHCS WMOBIPHICTH TpaBMaTH3aLlii
CTOMM Ta IIKipu. TpaBmaTu3aliss CTOMM MOXK€ NPHU3BECTH JO BHUTOKY BMICTY HUTYHKY. IlepkyranHi
€HJIOCKOITIYHI TaCTPOCTOMHI TPYOKH € MOBIIUMHU Ta 3a0€3MeuyroTh MiA'€THaHHS JaJeKO BiJ CTOMH Ta
HIKHOT LIKIPH JKUBOTA.

VY neskux aitedl Ta I1opocnux 3 AucTpodiuHoro ¢opmoio BE po3BHBaeThCS CHOBIIbHEHE 3BUTbHEHHS
IITYHKY, SIK€ IPOBOKYE BHUTIK PIANHM MO KPasX CTOMH. Y BaKKUX BHIIQJIKaX TaCTPOCTOMHE Xap4dyBaHHS
€ HEMOXIUBUM 1 3'BISIE€THCS HEOOXITHICTh TOHKOKHIIKOBOTO XapuyBaHHs, TOMY TracTpOCTOMa
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3aMIHIOETBCSI HAa TacTPO-UIeocTOMYy. XO4a TOHKOKHUIIIKOBE JKUBJICHHS Ja€ MOXKIUBICTH aJIeKBaTHO
JOCTaBIISITH 1KY, 4epe3 TaCTPOCTOMY MOXKE IMPOJOBKYBATH BUTIKATH IITYHKOBHI BMICT.

[TocTaHOBKa TOHKOKHIIKOBOi CTOMH HMPOBOAMTHCS B CTEPUIBHUX yYMOBax 1 JEsKi MEIMKaMEHTH, SIKi
3a3BHYall IOIAIOTHCS Yepe3 racTPOCTOMY, HE MOXKYTh OyTH JOCTaBJICHI 4epe3 TOHKOKHIIKOBHHA TPAaKT.
CuctemHe mikyBaHHs aHTaronicramu H-2 penentopiB Ta iHTiOiTOpaMH MPOTOHHOI MOMIHM MOXE
MPOBOAMTHUCH OKpeMo abo B KOMOiHALIi 3 mpenapaTaMu JJIsl 3SMEHIIEHHS KHCJIOTHOCTI BMICTY HITYHKY.

Ta6auus 9. Jlorsia 3a racTpocTOMOO

Tun Bpenn Bupoonuk Iokazanns/ [Mporunoka3zanus/
$yHKuii KOMeHTapi
Bap'ep Proshield® Plus H&R Healthcare  Baxwucr

Equal parts of In-house pharmacy

sucralfate/ manufacture

C 1 ™

av?lon (3M) M
Cavilon™

Durable Barrier
Cream/ No Sting
Barrier Film
(spray)
Silesse™
Medihoney™
Barrier Cream

Trio Healthcare
Derma Sciences

V nesKux mari€eHTiB
CIOCTEPIraeThCs BITUYTTS
NIeYiHHs TPH HAHECEHH] Ha
Ty>Ke BPa3JIMBy HIKipy

YHUKaTH KOHTAaKTy 3
TracTPOCTOMHUM TIPUCTPOEM.
Mooxe yckiIaaHuTH (ikcalito
TTOB'SI30K

50% Oinmii
M'sikmid/50%
piakuit napadin
M'sika cunikoHoBa Mepitel® Molnlycke Health PaneBwuit BukopucroByeThes
ciTKa Care KOHTAaKTHUHA  TMOJABIHHUI 1I1ap 3 HOpaMu B
map CITIIl, sIKa HE BIIUIIAE B pPaHy
IPU MiJBUIICHIN TpaHymsii
TKaHUH
Silflex: Bnunanus moxe
OyTH 3aHA/ITO CHIIBHUM JUIS
Silflex® Advancis Medical AYXe BPa3InBOl LIKIpH
JlimimHo-konoigaa Urgotul® Urgo Medical PaneBwii BukopucroByeTbes B
KOHTAKTHUM  3aJIe)KHOCTI BiJl CTaHy paHH,
map 3a MoTpedoo MarieHTa
Cynepabcopbent  Sorbion Sorbion IMporikanHs  BUKOPUCTOBYBaTH MOBEPX
Drainage® Curea Medical Hazxmipue MEPBUHHOI MOB'SI3KU
Curea P1® Drain  ggrhion MpOTiKaHHA  BukopucToByBaTH noBepx
Sorbion Sana® = BgN medical Cynepa6cop6y}?qd
Cutimed® Siltec® . . APCHAXKHOL OB A3KH
Flivasorb® Activa Healthcare (CTOCY€TBCA YCiX MOB'SI30K,
1vasor Ltd, an L+R OKpIiM JIPEHaKHUX )
company
Curea PI® Bullen
Eclypse® Healthcare/Curea

Medical
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Tun bpenn Bupoonnk IToxazanus/ IIporunoxasanus/
Gynxuii KOMeHTapi
Advancis Medical
Crepoinu Maxitrol® eye  Alcon Laboratories Tkanunwu 3 [Tpu HEOOXiAHOCTI
ointment M1 IBUILIEHOO
. . TPaHYIALIEI0
Dermovate™  GlaxoSmithKline P>
Cutivate® UK
PharmaDerm
Tormiuni Nystaform® Typharm HpixmkoBa  Jlnst mikyBaHHS KaHAUI03HOL
NPOTUTPUOKOBL  (Canesten® Bayer 1HeKIisn iHGeKuil micns 6akmociBy
3acobu
TomiyHi Nystaform® HC Typharm JpixmxoBa  Jlns JIiKyBaHHS KaHAWJO3HOT
IPOTUTPUOKOBL  (Capesten® HC Bayer 1H(peKis iH(eKIiT Ta 3MEHIIeHHS
3acoou 31 ) . . 3arnaJeHHs
. Trimovate® GlaxoSmithKline
cTepoinamu _ _ K
Timodine® U
Alliance
Pharmaceuticals
OpanbHi Fluconazole Criiika [Tpu HeeeKTUBHOCTI
POTUTPUOKOBI (Diflucan®) KaHIMJI03HAa  TOIYHOTO JIKYBaHHS
iHpeKIis

5.6. HAIUIA A 3A TPAXEOCTOMOIO

OCHOBHOIO MPOOIEMOIO JUIsl LIKIPU € 3aXUCT BiJ TYroro 3aTArHeHHs Qikcyrounmu 3acobamu (Tabmuis
10). Kpait cromu notpeOye 3axucty Bif (IaHIo TPYOKH, a TAKOXK CTPIYKU MOXKYTh BpPI3aTUCh B 33HIO
YAaCTUHY LIUI Y HEMOBIAT 3 KOPOTKOIO IHEI0. BUKOPUCTaHHS NMPaBMIIBHOTO 3aXHMCHOTO 3ac00y MOXe
JIOTIOMOT'TH 3aXUCTUTH BPA3JIUBY LIKIPY.

bausbke po3MileHHs TPyOKH MO BiAHOIIEHHIO IO HM)KHBOI YaCTUHU MiA00PIis B MaluX JiTed MOXe
MPU3BECTU JI0 YTBOPEHHS paH B Wi JUISHII, TOMY HUTaHHS NP0 MOJOBXKEHHSI TPYOKHU NMOBUHHO OyTH
MPUKAHSATO JI0 YBaru JJIs MONePEKSHHS YCKIIaIHEHb.

Ta6auus 10. Jorsn 3a TpaxeocToMOIO

Tun

bpenn

Jlimigao-konoinna Urgotul®

M'ska cmtikoHoBa Mepitel ®/

ciTka

Mepitel® One

Bupoouuk
Urgo Medical

Molnlycke
Health Care

Advancis
Medical

IToxa3zanns/pyHKuii
PaneBuil KOHTaKTHUHN
map
BukopucrtoByeTbcs
i piKCyrounii
MJIACTUP
PaneBuil KOHTaKTHU
map

Hakmanaernca
HAaBKOJIO Kpar CTOMH

IIporunokasu/komeHnTapi

Haxnagatu mmpoxoro
CMYTOIO JUISI TOTIEPEIKEHHS
BJIaBJICHHS

[Nneprpanyssiiis TKaHUH
(K110 HEOOX1THUM € M'SIKUI
CHJTIKOH, HAKJIaJa€ThCs
3MIIIEHO MMOBIMHMUIA IT1ap 3
MOpaMu B CITIIi)

Silflex: Baunadust Moxke

OyTH HaJTO CHIIbHE JJIs
HaJMIPHO BPa3IUBOI MIKipU
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Tun bpenn Bupoounk  Iloxasannsi/¢pynkuii IIporunoxasm/komeHTapi
Silflex®
M'sika custikoHOBa Mepilex® Molnlycke Haknanaerscs noBepx
ryouacra Transfer/ Health Care Urgotul mix
Mepilex® Lite (hIKCYIOUHH TUTaCTHD
[TonmimepHo- PolyMem®  Ferris HaBkosno cromu juis  KoHTpostoBaT pazom 3
MeMOpaHHa OYMILCHHS T 3aXUCTY MEICECTPOI0 TOBLUIMHY
MOB'SI30K JJ11 YHUKHEHHS
PU3UKY JCKaHYISAII1

JIKYBAHHSA IEJUKYJIH0O3Y Y IITEX 3 BYJIbO3HUM ENIJTEPMOJII30OM

3apakeHHsI eIUKYJIbO30M € MOIIUPEHUM CEpPeJl IKOJAPIB 110 BCbOMY CBiTi. TUM He MeHIle, JIiKyBaHHs
HE 3aBKAHU e(EeKTUBHE 1 MOKIIMBOCTI OOMEKEHI, HaBiTh JUIA THX, Y KOTO 30pOBa IIKipa Ta BOJOCHUCTA
YaCTHHA TOJIOBH, B TOH Yac SIK PE3UCTEHTHICTh IO 1HCEKTUIM/IB CTA€ HAPOCTAIUOo0 mpobiemoro [42,
43].

JlikyBaHHS nenuKynbo3y namieHTiB 3 BE Moxke OyTn BaXKMM Ta TPU3BOIUTH O TOAPA3HEHHS LIKipH
BOJIOCHCTOI YaCTHHU TOJIOBH, iH(]IKyBaHHS Ta BTpaTH Bojoccs. [IpocTi 3axoau NOBUHHI IPOBOIUTHCS HA
panHboMy etarli. JlocuTh epeKTUBHUM MOXE OYyTH €MOJILEHT 3 MPOTHMIKPOOHUM areHTOM, SIKHH MOYKHA
BUKOPUCTOBYBAaTH IUISi BOJIOCCS Ta IIKIPH TOJOBH 3 METOK0 TIOJIETHIICHHS BHYICYBaHHS TyCTUM
rpebinneM. SIKIo K BCe TaKd BUKOPHCTOBYETHCS BIACHE 1HCEKTHILIUA, TO YC1 paHH, MiXypi abo JiIsTHKA
3 EeKCKOpiallisMd Ha BOJIOCHCTI YacTHHI TOJOBM TOBHHHI OyTH 3axXUIIEHHI TOBCTHM IIapOM
CTEPUJIBHOTO Ba3EiHY.

SIKIIo K 3a JOMOMOTOIO BHINE3a3HAUEHMX METOJIB HE BIAETHCS IIBUAKO BUIIIKYBAaTH TEIUKYIBO3, TO
icHye HeOe3neka 1H(IKyBaHHs BHACHIJIOK pO3UyXyBaHHs, HE3BOPOTHHOI BTPATH BOJIOCCS Ta YTBOPEHHS
KIpoK. Y 0ararboxX Haii€eHTiB 3 BaXKMMHU (opMamu BE 3HaxonsTh BoIi, K1 KUBYTH MijJ KIPKOIO,
YCKJIQ/IHIOIOYM MEXaHIYHY Ta XIMIYHY eJIIMIHALiIO.

AnprepHaTHBOIO € Tpenapar IBepMEKTHH, SKUH CENEKTUBHO 3B'SI3y€TbCA 3  PELENTOPOM
HelipomeniatopiB mnepudepuyHoi pyxoBoi cuctemMu Oe3xpeberHux [44]. Lleit mnpemapar Takox
e(eKTUBHUI MpH JIIKYBaHHS KOPOCTH, IIO0 YCYBa€ HEOOXIJHICTb BUKOPHCTAHHS I1HCEKTHLIM[IB Ha
BpasnuBy mikipy. [Ipemapar He peKoMeHy€eThCs JIJIs AIIEHTIB 3 Barolo MeHie 15 Kr.

Komenmap pobouoi epynu:

JHixapcokuii 3acio leepmexmun cmanom na 01.01.2016p. 6 Ykpaini ne 3apeccmposanuil.

5.7. A0ITIA A 3A XPOHIYHUMMU PAHAMM ITPHU BYJIBO3HOMY ENNIJIEPMOJII3I

HaiiBaxuuBimumM criocoOoM B poOOTI KIIIHILKCTA MPH JTIKYBaHHI paH, 10 HE 3arol00ThCs, € BUSBICHHS
MIPUYMHU XPOHI3aIlii.

Haii0inp1 nommpeHuMy NpuYrHaMK XpOHIUYHUX paH npu BE MoxyTh OyTH:
1) Bucoke OioHaBaHTaXEHHs (KPUTHYHA KOJIOHI3aIlis)

2) Bupaxena iHdekilis, BUKIMKaHA BHACTIJOK BTPATH 3aXMCHOI (YHKII MIKIpH, BEIUKOT PaHEBOT
MOBEPXHI Ta IHTEHCUBHOT'O CBEPOIXKY, 1110 MPU3BOIUTH 10 TPABMYIOUHMX PO3UyXyBaHb [45, 46]

3) HasBHICTh HEKPOTUYHOTO MaTepiaiy, HaifyacTille, M'SKUX HEKPOTUYHUX Mac

4) TlopyuieHHs KIITHHHOTO BiTHOBJIEHHsS (AKTHBHOCTI) CIIOCTEPITa€ThCs y BCIX TMAI[iEHTIB 3
XPOHIYHUMHU paHaMU

5) IloraHo KOHTPOJILOBaHA CKCyAAIlis 3 HAJIYKHHM CKCYIaToM, SIKHM caM 10 cOO0i MPHU3BOAMTH JI0
MOJIpa3HEHHS

6) Ilepemnbauaerbest, 10 HAsBHICTH OIOMJIIBKM IHTIOy€ 3arO€HHS paHM Ta MOXKE OyTH HPUYHHOIO
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He3aroroBaHHsS paH npu BE. biommiBka XapakTepu3yeTbCs HAsBHICTIO 0araroBHIOBOT TMOMYIALIT
MIKPOOPTaHi3MiB, SIKi IPOAYKYIOTh 3aXHCHHI MaTpUKC, 10 POOUTHh HEMOXJIMBOKO 1ICHTH(IKAIIIO HOTO
TpamuiiitauM OakmnociBoMm. JlikyBaHHS cUCTEMHMMH a00 TOMIYHUMH 3acob0amu Oyne Hee(eKTUBHUM
[48]

7) Kpai xponiunux pan npu BE wacTo mOKpHTI rimepkeparo3oM Ta MPEACTaBICHI CyXOH KipKOIO 3
eKCyZarTy, sIKi MOT1PIIYIOTh MIrPaIlilo emiIepMaIbHUX KIITHH 3 KpaiB panu [49]

8) IcuyroTh maHi, 1o CTOBOYPOBI KIITHHHU MIKIPH «BUYECPIYIOTHCS» MPH iX HECKIHYEHHINH 60poThOi 3a
3aroeHHs pad [50]

9) 3naBieHHS Ta TEPTS CIPUsE XPOHI3aIlil paH, TOMy HEOOXiJHUM € 3MCHIICHHS TUCKY Ha HUX
10) BukopucraHHs HeaIeKBaTHOrO 3aC00y MOKE CIIPHATH XPOHi3allii paH.

Kpim nikyBaHHs paH, HAIli€eHT MMOBUHEH NMPOWUTH KJIiHIKO-1ab0oparopHe OOCTEKEHHS, I BUSBIICHHS
MOPYIICHb, SKI MOTIPIIYIOTh 3aroeHHA. HasBHICTH aHemii Ta ManpaOcopOiii HEraTMBHO BIUIMBA€E Ha
3arO€HHS paH. bulb TakoXX MOTIpIIye 3/aTHICTh MAalli€HTa JO0 CAMOBIJHOBJICHHS Ta MOXE CIPHUSATH
YTBOPEHHIO HOBUX paH. CBepOiXK NMPOBOKYE PO3UyXyBaHHS, IO YACTO MPHU3BOAMTH JIO TpPaBMaTH3aii
MIOMHO 3aro€HO1 TUITHKH 200 paHU Ha CTaJil 3aTOEHHS.

OYUIIEHHSA PAHEBOTI'O JIOJKA TA BYJIbO3HUM ENIJIEPMOJII3

OuuIeHHs1 PaHeBOTO JIOKA € 3BUYHUM TOHATTAM ISl yCiX JIIKapiB, IO MPALIOIOThH 3 MAIlieHTaMH, SKi
KUBYTh 3 paHaMM, 1 I KOHIICMIISl 3aCTOCOBYETbCA MMl XpOHIYHMX paH y xBopux Ha BE. IIJIP
MIPOBOAMTHCS 3 METOIO YCYHEHHs 0ap'epiB 10 3IUJICHHS Ta CTBOPEHHS ONTHMAIBHOTO CEPEIOBHUINA IS
nmikyBanHs panu. TIME (tissue, infection or inflammation, moisture, epithelial advancement) — e
MOKa3HUK BKJIIOYA€E B ce0e HACTYIHI MyHKTH:

1) TkaHuHa — paHeBe JI0)KE TIOBUHHO OyTH BUIbHE BiJl HEKPOTHYHUX MAacC

2) Iu¢exis Ta 3ananeHHs — OaKTepiaibHe HABAHTAKEHHS MOBUHHO KOHTPOJIIOBATUCH CUCTEMHOIO a00
TOMIYHOIO TEPAITi€l0

3) MOKHYTTS — KOHTPOJIb HAUTHIIKY SKCYIaTy B paHi, 30peKEHHsI BOJIOTOr0 CEPEIOBHIIA Ta 3aXHCT
IIKIPY HABKOJIO paHU

4) Emireni3alis — MOBHHHA MTPOXOIUTH 0€3 aHOMAaJIbHOI KJIITUHHOT aKTUBHOCTI
T — Tkanuna
Xipypeiune 6uoanenus HeKpoOmMuuHoi MKAHUHU

Ile mMoxxe OyTm Oe3nepepBHUM MPOLIECOM B XPOHIYHIM paHi, TaKk 3BaHUM «IIATPUMYIOUUH AOTVISAN.
OcCHOBHI BapiaHTH XIpypriyHOi 0OpoOKHU:

1) Ayromitnuna Xipypriuda oOpoOKa paHW — II€ 3BHYAHHI MpOIEC B paHi, KOJHW MPOTCOTITHYHI
bepmenTr a6o Makpodaru BUAANAIOTh HEKPOTUYHUIN Marepiai. [leski NOB'I3Ku MOXKYTb MiJCHIIUTH Lei
npoIiec.

2) IlepBuHHa XipypriuHa 0OpoOKa paHH — BUKOHYETHCS B OIEpalliifHiid. Aye Takuil BapiaHT 0OpoOKH
He 3aBkau miaxonuth npu BE, Tak Ak OUIBLIICTH XPOHIYHUX paH € 3HA4YHO OONIOYMMHU Ta
KPOBOTOUMBUMH.

3) Mexaniuna 00poOKa paHu — 3MIHCHIOETHCS IIISIXOM OYHMINEHHS PaHW PO3YMHAMH aHTHUCEITHKIB Ha
BOJIHIN ocHOBI (XunoprekcuauH, MipamictuH, [lekacan, OxTenicent). B nedkux neHTpax s XOpouioi
OYHCTKH paH Ta IKipu mamieHTta 3 BE Ta BuganeHHs HEKPOTUYHOTO Marepialy BHKOPHUCTOBYIOTH
rijpoMacaxxHi BaHHH. MexaHi4Ha caHaIlis BUMarae BiJIMOBIAHOTO 3HEOOICHHS IO MIPOLICAYPH.

I — Indexuis/KpuTHYHA KOJOHI3aLicA

ITpu Bcix ¢opmax BE, BpasnupicTe ImKipu Moxe OyTH pe3yinbTaroM OakTepiasiibHOi KOJOHi3amii abo
iH(pexIii, ocobmMBO Tmpu BaXKUX ¢GopMax, A€ paHM MHOXKHHHI Ta XpOHIUHI. 3O01IbIICHHS
O0loHaBaHTaXXEHHS B KPUTHYHO KOJIOHI30BaHMX a0o0 i1H(IKOBaHMX paHax MOTIPUIyE 3arO€HHS, TOMY
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BUSIBIICHHSI JTaHUX MPOOJIeM 1 MPOBENEHHS HAJCKHHUX 3aXOMiB Ui CHPUSHHS 3arO€HHS PaHEBOTO
CEepeIOBHINA, € CAMUM OCHOBHHM B JIOTJIsiAL 32 paHamu ipu BE [52].

Komenmap pooouoi epynu:

Huoicue masedeno cnucok JniKapcoKux 3acobié ma nepes'sizy8anbHo20 mamepiany, AKUll
BUKOPUCOBYEMbCSL O JIIKV8AHHA THGheKyilinoeo npoyecy (8ubipky 3pobneno 3 «Best practice
guidelines for skin and wound care in epidermolysis bullosa ystrophic Epidermolysis Bullosa Research
Association International, 2012y, Tabnuys 11).

Jlexacan — mopeoea nazea, MHH — oexamemokcun, oxmeHnicenm — mopeosa Hazeda, 6 Yxpaiwi
3apeecmpos8anull K KOMOIHOBAHUIL NIKAPCLKULL 3ACi0 — OKMeHIOUH+eHoKCiemaHoi.

1. Tlepoxcun BOAHIO — BUKOPUCTOBYETHCS JJISl IOBEPXHEBUX 1H(EKIIIH.

2. IloBimoH-110]] — BUKOPHCTOBYETHCS KOPOTKOYACHO, 3 OOCPEKHICTIO B IemiaTpii, MpH BariTHOCTI Ta
TOAyBaHHI IPyIbMH (PU3HK TUPEOiTHOI cympecii). He BUKOPUCTOBYETHCS TIPH JIIKYBaHHI JIITIEM.

3. Ilpemaparu Ta 3acobu 3i cpibmom (kpemu Aprocyaspan (MHH — Cymedariazom), Cpidna
cyabdaia3zun, nepBuHHi moB'si3ku — Atrauman AG, Mepilex AG) — KOpOTKOCTPOKOBO Ha iH}iKOBaHi
paHu.

4., MeTrpoHifa30J reinb — PaHW 3 HEMPUEMHHUM 3allaxoM/aHaepoOHa iH(EKIlis/paHu 3 HEKPOTHYHHUM
MarepiazoM. KopoTKOCTpOKOBE BUKOPHCTAHHS 3 MaJiaTUBHOIO MeToro. Haitbinmbin edekTuBHUEA TpH
MBE XepmiTia 11t yCyHEeHHS! HEIPHEMHOTO 3aI1axy.

5. Tlomirekcameruien OiryaHiq — Ha iH(IKOBaHI paHH, SIKI CYNPOBOMKYIOTHCS OULIIO Ta cBepOekKeM.
Jlormomarae 3MEHIIUTH OUTh Ta PO3UYXyBaHHSI, Ma€ OXOJIOKYBAIBHY JIIF0 Ta MOYKE BHUKJIMKATH TTCYiHHS.
Hanocuthest Ha pany 1 3MuBaeThes uepe3 10 XBWIMH a00 MOXKE 3QJIMIIATHCH Y BHIVISL TENIO TMik
noB's13k010 10 1 m00u (10 HacTymHOI mepeB's3ku). Komenmap pooouoi epynu:. 3acobu, siki micmsame
noniexcamemunen 6icyanio — Prontosan, Octenisan, Suprasorb X+PHMB — siocymui ¢ Ykpaini.

6. EH3uMHI Temni AN OUMIIeHHS paH — BUJAICHHS 3MEPTBIINX TKAaHWH, OYUILEHHS PaHH, 3IYIICHHS Ta
aHTUMIKpOOHUI epekT. MoXXyTh BUKOPHUCTOBYBATUCh Ha Oyab-siKi paHu. He BUKOpHUCTOBYIOTHCS IHpH
YYTJIMBOCTI MAalli€HTa 10 aibriHaTiB abo momieTHiIeHrIiKomo. [Ipu3HayaeTbest BIAMOBIAHO O CTaHy
paHM Ta HAHOCHUTHCS TPHU KOXKHIH MepeB'sI31i.

7. Men — roToBi Ma3i Ta relli HA OCHOBI MeJy Ta caM MeJ 3 HalBHIUM aHTUMIKpPOOHHUM CTyIEHEM
(Men waifHOrO JepeBa), SIKMW MPOWILIOB BIANOBIIHY OOpPOOKY 31 30€peKEeHHSM HOro aHTHUMIKPOOHHX
BJIacTUBOCTEH. BUKOPHCTOBYIOTbCS Ha paHM 3 HENPUEMHMM 3allaxoM, XPOHIUHI paHH, sKi MaroTb
OiorniBky. IIpomnykTu nuie MeauyHOro HpuU3HA4YeHHS a0o Men, SKUW MpPOMIIOB raMa-oNpOMIHEHHS
(momepemxeHHs 00Tyni3My). Ha paHHIX eramax JiKyBaHHS MOXE CIOCTEpIraTUCh MiJCHIIEHHS OOIIto.
TakoX YCKJIQJHIOETHCS BUKOPUCTaHHS B CHEKOTHMM Tmiepion (ToraHa Tiri€Ha, BiJCYTHICTb
KOHJIMIIIOHEpiB, MOraHi CaHITapHO-TIrl€HIYHI yMOBHM). Mo)ke BHMKOPHUCTOBYBaTUCh IiJi HEPBUHHY
MOB'SI3KY /IS TTONIEpeKEeHHS aare3ii. Mojke mekTu. 3MIHIOEThCS PY KOXKHIN riepeB's3in. [1os's13ka moxke
3HAaXOIUTUCH /10 4-X JIHIB.

8. T'ybuacti mos's3ku (Mepilex/Mepilex Lite/Mepilex Transfer) camocTiitHO sik IepBUHHA MOB'SI3Ka Ta
3 BTOPMHHUM MOKPUTTSAM (CEpBETKaMH) — Ha MOMIPHO- Ta CEPEIHbOEKCYNYIOUl PaHU. 3MIHIOIOTHCS MIPU
HaMOKaHHI1 MIEpBUHHOI a00 BTOPUHHOI MTOB'I3KH.

9. TlomimepHo-MeMOpaHHI TOB'SI3KM — HE € AHTMMIKpPOOHUMHM 3aco0amHM, aje BHSBICHO 3HAYHUIN
MO3UTUBHUHN ePeKT Ha 1H(IKOBaHUX paHax. MOXyTh MIJCHIIOBATH €KCYJAIII0, 110 CIIPUYMHSAE YacCTy
3MiHY MOB'A30K, X04a JaHUH ePeKT 3MEHILIYEThCS 3 YaCOM.

10. CreniamizoBani miHHi (PolyMem) — Ha cepeaHbo- Ta CHIIBHOGKCYAyIOUi paHU. MICTUTh
BHCOKOA0COPOYIOUNit KpoXMallb. 3MIHIOIOTHCS P HAMOKAHHI.

Komenmap pooouoi epynu:

Ilpu 06podyi ingixosarnoi panu ciio nadasamu nepesazy posuuny Oxkmenicenmy (kombinosanuti JI13
— Oxmenioun~+genokciemanon), Xnopeexcuouny yu Jexacany (MHH — Jlexamemoxcut) 6 nopigHaHHI 3
Ilepokcuoom eoonio. I[lpasunona MHH noniemunenenikonto — maxpoeoi.
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«Best practice guidelines for skin and wound care in epidermolysis bullosa
(Dystrophic Epidermolysis Bullosa Research Association International, 2012)

M — KonTpoas Bosiorocti (Moisture control)

Excynar yacto BaKKO KOHTPOJIIOBATH y TALI€HTIB 13 XPOHIYHMMHU paHaMH, SKI CHOCTEpPIraroThes Y
xBopux Ha BE. Ile moB's3aHo 3 KITBKICTIO €KCymaTy Ta IIiJIBHINCHOK B'S3KICTIO. BHCOKa B'S3KICTh
CIPUYMHIOE TPYIHOLII B MOIIMHAHHI €KCYJIaTy MOB'I3KaMu, 10 MPU3BOAUTH JI0 BIUIAHHS MOB'S30K Ta
MOIITKO/KEHHSI PAHEBOTO JIOXKA Ta HABKOJIUIIHBOT IIKIPH.

31aTHICTh TOB'SI30K KOHTPOJIOBATH EKCYJAT 3aJIeKUTh BiJ| X 3[aTHOCTI «BUITYCKATH» 3alBY PIIHHY
Yyepe3 BEpXHIO YaCTHHY NOB'A3KH. [10B'13KH, 5SKi MalOTh BUCOKHI PiBEHb BOJIOTOIPOHUKHOCTI CIPHUSIIOTH
YIIPaBIiHHIO PAHEBUM E€KCY/IaTOM.

E — Enirenizauis (Epithelial advancement)

[Tpu normsizi 3a paHaMHu MOXHA 3ITKHYTHCH 3 THM, IO paHa, YMCTa Ha BHUIVISLM, HE emiTeni3yeTscs. Och
YoMy MOTPIOHO BpaxyBaTH yci MOXIINBI (aKkTOpH, SKi MOPYIIYIOTh JaHUi npoiiec. Emitemnizaiis 3 kpaiB
paHu MOXKE TOPYITYBATUCh BHACIIIOK HASBHOCTI TIMEPKEPaTO3y Ta 3MO3O0JIIHHSA. A 3 BIKOM, MOXKIIHUBO
MOPYIIECHHS BITHOBJICHHS BHACIIIOK BUCHAXKCHHS CTOBOYPOBUX KJIITHH.

Ho2nao 3a wKipow no Kpaax panu

[Tpu ycix XpOHIYHHMX paHaxX IIKipa HABKOJO paH € JyKe Bpa3iuBoro, ocodmuBo mpu BE 3 Benmkummu
wionamMu. XpoHIYHUN paHEeBHI eKCyIaT MPU3BOAMTH JI0 Mallepallii MIKipd HaBKOJO paH, B pPe3ylbTari
301IBIIYETHCSI PAaHEBA JUISHKA Ta IMICHIIOETHCS OUTh. OCh YoMy BHOIp MEpeB'SI304HOTO Marepiany
MMOBUHEH BIJIOBIIaTH PIBHIO €KCyAaTy, 100 3a0e3MeunTH 3aXUCT paHu Ta i1 KpaiB 3aBASKH NOTIUHAHHSI
eKCylaTy 1 yrpuMaHHs BOJIOTH BCEPEAMHI MOB'S3KH.

[Tpu 3miHI TOB'A3KM Kpai paHM Ta IIKipa HABKOJIO paHH MOBHHHA OyTH peTeNbHO ouuiieHa. [loTpioHO
YHUKaTH HaKJIaJaHHs aJre3UBHUX IMOB'SI30K Ul MONEPEIKEHHs] TPAaBMYBaHHS IIKIPH MiA 4ac iX 3MiHH.
OO00B's13k0BO MOTPIOHO 3aXUCTUTH BPA3JIMBI AUISTHKY Ta MOMEPEIUTH IPOJIEKHI.

«Best practice guidelines for skin and wound care in epidermolysis bullosa»
(Dystrophic Epidermolysis Bullosa Research Association International, 2012)

5.8. INIOCKOKJIITUHHUU PAK

V narnienTiB 3 Baxkkumu popmamu BE (PIBE-BI') Bucokuii puzuk po3BUTKY MJIOCKOKIITHHHOTO PaKy B
JUISHKaX XpPOHIYHHUX paH.

[Ipu mimo3pi Ha HASBHICTh MYXJIMHH CJIIJT TPOBECTH OIOINCII0 Ta MaTOTICTOJOTIYHE MOCIIIKCHHS
(ricTonarojyior 3 JOCBiIOM pOOOTH 3 MyXJMHAMHU HIKipH). 3amifIo3pUTH MyXJIHUHY MOTPIOHO B TaKUX
BUIIA/IKAX:

®  paHa He 3arol0€eThCs OUIBIIE TPHOX MICHIIIB;

®  CIIOCTEPIra€eThCsl HAJUIMIIKOBHUM PICT TKAHUH HaJ pIBHEM OTOUYYIOYOI LIKIPH;

®  CIIOCTEPIraeThCs 3BUPA3KyBaHHS,

e paHa cnabKOYyT/INBA;

e  paHu ayxe OONiCHI; BaXKJIMBO, KOJH MAaIli€HT MOBIIOMIISIE, 1[0 BiH MOYYBa€E ceOe Mo-iHIIoMY.

[TamienTH Ta iX OMIKYHM 4YacTO CTAalOTh MEPIIMMH, XTO PO3MI3HAE HASBHICTH MPOOJIEMHU, TOMY CHij
YBaXHO ciiyxatu ix ckapru. [Ipu migo3pi Ha HasBHICTH myxJMHH B leHTpax BE mpoBonuThes Giormcis,
TaK SIK BBKAETHCS, IO HABITh Y paHax, SKi MOXYTh Ha TMEPIINA TODISAJ 31aBaTHUCS HE3HAYHUMH,
HaCIpaBi MOXKE PO3BUBATUCH TIJIOCKOKITITHHHUH pakK.

JIikyBaHHSI HEKPOTHUYHHUX BUPA30K

VY marfieHTiB 3 yCKIaIHEHUM TeHepaiizoBaHuM peniecuBHUM J[BE, KoTpi MaroTh HEraTWBHHI MPOTHO3
yepe3 HeonepabensHuit [TKP, yacTo crocrepiratoThesi HEKpOTUYHI BUpa3ku. [55] Bonwu, sk npasuiio, He
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pearyloTh Ha XiMiOTeparilo, aje MpPOMEHeBa Teparis MoXe JAONOMOITH y NallilaTUBHOMY JIIKyBaHHI
cuMmITomis [56, 57].

[Tpu momsizi 3a maieHTOM, KOTPUA Mae HEKPOTUYHY BUPA3KY YU 3JIOSIKICHE HOBOYTBOPEHHS, OCHOBHOIO
METOIO € MiBUIICHHS KOM(OPTY MaiieHTa, MOKPAIICHHS SKOCTI )KUTTS Ta 3MCHIIICHHS TAKUX MPOSIBIB:

e  Olb;

®  CKCymaris;

®  3amax;

®  KPOBOTOUYMBICTB;
e indexmis. [58,59]

Crnig yHUKAaTd 4YacToi 3MIHM TIIOB’S30K, JUIS 3amo0iraHHs OoJto, JAUCKOM(OPTY Ta MOXKIMBUM
KpPOBOTEYAM, SIKi YacTO TPAIUIAIOTHCS NMPH HEKPOTHYHUX MYyXJWHAX Yepe3 YpaXeHHsS KPOBOHOCHHX
CYIMH BHACIIJOK POCTY IyXJIMHU. 3aMiHy MOB'I3KM MOTPIOHO 3BECTH 10 MIHIMyMY, B TOM ke yac
NepeB'si3ka MMOBHMHHA MPOBOAMTUCH Yy BIANOBITHOCTI J0 HAsABHOCTI €KCydaTy Ta CTaHy paHu
(Tabmuus 11). [60]

MixaucuuruiiHapHui miaxia € o00B’SI3KOBUM Ui 3a0e3IeUeHHsT HaWKpaIoro JOMISY 3a Mali€HTOM
[61].

Ta6auus 11. Pexomenaaiii 1o JikyBaHHIO HEKPOTHYHUX BUPA30K

Tun bpenn BupoOonuk IIporunoxa3zanus/ TpuBaJjictb
NPUMITKH
MicueBa Tormyuuit 10 mr mopdiny ans in’exuit B [[loBTOopuTH,
aHaresis morphine 10 r rigporemto. L m03a Moxxe |[Komu
(neniyenzosanuir) OyTu 301bIIeHA MTPH 3HEOOTIOIOUNI
HeoOx1HOoCTI [62]. JocBin edexT
MOKa3ye, 110 CHCTEMHaA 3MCHIITYETHCS

aOcopOI1is He3HAUHA, SIKIIO
B3aralii TPaIIsIeThCs, KPiM
BUIAJIKIB, KOJIU
BUKOPHCTOBYETHCS HA BEIMKHX
riomax [63]

Biatain® Ibu Coloplast He mepeBuiyiite 3arajibHy [ToBrOopuTH,
O0OOBY 7103y HECTEPOINHUX KOJIH
[IPOTH3aNalbHUX MPENapariB, [3HEOOIIOIOUUI
SKIIO TAIliEHT IpUiiMae 1X edekT
TaKOX CUCTEMHO 3MEHIIYETHCS
3axucHi Jlus. Tabn. 14 bap’ep nns excynary, 3anexHo Bi/J
KpeMH 1 rorepeIkae Malepallito MKipH [KUTbKOCTI
[UTIBKU HaBKOJIO paHH 3MEHIIIye OUIb Ta |[eKCyaary
CBepOIK y LM AIISHII
Ouniryroui  |Bynb-skuii Cripusie ayToJIITUYHOMY 3aJIe)KHO Bi/]]
3aco0Ou rigporenb,  Me]l OUYHUIIEHHIO, aJie KUTBKOCTI
(uB. mami) CYTPOBOIKYETHCS eKkcyaary

301IbIIEHHIM KITbKOCTI
eKCy/IaTy Ta OYiKyBaHUH
MO3UTUBHUMN €PEKT CIIi]
MMOPIBHIOBATH 3 TPYAHOIIIAMH,
110 BUKJIMKaH1 YCYHEHHIM
HaUIMIIKOBOI BOJIOTOCTI.
Xipypriuna o0po0Oxka, siK
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Tun bpenn Bupoouuk Iporunoxkazanus/ TpusaJictb
NPUMITKH
NpaBUIIO, HE TIOKa3aHa y
3B’S13KY 3 TEHJICHIII€IO IIUX paH
KpOBOTOYHTH (B. OcoOIMB1
MipH 3am001KHHX 3aXO0/IiB
HIKYC)
MiciieBa Metronidazole gelppizui MoskHa 3mimartu 3 MopghiHoM, [3aIeKHO Bi/
nesonoparis  0.75%/0.8% 1100 MOJETIIUTH OB 1 KUTBKOCTI
[10CJIA0UTH 3amax exycaary i
. - (neniyenszosano TaBHOCTI
Activon® Tulle |Advancis e ) OB'SI3KI
Medical
Men nyxe epekTHBHHN Yy
00poTHO1 3 IHPEKITIEI0, 3aTTaX0M
Ta CIPUSE ayTONITHYHOMY
Medihoney™ Medihoney OUHIICHHIO. [IesKi malieHTu
Antibacterial MOKYTb BiJUyBaTH Me4iHHs a00
Wound Gel 01716, TOMY JTiKap OBUHEH
BpaxoByBaTH Iie. MOXITUBE
301IBIICHHS EKCYIaTy
[Tos's13ku, ki [CarboFLEX® ConvaTec He MoxHa Biapi3aTu 3a B 3anexHocCTi
[OIJINHAIOTh po3MipoMm. Mae paneBuit BiJl KUTBKOCTI
3anax (aBTOpH KOHTaKTHHUH IIap i MONIMHAIOYY [eKCYAaTy
3aCTOCOBYBA BIIACTHUBICTh
W 111 TIOB’ A3KH CliniSorb® CliniMed Haxtagartu moBepx MepBUHHOT
TOBEpX (110 KOHTAKTye GE3MOCEPETHBO
TICpBHHHOL 3 PAaHEBOIO TOBEPXHEIO)
HCAAre3UBHOL. 0B’ s13KK. BTpavae 31aTHICTD
barato 3 HuX 110 TIOTJIMHAHHS 3a11axy MpH
BTpA1atoTh HaMOKaHH1
CBOIO -
edexTHB- Lyofoam™ C Molnlycke Health|Bropunna ry6qacTa OB s13Ka 3
HicTh TpH Care AKTHBOBAHMM BYT1JLIM. Mae
HAMOKAHH]) aOcopOyrounit map
AKTUBOBaHOTO Byriyuid. He
Mo>kHa Biapizaru. [IpusHadena
TUTS IEPBUHHUX TIOB 130K
ACTISORB® Systagenix He mMo’xHa Bizpi3aTu 3a po3mi-
Silver 220 poM (depe3 3BUThHEHHS aKTH-
BOBAHOT'O BYriIsl). MicTUTh
Cpi0JIO [T KOHTPOJIIO 1H(EKITiH
CucremHi pi3HI pi3HI 3a KIIIHIYHOIO KapTUHOIO/
QHTUO10TUKU pe3ynbratamMu Mas3kiB. Moxe
OyTu e(eKTUBHUM /ISt
3MEHIIICHHS 0OJIIO,
nocialieHHs 3amnaxy i
3HIKEHHS KUTBKOCTI €KCy/IaTy
Heanrezusni |Urgotul® Urgo Xopotia cTpykrypa noB’si3ku  |Jo 7 aHiB, ane
MEePBUHHI poOuTH 11 mepiio y BUOOpT  [1e

MEePBUHHOI TTOB’ SI3KU JIJIS

MaJIOMMOBIPHO,
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Tun bpenn Bupoouuk Iporunoxkazanus/ TpusaJictb
NPUMITKH
OB’ SI3KU ETIKaTHOTO JIIKYBaHHS OCKLUIBKH Yepes
HEKPOTHYHHUX BHPA30K EKCYIAIiI0 MOXKE
Mepitel® Molnlycke Health|Ananoriuna abcopOyroua 3Haz_[06HTHfB
Care [10B’5I3Ka, 110 HPOIYCKAE SaMiHa TOB A3KH
eKCy/IaT 10 BTOPHHHOI noB’ si3ky| LOACHHO
Mepilex Transfer [Molnlycke Health|/Tyxe moniona ryo4yacra
Care OB’ s13Ka, KOTpa J103BOJIsIE
MPOBOJAMTH SKCYAAT JI0
BTOPHHHOI MTOB'SI3KA
AGCOpOyroUi bararomapoBa (B 3aexHOCTI B 3a1eXHOCTI
MOB'SI3KU BiJ] KUTBKOCTI €KCYJIaTy), MOJKE [Bi/I KUTBKOCTI
BUKOPHCTOBYBATHUCH SIK eKcyaar
AQUACEL®/  (ConvaTec BTO EHHa H(})I]]: “s3ka. He wE
AQUACEL® AG p '
3aCTOCOBYBATH 0€3M0CEPEIHBO
Ha paHEBY MMOBEPXHIO, TaK SIK
MOYKE BIUITHYTH
Mepilex®/Lite ~ |Molnlycke HealthMoxxHa BrKOprCcTOBYBaTH
Care noBepx Hydrofiber® s
3aXHCTY BiJ] MPOTiKAaHHS
Lyofoam® C 3aCcTOCOBYBATH B SIKOCTI
BTOPUHHOTO a6cOpOyr0Y0Tro
[1apy, SKIIO 3arax €
po0JIEMOIO
dikcyroui K-Band® Urgo € nocrarHiit BUOIp ikcyrounx
nepeB’si3yBa- Peha-crepp® Hartmann 3ac001B 1 BUOIp 3aJICKUTH Bijl
JIBHI 3ac00U narieaTa, Kom(popTy Ta
Peha-haft® Mbopry
TOCTYITHOCT1. BUHT HE MOBUHEH
Stulpa-fix® CTBOPIOBATH JTOJATKOBHH THCK
Hospiform® Ha paHy, aje Mae OyTu
TOCTaTHBO LYNKUM, 11100
) ] MOTIEPEUTH CTIOB3aHHS
Fixa-crep Batist NoB’sI3KU. Takok MOXKHA
Medicrep BUKOPUCTOBYBATH TPyO4acTi
OMHTH
Slinky™ Molnlycke Health
Tubifast Care

Oco01uBi 3amo00izkHI 3aX01M: oOepedicHe OuUUjeHHA MA YHUKHEHH A02e3UBHUX Nepe6a3y8anlbHUX
3aco0i6 modxce oonomoemu nonepeoumu Kposomeuy. [[nsa nayicuma/cim’i pekomeHOyembcsa mamu
80oMa HeseNUKUL 3anac KPOBOCNUHHUX 3ACO0I8.

Anbrinatai  |Kaltostat® ConvaTec KpoBocnuHHMif 3aci0
3acoou Sorbsan® Aspen Medical KpoBocnuHHuii 3aci6
KpoBo3ynuHH Johnson & Johnson |[KpoBocnuuHMiA 3aci0
arybxa Spongostan

Cykpanbdar |1 r3mimaru 3 KY [OTyeThCSI CAaMOCTIHHO

Jelly
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Tun bpenn Bupoouuk Iporunoxkazanus/ TpusaJictb
NPUMITKH
A lpeHaTiH 3aCTOCOBYBAaTH MICIIEBO.
1:1000 BuKOpHUCTOBYBaTH J1yXke

00epeXKHO 1 ITiT HATTISIOM
ikapsi. Moke BUKIIMKATH
MICIIEBHI HEKPO3 1 HaJaBaTH
CHCTEMHHUM €(EKT.

[TamiaTuBHA Moske 3MEHIIIUTH PO3MIp
pOMEHEBa yXJIMHUA
Teparis

Komenmap pooouoi epynu:

Tubifast — mopeosa nazea. lanuti eupi6 meouuno2o npusHaueHHs 3apPeecmpo8anHull SIK NO8 A3Kd
cneyianvbHa.

Fixa-crep, Medicrep — mopeosa nazea. /lani 6upobu meouurno2o npusHavents 3apeccmposani 6 Ykpaini
SAK OUHMU eNacmuyHi.

Peha-crepp®, Peha-haft®, Stulpa-fix®, Hospiform® — mopeosa naszsa. Hamni eupobu meouurozo
NPUSHAYEHHSL NPOXOOSIMb PEECMPayiio 8 YKpaini sik noe si3ku ampasmamuiti, CmepuibHi.

Aodpenanin — mopeosa nasea, MHH — eninegpun.

5.9. 10IUIA A 3A TIOPOXKHUHOIO POTA
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Mixypie, epo3ii ma eupazku, 6UCOKy iHmeHcugnicmy i nowupenicmo Kapiecy. Hanbinowm ypascena
Cc1u308a 00010HKa nopoxcuunu poma y xeopux na P/IBE.

Crawford EG Jr, Burkes EJ Jr, Briggaman RA. Hereditary epidermolysis bullosa: oral
manifestations and dental therapy. Oral Surg Oral Med Oral Pathol 1976; 42: 490-500.

Wright JT, Fine JD, Johnson L. Dental caries risk in hereditary epidermolysis bullosa. Pediatr
Dent 1994; 16: 427-432

Ak  nacniook pyouroeannsa Ooecmpykmuenux ypaxcenb COIIP, dopmyromoca xapaxkmepua
MIKpocmomis, aHKino2nocia, oonimepayia NPUCIHKY POMOGOI NOPOMCHUHU, Oenaninayisi cocoukie
CHUHKU A3UKA, 6mpama nioHediHHUX 6a/IUKIE.

Shah H, McDonald F, Lucas V, Ashley P, Roberts G. A cephalometric analysis of patients with
recessive dystrophic epidermolysis bullosa. Angle Orthod 2002; 72: 55-60

Heganomempuune oocmesxrcennsn xeopux na P/IBE eusnguno 3naune smeHuienHsa po3mipie uienen.
Siqueira MA, de Souza Silva J, Silva FW, Diaz-Serrano KV, Freitas AC, Queiroz AM et al.
Dental treatment in a patient with epidermolysis bullosa. Spec Care Dentist 2008; 28: 92-95.

De Benedittis M, Petruzzi M, Favia G, Serpico R. Oro-dental manifestations in Hallopeau-
Siemens-type recessive dystrophic epidermolysis bullosa. Clin Exp Dermatol 2004; 29: 128-132.
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hereditaria: a proposito del manejo odontologico de tres casos clinicos. Medicina Oral 2001,

Hacnigkom ynoBiTbHEHHS pPOCTY albBEOJSIpHOI Ta 3yOHOI Ayr € aHoMaii MPHUKYCY, CyTT€Ba JIEHTO-
aJIbBEOJIIPHA HEMTPOTIOPIIIHHICTh Ta CKYITYEHICTh 3yOiB.

Wright JT, Fine JD, Johnson L. Dental caries risk in hereditary epidermolysis bullosa. Pediatr
Dent 1994; 16: 427-432.

Iamoznomoniunoro oznaxoro merxceeozo BE € cucmemna zinonaaszisa emaiii.
SedanoHO, GorlinRJ. Epidermolysis bullosa. Oral Surg Oral Med Oral Pathol 1989; 555-563

I'emopaciuni ypasricenna HaABKOA0POMOBUX MKAHUH, AKL POZCMOKMYIOMbCA RICAA NYyOepmamuozo
nepiody, xapaxkmepHi 01a xeopux 3 mexceeum bE muna Xepnimua.

Wiebe C.B., Penagos H., Luong N., Slots J., Epstein E., Siegel D., Hikkinen L., Putnins E.E.,
Larjava H.S Clinical and Microbiologic Study of Periodontitis Associated With Kindler
Syndrome J Periodontol 2003;74:25-31

Jnsa xBopux 3 cuHapomoM KiHqiep XapakTepHUW paHHIA aTUIOBHHA IIBUAKO MPOTPECYIOUHI
MapOIOHTHT.

TakuM dYHMHOM, HAa TOYATKOBUX eTamax Iepediry 3aXBOPIOBAHHS CIIiJ 3aCTOCOBYBAaTH 3axXOJH,
CHpSMOBaH1 Ha MPO(DIIAKTUKY PYOLIEBUX 3MiH CIM30BOI 0OOJIOHKH MOPOKHUHHU POTa Ta MIKPOCTOMIl; 3
MoYaTrKy TMpopisyBaHHS 3y0iB 3a0e3rmedyBaTd MakKCHMallbHE 30€pekeHHs eMaii, 3iHCHIOBaTH
npodiakTUKy Kapiecy 3yOiB Ta YCKIIAJHEHOIO Kapiecy, paHHbOTO BHJAJCHHs 3yOiB; B IMOJIAJBIIOMY
CHPHUATH POCTY IICIICT JJIsI 3ar00iranHs (OpMyBaHHIO 3y0O-TIeNISTHUX JehopMaIliii.

Oral health care for patients with epidermolysis bullosa--best clinical practice guidelines.

Kriamer SM, Serrano MC, Zillmann G, Galvez P, Araya I, Yanine N, Carrasco-Labra A, Oliva
P, Brignardello-Petersen R, Villanueva J. Int J Paediatr Dent. 2012 Sep;22

BaxnuBuM € npeBeHTHBHA JONIOMOTra Ta JIIKyBaHHs BUPa30K, MiXypiB Ta 3y0iB:

1. TlomepemxeHHs Ta JiKyBaHHS Oomo Ta iHpekuii. Lle qyxe BakiIMBHH MyHKT, Tak sIK OUIb
HOPYIIY€E BKUBAHHS KI.

[TiABUIIEHHS ECTETUKHA Ta CAMOOIIHKH.

3. 3pmopoBe mpopizyBaHHsS 3y0iB Ta MIATPUMKAa (YHKI[IOHAJIBHOTO 3YOHOTO psly 3MEHIIYe
PHU3UK BPaKEHHS CTPABOXOY 33 PaXyHOK €()eKTHBHOTO KYBaHH.

4. TloxpaieHHs (POHETUKH, IO JO3BOJISIE MOKPAIIUTH CIUIKYBAaHHS 3 MAILIEHTOM.
5. TIpoBeneHHs BHpaB, fKi 3MILHIOIOTH M'SI3U Ta MOKPAILYIOTh JOCTYII AJIsl pyTUHHOI T1T1€HH.
CromarosioriysHa J0momora:

[Teprra kOHCYNBTALLIS] CTOMATOJIOTA TIOBUHHA MPOBOAUTHUCH B 3-6 MicALIB (10 popi3yBaHHs 3y0iB) 1
MOBUHHA OyTH CIIpSIMOBaHa Ha:

— HaByaHHsS OaTbKIB Ta MIKIYBAJbHUKIB: KOHCYIBTYBaHHS 3 MUTaHb XapuyBaHHsS (y TOMY 4YHCI1
BXKMBaHHS JIIKIB 0€3 IyKpy), MpaBWa Tiri€HU CIU30BOi OOOJIOHKH TMOPOXHHHU POTa, BUKOPHUCTAHHS
¢dbTopuaiB Ta JOMOMDKHUX 3aco0iB, iHGopMyBaHHsS mpo nposiBu BE Ha cnuzoBili 00010HII poTa Ta
BpaKeHHs 3y0iB;

— pasHA AiarHoctuka rinorasii emani (MBE), mpoBonuThCs micist mpopi3yBaHHs EPIIOTO 3y0a;

— pasHA AiarHoctuka ckynueHocrti 3y0iB (PIBE);

— paHHA JA1arHOCTHKA Kapiecy.

Mixypi Ta BHpa3Ku Ha CIM30Bi OOOJIOHIII POTOBOI MOPOKHUHM € HAMOLIBII TOMIMPEHOIO
ocobnuBicTio BE. Yci Mixypi B poTOBii MOPOXKHUHI TOBUHHI APEHYBAaTUCh CTEPUIIBHOIO roikoto. Eposii
Ta BUPA3KH OOPOOJISIFOTHCSI PaHO3arOOIOUYUMHK 3aco0aMM: XOJIicall Tellb, COJKOCEpUII ACHTalbHa TacTa,
o0imUxoBa o1isl, 07123071k, CTOMATO(DIT, KAMiJCHT.

Tpoghinaxmuunuii 002150 3a NOPOACHUHOIO pOmMaA


http://www.ncbi.nlm.nih.gov/pubmed/?term=Krämer%20SM%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Serrano%20MC%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Zillmann%20G%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Gálvez%20P%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Araya%20I%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Yanine%20N%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Carrasco-Labra%20A%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Oliva%20P%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Oliva%20P%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Brignardello-Petersen%20R%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/?term=Villanueva%20J%5BAuthor%5D&cauthor=true&cauthor_uid=22937908
http://www.ncbi.nlm.nih.gov/pubmed/22937908
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Yuctutu 3y0u MoxyTh yci nauieHtu 3 bE, naite narientu 3 PIBE-BI. [TorpiOHO noTpuMyBaruch
HACTYIMTHUX PEKOMEHAIi y BUOOPi 3yOHOT IIITKH:

- MaJICHbKA TOJIOBKa;

- M'SIK1 IIIETUHKH;

- ETHHA MOXKe OYTH JOJAaTKOBO MOM'SKIIIEHA 3aMOYYBAHHIM B TEIUTIH/Tapsdiii BOI;

- XBOPHUM 31 3HAYHOIO MIKPOCTOMIEIO MOTPIOHO BUKOPUCTOBYBATH KOPOTKI IMIETHHKH, JJIS IIBOTO iX

MOKHA IMiJIpi3aTH, ajie¢ Mepe] BUKOPUCTAHHSIM MEPEKOHATHUCh, M0 BOHHM 3aJUIIMIUCh M'AKi Ta HE
MOIIKO/ATh M'SIKi TKAHWHU;

- JUIA TAIlIEHTIB 3 MCEBIOCHHIAKTHIIIEI0 TTOBUHHI OyTH IMPHCTOCOBAHI CHEIlajbHI MPUCTOCYBaHHS
JUTSL yTPUMaHHS 3yOHOT IIITKH;

- 0arbKM Ta MIKIYBaJIbHUKH MOBHMHHI JOMOMAaraTté IiTAM Kpalle OYMINAaTH 3yOHMH HANIT Ta
CIIIIKYBAaTH 3a IMONEPE/HPKEHHSIM TPaBMYBaHHS;

- TIpU HAsBHOCTI 000 200 1HIIMX TUMYACOBUX MPHUYUH, SIKI YTPYAHIOIOTh YUIIEHHS 3y0iB, MOXHA
BUKOPHCTATH BaTHI MAJIMIKY (BaTHI TAMIIOHH), OJTHOPA30Bi MiHi IITKH, YACTy OAaBOBHSIHY TKAaHUHY.

OnoicKkyBaHHS POTY HPOTATOM JTHS, OCOOJIMBO MICIIS KOXHOTO MPUHOMY 1K1, TOKpAIIye BUAATCHHS
3aMUMIKIB TKI Ta Jomomarae MiATpUMAaTH TirieHy pora. KopucHHMM [isl OLIHKM 4YMINEHHS 3yOiB €
BUKOPHCTaHHS PO3YHHIB Ta TAOJETOK JUIS BUSBICHHS 3yOHOTO HAIBOTY (MOKHA BUKOPHCTOBYBAaTH BCIM
namieHtam 3 bE).

[Tpodeciiina ririena. Hixkne Ta oOepexHe NpPOBEACHHS 3HATTA 3yOHOTO KaMeHs Ta OUYUIICHHS
VABTPa3BYKOM MOXHA TMpOoBOIUTH yciM marientam 3 BE, Bxirouaroun P/IBE. Uepe3 BiOpamiro Ha
CJIM30BI1H 000JIOHIII MOXE YTBOPUTHCH T€MOpariuHuil Mixyp, Horo o00B'sI3K0BO MOTPIOHO MPOKOIIOTH.

Jlomomi>kHiI METOH JTIKYBaHHSI.

1) Xnoprekcuaun 0,12% mmpoko nponaryeTbes st NPOMUIAKTHKY 1HPEKIIH MOPOKHUHU POTa,
ane Hee()eKTUBHUI IS KOHTPOITIO Kapiecy:

- BiH HAHOCUTLCSA y BI/Il"J'ISI,[[i pl,[[I/IHI/I AJI TIOJIOCKaHHA, CIIPECHO, I'CIIH0,

- 3TIHO 3 MPOQITAKTUYHUM MTPOTOKOJIOM JIIKYBaHHSI BUKOPUCTOBYETHCS 2 pa3u B ACHb MPOTATOM 2-
X THOKHIB KOXKHI 3 MICSIIi;

- BUKOPHCTOBYETHCSI JIUIIIC BOIHUN PO3YUH MPH BPKEHHI CIIN30BO1 poTa!

2) ®ropumu:

- TalleHTaM 3 BUCOKHM DPHU3UKOM Kapiecy PEKOMEHIYe€TbCA KOXHI 3 Micslll abo MpU KOXKHOMY
BiJIBiJlyBaHHI CTOMATOJIOTa TOMIYHI arIiKaIii BUCOKUX 103 GpTopuaiB. [iTsaM, AKi MPOKUBAIOTH B MICIISIX,
JIe HEe MPOBOAATH (PTOpYBaHHS, pEKOMEHIYIOTh BUKOPHCTAHHS B IMOBCSAKJICHHOMY JOTVISIII (PTOpOBAaHUX

3aco0iB (0,05% Ta 0,2% renb, po3unH 0€3aNKOTrOJIbHUN JUIS TIOJIOCKAaHHS POTY a00 0OpOOKH TaMIIOHOM
1 pa3 Ha 21 neHs).

3) Kopexkiist xapayBanHs. BUpoOIeHHS Ti€THYHUX 3BHUOK ISl MOMEPEDKEHHS PO3BUTKY Kapiecy.
[ToBuHHA MPOBOAUTHUCH B PAHHHOMY BIIIi.

4) llpn mpu3HadeHHI JiKiB y BUNIAAI Tabmerok mamieHTam 3 PIIBE motpiOHO mam'starw, mio
MIPOKOBTYBaHHSI MOX€ IPOBOKYBaTH (POpPMYBaHHS CTEHO3Y CTpaBoxofy. ToMy TalneTku mOTpiOHO
3aMiHATH Ha piaki Gopmu. Skmo jiku 0e3 IyKpy He AOCTYIHI, 0aTbKiB MOTPiOHO iHPOPMYBATH, 5K
MOTIEPEIUTA PYHHYBaHHS 3YyO0iB, Ta TOPEKOMEHIYBaTH MPABWIHHUHN JOTVISAMA, K MIHIMYM TOJOCKaHHS
POTOBOT MOPOKHUHMU TICIs MpUioMy Iipenapary.

5) YacroTra BiJBiIyBaHHS CTOMATOJOTra CKJIaJa€ KOKHI 3-6 MiCALIB, B 3aJI€KHOCTI BiJl YpaKeHHS
CIIM30BOi 000JIOHKM Ta 3y0iB. OKpemi Mali€eHTH MOXYTh MOTpeOyBaTH LIOMICSYHOTO OIIANY Ta
JIIKyBaHHSI.

Orsig moBUHEH OYTH CIPSIMOBAHHM Ha!
a) 3armo0iraHHs/paHHIO A1arHOCTUKY Kapiecy,
0) nmpodeciitHe BUAAICHHS 3yOHOTO HAJIBOTY;
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B) MiCLIEBE 3aCTOCYBaHHS (hTOpHUY;
T') JIETUYHI PEKOMEH/Iallii;
1) OIIIHKY Mporpecy abo MOTipIIeHHs CTaHy POTOBOI TOPOKHUHM;

bynp-sika arumoBa BHpaska, Oumi abo 4YepBOHI ONAMIKK MiJIATAI0OTh MATOTICTOJIOTIYHOMY
JOCIIIPKEHHIO ISl PAHHBOTO BUSIBIICHHS IIepepaKy abo paky.

Mixpocmowmis:

[Manientn 3 P/IBE noBuHHI 1I0ICHHO BUKOHYBATH BIIPABU JUISI MOKPAIECHHSA/30epEKeHHS XOPOIIOTO
BIIKPHUTTS poTy. BmpaBu MokHa poOHMTH miJ yac mepeB's3yBaHHA. llOKpamieHHS BIIKPUTTS POTY
MOKpalrye TakoX (OHAIiI0 Ta KoBTaHHSA. BukonHanns BmnpaB 3a 30 XBWIMH [0 BiJBiAyBaHHS
CTOMATOJI0Ta MOKpAIly€e JOCTYII AJIsl BUKOHAHHS IPOLEYp.

Komenmap pobouoi epynu:

Xonican — mopeosa nazea, 8 Yxpaiui 3apeecmposanuil Kk KOMOIHOBAHUL JIKAPCOKUL 3ACIO - XONIHY
caniyunam ~+ X10pud YemaikoHilo, COIKOCepul - 0enpomeinizo8aHull cemooepugam 3 Kpogi messn,
011a3011b — MOP208a HA364, 3APeECMPOBAHULl SIK KOMOIHOBAHUI TIKAPCLKULL 3aciO - onisd obninuxosa +
xnopamepenikon + bensoxain + xucroma 6opHa, cmomamogim — mopeosa HA36d, 3apeccmpo8aHull K
KOMOIHOBAHUU JIKAPCOKUL 3aCi0 - KBIMKU poMawku + Kopa 0yba + aucmsa waenii + mpaea apuiku +
KopeHesuwa aipy + mpaea m’samu nepyegoi + mpaea uebpeyro 36UYALUHO20, KAMIOEHM - MOp208d
HA36d, 3apeccmpo8anUll sIK KOMOIHOBAHULL TIKAPCLKULL 34CIO - TIOOKAIH + poMawKu K8Imox Hacmouka +
MUMOIL.

Azrak B, Kaevel K, Hofmann L, Gleissner C, Willershausen B. Dystrophic epidermolysis
bullosa: oral findings and problems. Spec Care Dentist 2006; 26: 111-115.

Wright JT, Fine JD, Johnson L. Hereditary epidermolysis bullosa: oral manifestations and
dental management. Pediatr Dent 1993;15: 242-248

BaxnuBicTh cTOMaronoridyHoi NnpoiJakTUKHM 1 JIIKyBaHHS OOYMOBJIEHA MOINEpE/PKEHHSAM 000 Ta
BTOPUHHOTO 1H(IKYBaHHS €JEMEHTIB YypaXCHHs, TMOJIMIIEHHSM Xap4dOBOIO CTaTyCy, €CTETUKH.
[TinTpumka (yHKLIIOHATBHOTO 3YOHOTO psAy CKOpOYy€e TMOTEHIan s TpaBMYyBaHHS CIU30BOI
OO0OJIOHKM TMOPOXHHHM DPOTAa Ta IIOTKHU. BinHOBIEHHS (QpoHTanbHUX 3yOIB CIpHSE TNPaBUIbLHOMY
MOJIOXKEHHIO SI3UKA, YI0CKOHAJIEHOMY KOBTAHHIO Ta (DOHETHUII.

Nowak AJ. Oropharyngeal lesions and their management in epidermolysis bullosa. Arch
Dermatol 1988; 124: 742-745.

Olsen CB, Bourke LF. Recessive dystrophic epidermolysis bullosa. Two case reports with 20-
year follow-up. Aust Dent J 1997; 42:1-7.

De Benedittis M, Petruzzi M, Favia G, Serpico R. Oro-dental manifestations in Hallopeau-
Siemens-type recessive dystrophic epidermolysis bullosa. Clin Exp Dermatol 2004; 29: 128-132.

Lozada-Nur F, Kopick M, Mendez M, McGuirre J, Ortega E. Guidelines for patients with oral
epidermolysis bullosa (EB): dental and oral care. 1997.

Ha nepiry koHCybTalLIlI0 10 CTOMATOI0ra NOTPIOHO HAMpPaBUTH XBOPY AMTHUHY Y Billi 3-6 MicauiB. Meta
NEepUIOro BiJBIAYBaHHS: HaJaHHsS BigoMocTell mpo nposBu BE B mopoxHuHI poTa; HaBYyaHHS OaTbKiB
CTaHJapTaM TiTi€HH MOPOXHUHHU poTa npu BE; mopamu cTOCOBHO XapuyBaHHS, iH(GOpMyBaHHS MpPO
3HaueHHs cnonyk ¢ropy. HeoOxinHa panns ineHtudikauis nposBiB BE B mopoxnuni pota. Lle mae
MOKJIMBICTh CTOMArojioraM 3[IHCHUTH NPOQPUIAKTUYHI HPOrpaMU Ta CKOPOUYE PUZUK PO3BUTKY
CTOMATOJIOTIYHHMX 3aXBOPIOBaHb. XapyoBi 3BUUKH y XBopux 3 BE € dakropom pusuky kapiecy, Tomy
porpamMa J1€TUYHOI Mpo(IaKTUKN MOYUHAETHCSA B PAHHHOMY BiIIi.

Marini I, Vecchiet F. Sucralfate: a help during oral management in patients with epidermolysis
bullosa. J Periodontol 2001; 72:691-695.

OnyOnikoBaHMN TUTBKM OAMH METOJ CKOPOYCHHS YTBOPEHHS Ta TPUBAJOCTI iICHYBaHHSA MIXypiB Ta
BHPA30K Ha CIM30BIH OOOJOHII MOPOXHUHU POTA, 3MEHIIEHHS OOJICHOCTI Ta 3alajieHHs SICeH TpH
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BUKOPHCTaHHI CyKpaibdara.

Wright JT, Fine JD, Johnson L. Hereditary epidermolysis bullosa: oral manifestations and
dental management. Pediatr Dent 1993;15: 242-248.

Siqueira MA, de Souza Silva J, Silva FW, Diaz-Serrano KV, Freitas AC, Queiroz AM et al.
Dental treatment in a patient with epidermolysis bullosa. Spec Care Dentist 2008; 28: 92-95.

liziena noposcnunu poma ¢ 0OMAWIHIX YMOBAX 0OMENCYEMbCA YACMUHONW NAYicHmMIs, OamovKie ma
CMOMamonozie uepe3 nomeHuianibHe MpPABMYSAHHA CAU3060i 000IOHKU NOPOMNCHUHU poma, aje
yucmka 3yoie moxcauea y ecix nayicnmie 3 BE. Heo0xiono euxopucmogysamu adexeammuy 3y0Hy
WiIMKy 3 MAj1eHbKOI 20/1i6KOI0 MA M ’AKOI0 WIMUHON, AKA NOM 'AKULYEMbCA MENJ1010 600010.

Czlusniak G.D., Schwab C. B. Epidermdlise bolhosa distréfica recessiva generalizada:
protocolo de atendimento odontoldgico e relato de caso Arq Odontol, Belo Horizonte, 47(4):
out/dez 2011 p. 237-243.

Wright JT, Fine JD, Johnson L. Dental caries risk in hereditary epidermolysis bullosa. Pediatr
Dent 1994; 16: 427-432

Xeopi 3 BE mooicyms gukopucmogyeamu mapkepu 3y06H020 Halbomy 05 i0eHmugbikayii 3yoHoi onauxu
U OYiHKU eghekmusHocmi yucmru 3y0ie.

Y 3B’S3Ky 3 TPYIHOIIAMH, TIOB’S3aHMMH 31 CTOMATOJIOTIYHUM JIIKYBaHHSIM, MaIlieHTaM HeoOXiTHO
aKILEHTYBaTH yBary Ha motpebi B mpo(iakTulli, ika MOBUHHA [TOYMHATHUCSA B paHHbOMY Biti. OcobnuBa
yBara NpUIUISEThCS HABYAHHIO YHCTIN 3yOiB Ta MIETHYHUAM 3BHYKaM. [lomisg B JOMAaIIHIX yMOBaX €
MEPIIOYEPTrOBUM JIJISl 3I0POB’S POTOBOI MOPOXKHUHU. JIiKyBaHHS IUIAHYEThCS 3 ypaxyBaHHIM (DakTopiB
PU3HKY Kapiecy, MOTUBAIlli POJMHK, OCMHUCIICHHS TO3UTUBHOTO BiTHOMICHHS JO 30POB’SI TIOPOKHUHH
pora. Di3uyHa HECITPOMOXKHICTh, MEIMYHI MPOOIEMHU AITEH 31 CKJIAIHOIO MATOJIOTIEH0 HE PO3MIIAIAI0ThH
37I0POB’Sl IOPOKHUHU poTa mpiopureroM. OnHak, OaTbku MOBUHHI OyTH iH(pOpPMOBaHi, 1m0 Hemdana
ririecHa poTOBOI MOPOKHUHHU TMPHU3BOAUTH O CTOMATOJNOTIYHUX MpoOieM, sKi HEOAMIHHO IOAanyTh
J0JaTKOBOTO OOJIFO Ta YCKJIaTHEHb.

VY namieHTiB 3 TSHKKOIO MIKPOCTOMIEIO KOPOTKI PO3CIUEHI LIITUHKA IOBHMHHI OYyTH 3BEpHEHI [0
OKJIFO31MHOT MOBepXxHi MOJIAPIB. 11 XBOPUX 3 MCEBIOCHHIAKTHIIIEIO Ta MPOOJIEMaMU 31 CIPUTHICTIO PYK
HeoOX1/1H1 creniaibHl afanTamiiii pydku 3yoHoi mitku. CreniansHa 3yOHa miitka Collis € npeamerom
Bubopy it xBopux Ha PJIBE, ockinbku 4YMCTUTH MifHEOIHHI Ta BECTUOYISpHI MOBEpXHI 3yOiB
OJJHOYACHO. BaTHI manuyku MoXyTh OyTH BUKOPUCTaHI TUMYACOBO JUISl YHCTKU 3yOIB MPU YUCIEHHUX
YPaKE€HHSX CIM30BOi 000JOHKH MOPOKHUHU POTA.

[TonockanHs BOMOIO MiCHs HpUHOMY TKI € JONMOMDKHMM 3aXOJOM Tiri€HH IMOPOXHMHU pOTa, IO
MTOJTIMIITYIO€ OYUIIIEHHS B1Jl 3JIMIIIKIB 1%K1.

Oral Health Care for Patients with Epidermolysis Bullosa — Best Clinical Practice Guidelines S.
M. Krimer, M. C. Serrano, G. Zillmann, P. Galvez, I. Araya, N.Yanine, A. Carrasco-Labra,
P.Oliva, R. Brignardello-Petersen and J. Villanueva International Journal of Paediatric
Dentistry 2012; 22 (Suppl. 1): 1-35

Jna cmomamonoziunoi npoginakmuxu y xeopux na BE eurxopucmosyemuvca 0,12% po3uun
XJ10peeKcuOuny (nonockanua 2 pazu Ha O0eHb 2 MudcHi KOJcHI 3 micaui, Micueeo 3a 00noMo2010
6aMHUX MAMNOHIE npomazom 7 OHig), Oe3cnupmoesi ononickysayi nopoxcuunu poma. @mop-nak
BGUKOPUCMOBYEMbCA AK NPU NOYAMKOBOMY Kapieci, max i 011 6CMAHOGIEHHA KOHMAKmMy 3
nayienmom. O6podKka pmop-1aKkom 6 MAKCUMAIBHIN 003i Y XGOPUX 3 GUCOKUM PUSUKOM Kapiecy
nPO6OOUMbCA KOXMCHI 3 MicAUT ADO NPU KOHCHOMY 8I08I0Y8AHHI CHOMAMOJ1024.

Texnika peminepamnizanii Recaldent (CPP-ACP) BukopucToByeThCs 1Ji aTpaBMaTUYHOI PAaHHBOI Tepartii
Kapiecy y xBopux Ha BE.

Serrano C, SilvestreFJ, Bagan JV, Penarrocha M, Alié JJ. Epidermdlisis ampollosa hereditaria:
a proposito del manejo odontologico de tres casos clinicos. Medicina Oral 2001; 6: 48-56.

Oomerrcene GIOKpUGAHHA poma pO3YIHIEMBCA AK HAUOLIbWIa KAIHIYHA CKAAOHICMb npU
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cmomamosnociynomy aikyeauui. Xeopi 3 MIKpOCHOMIEI) NOGUHHI poOUmMU Ui00eHHi enpasu 0.
30inbwenna ma niOmpumku cmyneHnio 6iOkpueannsa poma. Iliezoounni enpaeu nepeo
CHLOMAMOJI02IYHUM JIIKY6AHHAM OONOMAAIOMb NOJINUIEHHI0 00CHYNnY 00 POMO80I NOPOIHCHUHMU.
Biokpueanna poma 30inoutyemoca 3 19 00 23 mm uepes 10 xeunun énpag i 00 30 mm no 3aKiHueHHIO
Kypcy nikyeanna. /lanuii napamemp nogepmaemuycsa 00 NOYAMKOSUX NOKA3HUKIE NPU NPUNUHEHHI
Mexaniunoi mepanii.

KparHicTh CTOMaToJIOTiYHMX OINIAIB IOBHHHA IUIAHYBAaTHCh 1HIMBITyaJlbHO 3 YpaxyBaHHSIM PH3HKY
Kapiecy (KoxkHi 3-6 MicsIiB a00 HIOMICSIUHI BI3UTH).

Wright JT, Fine JD, Johnson LB. Oral soft tissues in hereditary epidermolysis bullosa. Oral
Surg Oral Med Oral Pathol 1991; 71:440-446.

Xeopi na BE marwome cxuibnicmb 00 po36UmMKY IHMPAOPAIbHO20 CKEAMO3HO20 KIAIMUHHOZ0 PAKY,
PU3UK AKO20 30I16ULYEMBCA 3 6IKOM, MOMY OHKOHACHOPONCEHHICHb € 8ANCIUEGUM ACNEKMOM 02714016.
Koorcna nezeuuaiina seupaska, 6ini ado uepeoni 10cKymu nogunni Oymu e3ami na ionciio.

‘Kramer SM. Oral care and dental management for patients with epidermolysis bullosa.
Dermatol Clin 2010; 28: 303-309

Jna minimizayii mpaemyeanns cau3060i 00010HKU HeOOXIOHI adeKeamua o0epexycHicmy ma
Mooughikauii cmomamono2iunozo JiKyeanHs.

['yOm 3MamyroTbcs Ba3eliHOM Iiepel BUKOHAHHAM Oynb-sKOi mpoueaypu. B sxocti omopu s
CIIMHOBIJICMOKTYBaya 00UparOTh OKJIIO31iHY MOBEPXHIO 3y0iB a00 BOJOTHI BaTHUN BaJWK. Mixyp, sSIKuit
BUHUK B MPOIIECI CTOMATOJIOTIYHOTO JIIKYBaHHS, IOBUHEH OyTH BHCYIICHHH 3a JOITOMOTOIO TOJKH 200
pO3pi3y HOXKUIIMHU [Js1 3amoOIraHHs PO3MIMPEHHS MUISHKA YpaKeHHS 4Yepe3 TUCK pIAUHH. 3a
moTpedoto, 10 CIIM30BOT OOOJOHKH MOXKE 3aCTOCOBYBATHUCH MIHIMAJIBHHUN THCK, BUKJITIOUAIOYH KOB3aIOYi
pyxu. [loBiTpsiHUI MiCTONET BUKOPUCTOBYETHCS 3 00EPEKHICTIO YePE3 MOXKIIMBICTh YTBOPEHHS MIiXYPiB,
3aMOBHEHUX TOBITPSM. PexoMeHI0oBaHI 1HCTPYMEHTH MAaJICHBKHUX pPO3MIPIB Ta TOpPTaHHE [3E€pKalio.
Po3mip BaTHMX BaJIMKiB MOBMHEH BIiANOBIAaTH OOMEXEHOMY MPOCTOPY MOpOKHUHHM poTa. Kodepram
(hIKCY€eTHCS 32 IONMTOMOTOI0 JIEPEB’ THUX KIIMHIB Ta MOTPeOye 00EPEKHOTO PO3MIIIICHHS.

B kiHIII KOKHOI KJTIHIYHOI MPOLEAYpH HEOOX1THO BUIIYYMTH BCl 3aJIMIIKKA CTOMATOJIOTIYHHUX MaTepiajliB
3a JIONIOMOTOI0 BOJIOTHMX BaJMKIB B IiJI’SI3MKOBOMY IPOCTOpi, MPUCIHKY MOPOXHHUHU POTa, TaK K Y
MaII€HTIB HEMOXKIIMBE CAMOOUHUIIIEHHS pPOTOBOT MOPOKHUHM YEPEe3 aHKUIOIIOCIIO.

VY 3B’43Ky 3 MIKPOCTOMI€I0, aHKUIOMIOCIED, pyOLsMU Mij SI3UKOBOI AUISHKHM pajaiorpadom BHOOpY €
aHOpPaMHUI opTonaHToMorpad.

‘Siqueira MA, Siqueira MA, de Souza Silva J, Silva FW, Diaz-Serrano KV, Freitas AC, Queiroz
AM et al. Dental treatment in a patient with epidermolysis bullosa. Spec Care Dentist 2008; 28:
92-95

Bubip cmomamonociunozo mamepiany 3anexcums 6i0 MOMCAUBOCHI [301AUII ma pu3uUKy Kapiecy.
Buxopucmosyemsca ART-memoouka. Pecmaepauii ma 3yoni npomezu nompedyiomov pemenvHol
KOpeKyii ma nonipyeamHs 0713 3MEHUWIEHHA PUUKY AMPOZEHHUX MIXYPié ma 6Upa3oK Cau3oeoil
000710HKU NOPOIHCHUHU pOoma.

EnpononTiuHe JiKyBaHHS MOXJIMBE Y BCIX XBOpPHX, SIKI HE MalOThb OOMEXKEHHS BIIKPUBAHHS
NOpOXHUHU pora. [Ipy TSHKKOMY CTYNEHIO MIKpOCTOMIi JOCTYH J0 KaMmepu 3yba Mae Oytu
moaudikoBanuil. s ppontansHoi rpynu 3y0iB HEOOX1THUI BECTHOYIAPHUI TOCTYII.

Oral Health Care for Patients with Epidermolysis Bullosa — Best Clinical Practice Guidelines S.
M. Kriamer, M. C. Serrano, G. Zillmann, P. Galvez, I. Araya, N.Yanine, A. Carrasco-Labra,
P.Oliva, R. Brignardello-Petersen and J. Villanueva International Journal of Paediatric
Dentistry 2012; 22 (Suppl. 1): 1-35

Ilpu cucmemmnii 2inonnazii emani nPoBOOUMBCA pPecmMAspPayisi 6Cb020 3Y0HO020 PAOY CMATbHUMU
kopoukamu. Jlikyeannsa ckaadaemvca 3 O€KINbKOX emanie, pemeibHO NAAHYEMBCA MaA
0020680prO€EmMbCa 3 DamMbKaAMU Ma NAYIEHMOM.
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MOXXJIHMBICTh BUKOPHCTAHHS 3HIMHUX 3yOHUX MPOTE3iB 3 OMOPOIO HA CIU30BY OOOJIOHKY 3aJIEKHTh BiJ
CTYIIEHIO KPUXKOCTI CIHM30BOi OOOJOHKHM MOPOKHHHU pPOTA Y XBOPHX 3 KOXHHM minrumoMm BE Ta
KOHKpETHOTO mauieHTa. Moaudikamii 3HIMHUX NPOTE3iB NependadaroTh KOPEKII0 Kparoo IMIOKH. [l
XBOPHX 3 MIKPOCTOMI€I0 BUTOTOBJISIIOTH CEKITIHHI KOHCTPYKIIiT 3yOHHX TTPOTE31B.

BuxopucranHs BHYTPINTHBOKICTKOBUX IMIUTAHTAaTIB 3 METOK OmMopH Ipore3y y xBopux Ha PJIBE
JOLUTBHIIIE, HK 3MIHHI IIPOTE3H, SIKi MOIPA3HIOIOTh CIIM30BY O0OJIOHKY.

TexHikor0 BUOOPY MPH THTIBEKTOMII € 3aCTOCYBaHHS Ja3epHOr0 a00 €JIEKTPUYHOTO CKAIBIIEIIO.

Mertoro cy4acHOi CTOMAToJIOrii € MpoQiIaKTHKA CTOMATOJIOTIYHUX 3aXBOPIOBaHb, aje IPyIa Mali€HTiB 3
YCKJIQJHEHUM KapiecoM a0 3a OpPTOJOHTHYHMMM IOKAa3aHHSAMH Y 3B’S3KYy 31 CKYITUYEHICTIO 3yOiB
norpelye BUIAICHHS.

[Tin yac BUKOHAHHS MICIEBOI aHECTe3ii IS TOMEpPEeKEHHS BiIIIApyBaHHS CIIM30BOi OOOJOHKH
AHECTETUK BBOIATH ITOBIIBHO Ta IMTMOOKO B TKAHUHH.

[TocTonepaniifHuii IHCTPYKTaX CKJIAJAETHCS 3 MOMEPEHKEHHS 3aKyIIyBaHHS T'y0 MmiJ e(peKTOM MicIeBOi
anecte3ii. JIiKyBaHHS I 3arajbHOI AaHECTE3I€I0 JO3BOJSE BUKOHATH 3HAYHI CTOMATOJIOTIUHI
pecraBpallii, YNCACHHI BUIAJICHHS.

Komenmap pooouoi cpynu:
Ilpenapamu, 3apeecmposani ¢ Ykpaini:
- Xonican eenv (Envgha, @apmzasoo, A.T., Ilonvwa) (peecmpayia Ne UA/7298/01/01 6io

19.10.2012. Haxasz Ne 819(2) sio 19.10.2012) (1 ¢ 2enro micmumso xoniny caniyuramy 87,1 me, xnopudy
yemanxonito 0,1 me).

- Kamioenm — 30o0pog’s (TOB "®apmayesmuuna xomnauia "30opoe's", m.Xapxis, Vkpaina)
(peecmpayis Ne UA/3310/01/01 6io 21.04.2015. Haxaz Ne 229(2) s6io 21.04.2015) (1 2 eento micmume
niookainy 2iopoxnopudy 20 me, nacmotiku keimok pomawxu (1:8,5) (excmpazenm — emanon 70%) 200
me, mumony 1 me). Ceped npomunoxazanb — YUKOOHMCEHHS CIU3080I 000IOHKU NOPONCHUHU POMA

- Kamicmao — H ("Stada Arzneimittel AG", Himeuuuna) (peccmpayia Ne UA/6590/01/01 eio
31.08.2012. Haxaz Ne 673(2) 6io 31.08.2012) (1 2 eento micmump niookainy 2iopoxaopudy MoHoziopamy
— 20 me, excmpaxm keimie pomawku (Matricaria recutita L.) (1:4-5) (excmpacenm emarnon 50%
(06./06.) 3 1,37% mpomemamony) — 185 me). Ceped npomunokazanv — YUKOOHMCEHHS CIU3080i 0OOIOHKU
nopoxcrnunu poma. Ilpenapam modice 6UKIUKAMU OHIMIHHA A3UKA.

- Conxocepun Oenmanvua aodeezusna nacma (J/lecaci @apmacviomikanz Ceimceneno ImoX,
Llgetiyapisa) (peecmpayia Ne UA/13026/01/01 sio 12.07.2013. Haxaz Ne 599 eio 12.07.2013) (I e
nacmu Micmumau: COIKOCEPUNLY — OenpomeiHi308aH020 2eMooepusamy 3 Kpogi monrounux meaam (Bos
Taurus), cmanoapmu306an020 XiMiuHo i OION0CIYHO, 8 nepepaxy8aHHi Ha cyxy peyosuny — 2,125 wme,
noaiooxanony 600 — 10 me).

- Henmon 7,5% (@apmacainc Ink., Kanaoa) (peccmpayis Ne UA/6287/01/02 eio 22.06.2012.
Hakas Nel28 io 15.02.2013) (1 e cemo micmumv 75 me 6enzokainy). Ceped npomunoxazaHv —
MHONCUHHE YUKOONCEHHS CIUZ0601 000TOHKU NOPOXCHUHU POMA.

- Bininin  (banvzam Illocmaxoscokoco) (I "Haykoso-0ocnionuil i npoekmuutl iHCmumym
Ximiunux mexnonociu "Ximmexuonoeia", m. Cesepoooneyvk, Jlyeancoxa o6n., Yxpaina, BAT
“@imogapm”, Jloneyvka obn., m. Apmemiecok). Tepmin 0ii peecmpayitino2o NOCGIOYEHHs 3aKIHYUBCS
07.04.2015 p. (UA/2324/01/01 Hakaz 300 sio 07.04.2010) (0iroua peuosuna: noriginundymuiosui
eip).

- Cmomamocghim A ("Phytopharm Klenka S.A.", Ilonvwa) (peecmpayis NeUA/8656/01/01 6io
02.08.2013. Haxaz Ne 684(2) sio 02. 08.2013) (oitoui peuosunu: 100 2 poszuuny micmsmo 50 2
excmpaxmy piokoeo (0,65:1) i3 cymiwi cuposunu: kgimox pomawiku (Matricaria chamomilla L.) — 6,5 e,
Kopu oyoa (Quercus robur L.) — 6,5 2, nucmsa wasenii (Salvia officinalis L.) — 6,5 2, mpasu apmiku
(Arnica montana L.) — 3,25 2, kopenesuwa aipy (Acorus calamus L.) — 3,25 2, mpaeu m’ssmu nepyesoi
(Mentha piperita L.) — 3,25 2, mpasu uebpeyio 3suuatinozo (Thymus vulgaris L.) — 3,25 2, anecmesuny 2
2, excmpazenm: emanon 70% (m/m)).


http://tabletki.ua/search/?p=Ельфа%2C+Фармзавод%2C+А.Т.%2C+Польша
http://tabletki.ua/cabinet/pharmacist/document/9f33cbc1-5bc6-4d21-89a6-256a9dff654c/
http://tabletki.ua/cabinet/pharmacist/document/93b8fdd5-aeb6-442a-8165-6aa847a0ccb6/
http://tabletki.ua/cabinet/pharmacist/document/09e0fe55-a004-4bae-8192-8d79d1e42fd6/
http://mozdocs.kiev.ua/view.php?id=10608
http://tabletki.ua/cabinet/pharmacist/document/0c9a4a59-4fbb-4f9c-9f4b-df8c44d444df/
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- Tooth Mousse (GC Corporation (Japan)) (Csidoymeo npo peecmpayiro: Ne 5140/2006, 6io
26.05.2006 p. Haxasz Ne 236 6io 26.05.2006 p.).
- Ilinka ons noposxcnunu poma cepii Junior “Splat JUNIOR Magic Foam Kanvyiti ma monouni
Gepmenmu’”’; ninka 0as nopoxcuunu poma cepii Junior “Splat JUNIOR Magic Foam ®mop ma
monouni pepmenmu” (TOB “CIIVIAT-KOCMETHUKA”, Pociticoka @eoepayisi) Bucrnosox Ne 05.03.02-
03/111160, 6io 17.11.2011 p. (Peccmp canimapHro-enioemiono2iuHux 6UCHOBKIB).

Ha punxy Yrpainu 3yona wimka Collis iocymmus.

Texnixa peminepanizayii Recaldent (CPP-ACP) oocmynna y euennoi npenapamy Tooth Mousse (GC
Corporation (Japan)).

Ilpenapamu, oocmynui 6 Yxpaini 015 3HEOONOBAHHS CIU30801 ODOONOHKU NOPOJICHUHU POMA,
micmamy Y c80emMy CKAadi 1idoKkainy 2iopoxnopud (Kamioenm — 300pog's, Kamicmao — H), 6enzokain
(denmon 7,5%), momy npomunoxazani npu MHONCUHHUX YUIKOONCEHHAX CIUZ0801 0O0IOHKU.

«Best practice guidelines for skin and wound care in epidermolysis bullosa
(Dystrophic Epidermolysis Bullosa Research Association International, 2012)

5.10. BATAJIBHUH JIOTVIAJ 3A MAIIIEHTAMM ITPOTATOM KHUTTHA
3He00JIeHHSI Ta CHMIITOMATHYHE JIIKYBAaHHSA

3He00JICHHSI 1 CHUMITOMAaTUYHE JIIKYBaHHA BHUKOHYE TpyIa CIEIialiCTiB 3 MalTiaTHBHOI JIOTIOMOTH.
OpHak, sSIK MpaBWiIO, ICHYe MOTpeba MIBUAKOAIIOYOro 00e3001r0BaHHS HpH mepes’sisui. Perymspha
OIliHKa PiBHS 0OJIIO MAaIlieHTa Ma€ BUPIIIAJbHE 3HAYCHHS.

Beno3ni karerepu

[Ipu BE mnpumycTMMO BHKOPUCTaHHS BEHO3HUX KareTepiB, 3a()iKCOBAHUX M’SIKOK CHIIIKOHOBOIO
noB’si3ko0r0 (Hampukiaa, Mepitac®, Molnycke Health Care or Siltape®, Advancis Medical).

3ne0o/m10104i 'mutacTupi’

MoXyTh BUKOPUCTOBYBATUCH HaBITh MpH TSKKUX (opmax BE 1 GesneyHo BUAANSAIOTHCS 3@ JIOIIOMOTOIO
SMAR.

AMnyTanis

Ham pgocBin ammyranii BepXHIX Ta HIKHIX KIHIIIBOK II0OKa3ye, 10 BOHH, fK IpaBWiIo, J00pe
3arolo0ThCsl. TUM He MEHIIE, ICHYIOTh TPYIHOLI IpU BUOOPI MPOTE3Y, 0COOIMBO AJIS HMKHIX KIHIIIBOK,
7ie TOCTIHHUHI THUCK Oy/ie MOTEHIIHHO MPOBOKYBATH MOLIKOKEHHS MIKIpH.

3 JI0TIOMOTO0 MPOTE3UCTIB, TOIHGOPMOBaHUX PO ocoOnuBoCTI BE, mpoTe3u narienTaM miadupaioTs i3
3aCTOCYBaHHSM CHJIIKOHOBUX MPOKJIAJIOK.

TpancnopryBaHHsI nani€eHTa

Bukopucranus 'Hover-Matt®' (HoverTech International) mns marepanpHOro mepekiagaHHs MOKE MaTh
HeoliHuMe 3HadeHHs. JlaHe oOnajHaHHS PEeKOMEHIYEThCS MpPU AOMIAN 3a mauieHTamu 3 BE, ski He
MOXYTh pyxaruch cami. [lamienta posminryroTs Ha "HoverMatt® '(Hovertech International), xorpuit
MOTIM HAJYBAa€TCs 3a JOMOMOIOI0 €JIeKTPOHHOIo Hacoca. Marpac HOTIM HepeMilllyloTh MO TBEpIii
MOBEPXHIi 1 CITyCKalOTh, KOJIU TMAallI€EHT 3HAXOJUTHCSI HA MOTPiOHINA moBepxHi. TakuM YMHOM, MAllIEHT HE
M1JIA€THCSA PUSUKY PYHHYBaHHS LIKIPH.

Tyanerni npouexypu

JUis mOXMiIMX 1 HEBMJIIKOBHO XBOPHX JIONEH 1€ 3aBkaAu HempocTo. s ceuocmyckaHHS MOXKHA
BHKOPUCTOBYBaTH BHUCYBHE MiAKiIanHe cyaHO abo mpuctpiii 'Shewee' (Shewee Ltd). 3 inmoro 6oky,
MO’KHA BBECTH J00pe 3MallleHU ypeTpallbHUl KaTeTep (MpoTuIiokazanuil npu Baxkomy bE).

Po6Gora kumkiBHEKa MOXKe OyTH YK€ YCKIAAHEHOIO 1 MOXKYTh 3HaJIOOMTUCH MPOKJIAJAKU a00 IMiATY3KH,
SIKIIO MAIIEHT HE B 3M031 CUJIITU HA MIAKJIATHOMY CYIHI YH CTUTBIN. [HKONM y MAIi€EHTIB PO3BUBAETHCS
niapes B nmaiiatuBHINA (a3i. [le cTBOproe BeNMKI TPYIHOIII 1 y BHMAAKaX, KOJIU MOXKIIUBE 3a0pyqHEHHS
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MOB’SI3KHM, CJIJI CKOPUCTATHCS IUTIBKOIO JJISI XapyoOBUX IPOAYKTIB, MO0 YHUKHYTH IOJAJIbIIOrO
3a0pyIHEHHS MOB’SI3KU. Y TOXMJIMX 1 HEBUJIIIKOBHO XBOPHX JIFO/IEH KUILIKIBHUK 3a3BHUail Mpartoe ciabo.
KPUTUYHA KPOBOTEYA

3ycTpiyaeThCsl piAKoO, OJHAK 1I€ HE BXOOUTH y cdepy Lux pexomeHnauii. Kpurnyna kpoBoreua
TPAIUIAETbCS TPH PYHHYBaHHI IyXJIMHOIO MAariCTpanbHOI KPOBOHOCHOI CYAWHH, BHACHIZOK YOTO
KpPOBOTE€UY HEMOXIJIMBO 3yMUHHUTH, IO NPU3BOJAUTH O CMEpTi maulieHTa Bix KpoBoBTparu. Ciif
BHKOHYBAaTH MICIIEBI NMPU3HAYEHHS MPH JOIVIAI 32 MAIlIEHTOM 3 PU3UKOM TaKOi KpOBOTEYl 1 HEOOXITHO
NPUIHATH 3aX0H JUIsl YIPaBIiHHS CUTYAIi€0:

m [HpopmyBaHHS ciM’1 MalieHTa Ta NEPCOHANY, KU 3a0e3Mnedye OIS, PO MOXKIUBICTE KPUTHIHOL
KpPOBOTEYI.

m [[IBuaKoitoUe 3aCIOKIHIMBE BHYTPIITHLOBEHHO/BHYTPIIIIHHOM SI30BO — Mijia3oinam abo aiamopdis.
m PexranpHo niazenam (ciba3oH).

m BaxiIMBO 3HAaXOOUTHCh TOPYY i3 MAIIEHTOM Ta HaMaraThcs MiATPUMATH HOTO IIiJ Yac TakKoi
MOTEHIIHOT 3arpo3u.

m HeoOxiHO mOiH(GOPMYBaTH MICIEBY CITY»KOY IIBHIKOI JOITOMOTH, III0 iCHY€ Taka WMOBIPHICTH 1 BOHU
MOXYTh OyTH 3alydeHi [0 HaJaHHS HEBiAKIaAHOI qomomoru. [Ipu BiIMOBI B peaHIMalliiHUX 3aXOJIiB
Ta rocmiTani3aiii moTpioHa BiMOBa.

JlocBif aBTOpIB MOKa3ye, MO0 KPUTHUYHI KPOBOTEUI CTABAIM MPHYMHOIO CMEPTI ABOX i3 16 mamieHTIB 3
BE, nornsin 3a xorpumu BigOyBaBcs Oubiie 17 poki. Jlomisn y BUMaaKy KpOBOTEU1 3aBXKAHU CKIaAHUH,
KPUTHYHIA KPOBOTEYI MOXKYTh NEpPEAyBaTH CUJIBbHI «IOTEPEKYBaIbHI KPOBOTEUI», SIKIi MOXKYTb OyTH
CHWJIBHUM CTPECOM JUIsl TaIlieHTa, ciM’1 Ta oci0, 0 3AIHCHIOITh JOMIAA. TUM HE MEHIIE, XOPOIIHi
JOTJISI MOXKE TIOTIEPEIUTH IaHE YCKIIaTHEHHS.

Komenmap pobouoi epynu:

B Vkpaini cmanom na 01.01.2016p. mioazonam, diamopgin He 3apeccmposani sAx NiKapcoKi 3acoou,
cibazon - mopeosa nazea, MHH — diazenam.

VL. JIKYBAJIbHE XAPUYBAHHS AITEHX 3 BYJIbO3HUM ENIIEPMOJII30OM

Life with Epidermolysis bullosa. Etiology, Multidisciplinary Care and Therapy. Fine JD,
Hintner H (eds) (2009). Wien New York: Springer

JlikyBanbHe Xap4yyBaHHS JIONIOMOXE OINTHMMI3yBaTH TaKl aCIEKTH 3aXBOPIOBAHHA, SK CTIMKICTH M0
1H(eK1IH, piCT Ta cTaTeBe JO3pPIBAHHS, 3aTOEHHS paH Ta 3arajibHY SKICTb KUTTS.

OCHOBHUMH 3aBJaHHSMHU JIIKYBaJIbHOTO XapyyBaHHS €:
®3BE/ICHHS J0 MIHIMyMY A€(IIUTY MOKXUBHUX PEUOBHH,;
e110CNa0ICHHS CTPECY MPH TOAYBaHHI;

®I1iATPUMKA HOPMAJILHOTO BMICTY HPY B OpTraHi3Mi;
eHOpMaJIi3allisl pocTy;

®3a0€3MeUeHHS CTaTeBOTO J03PiBaHHS;

eHOpMasti3anis QyHKIT KHIIKIBHUKA;

eHOpMaJIi3allisl IMyHHOTO CTaTycCy;

SIIPUCKOPCHHA 3arO€HHS paH.
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Tadoauusa 6. Yekiaagnenust BE, siki nopymyoTs XapuyBaHHs, Ta Ji€ETHYHA KOPEKIif.

dopma Ta nigTUN

BE
IIpocTuit BE,
[T ITHIT Bebepa-
Koxetina
[Ipoctuiit BE,
migran  Jlayniara-
Meapu
MexeBuit BE,

MIATUTT XepIIiTia

MexeBuit

BE,

MIITUTT He- XepITiTia

MexeBuii  BE
arpesiero Mmiopycy

3

YekiiaaHeHHs1, IKi TOPYIIYIOTh

XapuyBaHHS
VYpakeHHs HIKipH, 3a3BUYail
oOMeXeHe CTOMaMH Ta KHCTSIMH,

3HIXKYE akTHBHICTb. Yacto Oomroua
nedexaris + 3akpenu

['enepanizoBani Mixypi, sKi Mmi3Hime
OOMEKYIOTBCSl CTOIIAMHU Ta KUCTSMHU.
B rpynHOoMy Bimi Hepimko cepio3Hi
mpoOiieMu 3 TOAyBaHHSIM (0COOIUBO
yepes [IUTYHKOBO-CTPaBOX i THUI
pedrokc), SKi 3a3BUYaid MPOXOISATH
70 TUTITKOBOTO Biky. YacTo Goroua
nedexaris + 3akpenu

PenunuByrodi Mixypi Ta eposii, Bif
CepeIHbOr0 CTYNEHs JI0 BaXKKOIO.
3yOonniit  Outb y  3B'SA3KY 3
aHOMAJIbHUM CKJIaJIOM eMai.
Cnovarky xopomwmii Habip Baru
3a3BMYail 3MIHIOETbCS  3aTPUMKOIO
pPO3BUTKY. MOXJIMBa eKCyIaTHBHA
eHTeponaris. 3akpenH, SKi 4acTo
M1JICUITIOIOTHCSL  BHACTIZIOK TPUHOMY
HapKOTUYHUX aHAJIbIeTHUKIB. Baxkuit
cerncuc Ta pecniparopHi
YyCKJIaJHEHHS. B THX, XTO BHXXWUB,
BiAMIYa€TbCsT TIIMOOKAa aHeMis 3
0CTEOINOPO30M a00 OCTEOIEHIs uepes
HEPYXOMICTh Ta, MOXJIUBO,
MOPYIICHHSI BCMOKTYBaHHS

PerunuByrodi Mixypi Ta eposii, Bif
CEpeHbOTO CTYINEHS JI0 BaKKOTO.
3yOoHuit  Outb y  3B'S3KY 3
aHOMAaJIbHUM CKJIAZIOM eMaJtl.
MoxrBa eKCyiaTUBHA €HTepOIaTis

Mixypi Ta epo3ii, BiJl CEpeaHbOTO
CTyHeHS J10 BaXKoro. Arpesis
MJTIOPYCY. XBopi 3a3BHYal
MOMHUPAIOTh B pPaHHBOMY Billi, aie
OyBarOTh BUKJITFOUCHHS

JieTuuHa KopeKuist

VY 3B’513KY 31 3HHKEHOIO PYXJIUBICTIO Ta
AKTUBHICTIO MOXKJIMBO OYyIyTh MOTPiOHI
pexoMeHpaamii 1Mo  miATpuMmii  abo
3HI)KCHHI Bard. BiamoBimHi 10 BiKy
BMICT KJIITKOBHHH Ta PITUHU B paIlioHi

B pannwsomy Bini — sik ipu PIIBE (quB.
HUKYE). Y 3B'SA3Ky 31 3HIDKEHOHO
PYXJIMBICTIO Ta aKTUBHICTIO MOXJIUBO
OynyTb TOTpiOHI peKoMeHAaamlii 1o
niaTpuMmili  ab0  3HIDKEHHI  Baru.
BinmoBigHi 10 BiKy BMICT KJIITKOBUHHU
Ta PiIMHU B PaioHi

Ax npu PIBE (muB. Huxkue), ane 3
MaTaTUBHOIO LILUIIO, IS IiABHILEHHS
KOM(DOPTY Ta SKOCTI JKUTTS, a HE JUIA
NOKpAIIIEHHSI ~ Xap4yoBOTO  CTaTycy.
HaknaganHs TacTpOCTOMH 3a3BHYAil He

PEKOMEHIYEThCS yepes [oraHe
3arO€HHS paHW, BAXKKE BPAKCHHS
OTOYYIOYOi IIKIpU Ta MiATIKAHHS

HUTyHKOBOTO BMicTy. Ilpu mimo3pi Ha
eKCYJJaTUBHY EHTEpONariio MOXYTb
JIOTIOMOTTH TOJyBaHHS CIEIiaIbHUMH
HNOXUBHUMU CyMillIaMH Ta
eMIHALIH] Ti€TH

Yacro HEOOX1THUM € ITIOBHE
MapeHTepaIbHEe Xap4yyBaHHS, 3a
BUKJIFOUEHHSIM JIeTKHX BUMNaAKiB. [Ipu
MiJ03pl Ha €KCYIaTUBHY EHTEpONariio
MOXYTh IOIIOMOI'TH TOyBaHHS
CreIiaIbHUMH TTOXKUBHUMHU CyMIIIIaMH
Ta eJiMIHALIWHI J1€TH

Ax npu wmexeBomy bBE, miarumi

XepmiTia
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®opma Ta migTUN | YCKJIAAHEHHS, AKI HOPYIIYIOTh JieTu4yHa Kopekiist
BE XapyyBaHHS

3a3BUuail Jierke ypakeHHs MIKipu. BignosigHuii 70 BIKY BMICT
MoxyTh OyTH ypa)keH1 MOpPOKHUHA KIIITKOBHHH Ta PIJAMHU B PaIioHI

pora Ta crpaBoxia. Eposii Ta
TPILMHU 3aIHBOTO POXOTY
CIPUYMHSIOTH 000Uy Ta YTPYAHEHY
nedexariro + 3akpenu

JloMiHaHTHUI
nuctpodiunmii BE

YV BaXKUX BHUNAAKAaX pelUIMBYyIoui 1acTo HEOOX1THUM € IIOBHE
PelucuBHMI MiXypi Ta epo3sii, Bil cepeaHbpOro MapaHTEPAIbHE XapyBaHHs, 3a
,I[I/ICTpO(i)iLIHI/Iﬁ BE CTyHEHSI oo BaXKKOIO, IIOraHo BHKJH(?‘-ICHH?[M JICTKHUX BI/¥H3,I{K1B. Yacto
3arolIOTHCS 3 TEHEPalli30BaHUM HEOOX1IHOIO € JUIIATALis CTPABOXOMY
pY6HI-OBaHH5IM Ta YTBOPEHHIMU + TIOCTaHOBKAa TIacCTPOCTOMH. HpI/I

KOHTPAKTYP. BuHukaroTs XPOHIUHUX 3aMallbHUX 3aXBOPIOBAHHSIX
MiKpOCTOMisi, Iucaris Ta CTPUKTypH KULIKiBHUKA (ouiti) MOXXYTb
ctpaBoxomy. Eposii Ta Tpimmau AONOMOITH TOAYBAHHS CIEL[ialbHUMH
3aJIHBOTO  MPOXOAY CHPUYMUHSIOTH MOKHBHHUMH cymilamu Ta

Gomouy i yTpyaHeHy nedexamio + ETIMiHALINMHI Ti€TH
3aKpeny. [HKOMM XpOHIYHI 3amajbHi
3aXBOPIOBAaHHS KHINKIBHUKA (KOJIT).
Crifika anemis. Ocrteomnopo3 abo
OCTEOTIeHis y MaJIOPyXOMHUX
TMaIi€HTiB

Ilompeba 6 noscunux pevosunax

[Ipy npu3HaueHHi JIKYBaJlbHOTO XapuyBaHHS 3 METOI0 3a0€3MEeYMTH PICT Ta 3aroO€HHS TKaHUH
BUKOPHUCTOBYIOTb TPH I'PYITH JIaHUX.

e Ominka (HakTopiB, K1 MOPYIIYIOTh XapyyBaHHS 3a JIOMOMOTOK ONMHUTYBAJbHUKIB a00 mIKal,
nanpukian mkana THINC (Tool to Identify Nutritional Compromise). 15 1mkana gormoMarae BU3HAYMTH
Xxap4oBui ctaryc quTHHM 3 BE Ta ioro HasBHI mopyuieHHs abo Ti, K1 BKe NOYMHAIOTHCS. OLIHKY 110
IIKaJli TOBUHEH MPOBOAUTH AieTonor. OIiHIOITHCA 3 OCHOBHI KpHUTepii cTaHy JUTHHH; Bara, 3picT,
racTpOEHTEPOJIOTIUHI Ta AepMaroioriyHi npodnemu. MakcumanbHa cyma 6ainiB — 100; unM BoHa BHIIA,
TUM OinbIa HMOBIPHICTE MOPYIIEHHS XapyoBOro cTarycy. BiamoBiHO 10 oTpuMaHoi cymMu OaiiB
MPONOHYIOTHCS AITOPUTMHU JIIKYBaHHS.

e [lopiBHAHHS MOKAa3HUKIB NPUIOMY MOXKUBHUX pedoBUH IuUTUHU 3 BE Ta 3710poBHX niTel mboro x
BIKYy (BIK JJI1 JAAHOTO 3pOCTy) Ta CTaTi 3 ypaxyBaHHSIM KoeQILI€HTY, 110 BigoOpaxkae 301LIbIICHHS
noTpeOu B MEBHUX MOXHMBHUX pedoBUHAX [8, 23]. Gopmyna i po3paxyHKy eHEepreTHYHHUX MoTped Ha
OCHOBI1 (PaKTUYHOI Baru, BIKY JUIsI JAHOTO 3pOCTY Ta JIOJATKOBUX (DaKTOpiB — MIXypiB, CENCHCY Ta
noTpedu B HaJJOMYKEHHI BiJIcTaBaHHS y 3pocTi [8].

Bara (kr) x (kkaJj/r 18 BiKy JJIsl JaHOT'O 3pOCTY) X
X [1 + cyma 3-x nonarkoBux GakrTopis]
JlonatkoBi (axkTopu
1. BigHomeHHs miomti MixypiB 1o uioii nosepxHi tina (II1T):
20%IIIIT = 0,19; 40%IIIIT = 0,5; 100%IIIIT = 0,95.
2. Cenicuc: nerkuii = 0,2; momipauit = 0,5; Bakkuit = 0,95.

3. Hamonyxenns BincraBanus y 3pocti: 0,1-0,2.
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[HIIMi GLIBII MPOCTUI METO] 3aCHOBAaHUN Ha XPOHOJIOTTYHOMY Billi Ta HopMax criokuBaHHS MOXKUBHHUX
pedoBuH (DVR) BenukoOpuranii [2]. JloOuTuce 30iIbIIeHHS Bard MOXKHA, 3aJ0BOsbHst0YM Ha 100-
150% wmenianny no6oBy nmotpedy (EAR) B eneprii. [ligBumnenHs kanopaxy DKi TOYHMHAIOTH 3 HUXKHBOI
MEXI BHPAaXOBaHOI MOTPEOM 3 MOCTYNOBUM 30UIBIICHHSM KaJOPIMHOCTI JOOOBOTO palioHy ax 0
HOpMaJIi3allii Bary.

[Torpeba B Oinkax BiamoBimae 115-200% Big HOpMHM crHOXHBaHHS NOXUBHUX pedoBuH (RNI)
BenukoOpura#ii Ay 1aHOTO XPOHOJIOTIYHOTO BIKY.

JitaM 3 oOmmpHUME / iH(IKOBAHUMH TOIIKOKCHHSIMHU DPIBEHb NMPUHOMY MOBHHEH OyTH ONIDKYe 10
BEPXHBOI MEXI JiarazoHy.

e Ominka OIOXIMIYHMX Ta IeMaToJIOTIYHUX MOKa3HHKIB [23, 25]. YacTtoTa MOCTIKEHb 3aJICKUTh BiJ
Ba)XKOCT1 3aXBOPIOBAaHHS Ta HEOOXIAHOCTI OI[IHKM €(EKTUBHOCTI KOpPEKIii, Yd TO Xap4yoBi JOOABKHU 10
paIlioHy, YU HaKJIaIaHHS TaCTPOCTOMH.

JlikyBaJjibHe XapuyBaHHs1 HeMOBJIAT 3 BE

Baxxke ypakeHHS IIKipH, 0COOIMBO HA TJIi CETICUCY, MPU3BOAUTH JIO IMiJBUINEHHS MOTPeO B MOKUBHUX
peuoBuHax. J[oOoBi enepreruuni norpebu ckianarotk Big 130 go 180 kkan/kr (115-15-% EAR), a B
JeSIKUX BHITAJKaX 3pOCTaroTh A0 225 kkan/kr. [lorpeda B Oinky ckmanae 2,5-4 r/kr, (115-200% RNI), B
piguai — 150-200 Mi/kr. [HTeHCHBHE yTBOpPEHHS MIXYpiB BHUKJIHMKA€ BTpaTy PIAMHU Ta 1Ie Oinblie
30imbIye i moTpely.

['pynHe BUTOOBYBaHHS € HEOOXITHUM JUISI AUTUHU. AJIe TOIIYK JTUTHHOK COCKAa MOXKE BHKJIHMKATH a00
MIJCWINTH ypaKeHHsS MIKipH OOJIMYYs, a CMOKTaHHS MPU3BECTH IO YTBOPEHHS MiXypiB Ha CIIM30Bii
poTa, si3uKa Ta siCeH (BUKOPHCTAHHS TEJIEBOTO MICIIEBOTO aHECTETHMKA 3MEHIINTH BiquyTTs). [omyBarn
JUTHHY MOTPiOHO HA BUMOTY; HAHECEHHS Ha I'yOM Ta COCOK MPOKUII'TYEHOT BOAM a00 Ba3eliHy 3HIKYE
TepTd. Skmo npuiioMm ki mopylieHui yepes Oiib, HITYHKOBO-CTPABOXIIHUN pedirokc abo 3akpernd,
npobaeMy NoTpiOHO BHUPILIYBAaTH HETailHO, PETYISPHO IMEpepaxoBYIOUM J03U JIIKAPCHKUX 3ac00iB Y
BIJIOBIAHOCTI /10 Bar. Mo)kHa BUKOPUCTOBYBATH CIEIiali30BaHUN MOIIBHUK JUIS JITEH 3 po34eIeHO0
ryou abo migHeOiHHsS, COCKY /Ul HEJOHOLICHMX, a00 pO3IMMPUTH OTBIp B 3BHYAlMHINA cocui, abo
rOJlyBaTH 3 JIOXKEUKH/MineTku. ['ogyBaHHs yepe3 Ha3oracTpajJbHUI 30H1 3a3BHUail HE IPAKTUKYETHCS.

Tak gk oHE IpydHE MOJIOKO HE 3aJ0BOJIbHSE MOBHICTIO HapocTarouux norped HemoBisAT 3 BE (kpim
JIETKUX BUIAJKIB), MOTPIOHE XapuyBaHHs OUIBII HAaCHUEHE MOKMBHUMH PEYOBHHAMH (IIO€JHYBAaTH 3
rOJIlyBaHHSM IpyAbMHU a00 311XKEHUM MOJIOKOM):

® TIIJIBUILEHHS KaJOPIMHOCTI 3I1PKEHOTO MOJIOKAa CYXOI0 TMOXKHBHOIO CYMIIIIIIO HA OCHOBI MOJIOYHOT
cupoBarkd (5 r Ha 100 mu);

® [IJBUIICHHS KOHICHTpAIlii pPO3BENCHOI TMOXMUBHOI CyMillli Ha OCHOBI MOJIOYHOI CHPOBaTKU
(manpukinan, 10 15% 3amicts 13%);

e JI0JJaBaHHS MoOJiMepa IIIOKO3M 3 po3paxyHKy 2-5 r Ha 100 mu1 ans miBUIIEHHS KaJopidHOCTI (TIpH
IIbOMY BMICT ByrieBoAiB ckianae 10-12 r va 100 mn);

® JI0JJaBaHHS XHUPOBOi eMynbcii 3 moctynoBuM (1mo 1%) 30UTbIIEHHSM KOHIIEHTpAIliil XupiB 10 5-6%
(5-6 r xwupiB Ha 100 M cymirni) Tpu HOpMabHIA (GYHKINT KUIIKiBHHKA. Kpalie BHKOPUCTOBYBATH
’KHPOB1 eMyJbCii Ha OCHOBI JOBIOJIAHIFOTOBHX KUPHHUX KUCIIOT, TAaK K BOHM MEHIII OCMOTHYHO aKTUBHI1
Ta € JPKEPEJIOM HEe3aMIHHUX KUPHUX KUCIIOT.

30arayeHi MOXKUBHI CyMillll 3a0e3MeuyroTh MiIBUIIEHY MOTpedy B ycix BiTamiHax ax 10 150% RNI mpu
CTMO)KMBaHHI BEMUKUX 00'eMiB. SIKII0 MOBa 3aXOIUTh 3 MpUBOAY BitamiHy D, To morpibHO mam'sararu,
110 00'€eMH1 MOB'SI3KH MOPYIIYIOTH JI1F0 COHSYHOTO IPOMIHHS. Y BUIAJIKy 3HAUHUX KPOBOBTPAT MOTPIOHO
OIIHUTH PIBEHB 3aJli3a Ta [IMHKY Ta, MPXU HEOOX1AHOCTI, BBECTH B PAIliOH BIAMOBITHI JOOABKH.

Teepay ixy nutuHi 3 BE MoxHa naBaty Tak, SIK 1 370pOBId JUTHHI, BUKITIOYMBIIHN IPyOy Ta aOpa3uBHY
xy. HeGasxanHs mpoOyBaTy HOBI BUAM 11 YAaCTO € HACIIIKOM IUTYHKOBO-CTPABOXiIHOTO pedirokcy abo
PaHUMOCTI TIOPOXXHUHU poTa Ta Ooito. PyOIroBaHHS Ta TOTraHa PyXOMICTh sI3UKa MOXYThb OyTH
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MPUYMHOIO HECKOOPAMHOBAHOTO KOBTAHHS 3 PU3MKOM acmiparii. Piaka ika, sika MICTUTh M'AKi KyCOYKH,
MO)K€ BHKJIMKATH MaHIKY 1, SIK HACTIAOK, OMFOBOTHUH peduiekc, MonepXyBaHHs, MACHIIOI0Yl HEeTaTUBHI
acorriarii 3 rolyBaHHSIM.

Komenmap pooouoi epynu:

Hatibnusxcyumu no cxknady nikysanvhumu cymiwamu OJisi KOpekyii Oiikosoi HedocmamHocmi ma
Kopekyii sacu na punky Yrpainu € «Pecypc Hocyniopy (6i0 1 0o 10 pokis), «Pecypc Onmimym» (3 7
Ppokis, sxarouarouu oopocautl 6ix) ma «llenmamen ADy gipmu «Hecmuey, «Ingpanmpiniy, «Hympiniy,
«Hympini Enepeisy ma «Hympini Enepeia 3 xapuosumu 6onokHamuy (011 Oimetl 0o 1 poky),
«Hympiopiuky (0ns oimeti 6i0 0 0o 3x pokis), « Hympiopiuk cyxa cymiwy (01 dimetl 6i0 1 0o 6 pokis),
«Hympiniopinxy (0ns dimeii 6i0 1 0o 12 poxis), «Hympiopink Komnaxm npomeiny (nicis 18 poxis),
«Hympiopink Eosanc Hympizony (8i0 I poxy ma ons dopocaux), «Hympizony (6i0 1 0o 3x pokig),
«Hympizon 3 xapuosumu eonoxnamuy (6i0 1 do 6 pokie), «Hympiszon Enepeisy (8i0 1 0o 6 pokis),
«Hympizon Enepeis 3 xapuosumu eonokmamuy (6i0 1 poxy ma oopocium) gipmu «Hympiyisy ma
«llediawypy» (6i0 1 0o 10 pokis), «Enuyp» i « EHuYp 3 Xapuosumu B0JI0KHAMUY» OJisl OOPOCIUX Pipmu
«Abbotty.

VII. MIZKAUCHUIIVIITHAPHA KOMAH/JIA

Epidermolysis Bullosa and its Treatment. Wounds. 2001;13(3)

MixauCcUMILIIHApHA KOMaHJa BKIIIOYA€ Ieaiarpa, JepMaronora, oTajibMojora, racTpoeHTepoJora,
JieTonora, TreMaroyiora, Xipypra IO IUIaCTHIN pyk, (isioTepaneBra i QaxiBusg 3 TpygoTepanii,
aHecTe310JI0Ta, CTOMAToJIora, JIOrolea, COIaJbHOrO MpalliBHHUKA, SIKi OepyTh ydacTb Y JIKyBaHHI
nanieHTiB 3 BE. Jlani cnerianictu OyayTs HEOOXiHI B 3aJI€KHOCTI BiJ] BaKKOCTi Ta Tumy BE.

Ileoiamp notpiOeH JuIs 301ICHEHHS 3arajJbHOI0 HAIALy Ta IMyHi3allii.

Jlepmamonozu MOBUHHI Ha/laBaTH PEeKOMEHJIALI] M0 3arajlbHOMY JOIVISY 3a MIKIpOIO, YHUKAaHHI TPaBM,
JIKyBaHHI MiXypiB Ta TOCTPUX 1 XPOHIYHUX paH.

Ogpmanvmonozu OBUHHI NPOBOAUTH HEOOXIAHE Ta peTEbHE OOCTEXKEHHsS Oueil Ta KOperyBaTd 4acTi
npobsaeMH, Taki K KOH'FOHKTHUBIT, OiedapuT, epo3iil abo BUPA30K POTIBKH, 1 €KTPOIIOH. SIKIIO AUTHHA
noTpedye HOCIHHS OKYJSpiB, TO PEKOMEHAYEThCS MiAKJIAAaTh M'SKI MPOKJIAJKW Ha IEepeHiccs Ta
3aBYILIHI JUISTHKY JJI YHUKHEHHSI YTBOPEHHS MIXYpiB.

Xipypeu/eacmpoenmeponoeu HeOOXilHI JUid MpPOBEIEHHSH AMjaTalii cTpaBoxofy abo XipypriyHoi
KOpeKIii e30(arabHUX CTPUKTYD.

iemonozu MOBUHHI pO3paxyByBaTu Ta PEKOMEHYBaTH aJIeKBaTHE XapuyBaHHS.

I'emamonozu NOBHHHI KOHCYNIbTyBaTu mailieHTiB 3 BE, ski 3BepTaioThbcs 3 BaKKUMHU aHEMISIMH, 3
HEOOX1AHICTIO TIepeIMBaHHS KPOBI.

Inacmuuni xipypei/xipypeu no Kucmsx TOBUHHI BITOKPEMITIOBATH 3POIIEHI MajbIll Ta KOPEKTYBaTH
KOHTPAKTypH MpH NMOBHIH nedopmallii KucTell Ta CTON y Malli€HTIB 3 penecuBHUM AucTpodiunumM BE.

Diziomepanesm ma axiseyb 3 mpyoomepanii TOBUHHI TIATPUMYBATH MOOIUIBHICTH, JOTIOMAaratu
3armo0OirTé PO3BUTOK KOHTPAKTYP Ta MIATPUMYBATH TOHYC M'SI31B 3a JOTIOMOTOIO CIeliabHUX IIHH.

Anecmesionoeu OepyThb ydacTh y JAODIsSAl 3a mamieHTamu 3 BE mig wac omepamiii. [HTYyOarris,
BUKOpUCTaHHS MaHxeTok uig BumiptoBanHs AT, EKI" enexkrponis, Jkryra Ta TemMnepaTypHUX JaTyUKiB
MO’KE MPU3BECTH 10 YTBOPEHHS MIXYpiB.

Cmomamonozu MOXYTb 3amo0IrTH pPYyHHYBaHHIO Ta MOJNANbLIiii BTpari 3y0iB 3a JOMOMOIOIO
BIIMOBITHUX 3aXOfIB Ta MPO(UIAKTUYHUX CTOMATOJOTIYHUX METOIB JIIKyBaHHS, TaKMX SK AKTHUBHI
nporpamu (TOpyBaHHs, Ta IHCTPYKIIIN 3 XOPOIIOi TIT1EHH pOTa.

Jloconeou moTpiOHI ISl MOKpAIIEHHs] KOMYHIKaTUBHUX MPOOJieM, TOB'A3aHUX 3 (hOpMyBaHHIM pyOIliB
porTa.
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Coyianvni npayiénuky MOXYTb JTIOTIOMOI'TH OTPUMAaTH (iHAHCOBY JOTIOMOTY JUIS MAIIEHTIB Ta WIEHIB iX
ciMeii 3a JOOMOTOIO PI3HUX MPOTPaAM.

Komenmap pooouoi zpynu:

Bpaxosyouu naasHicme MHONCUHHUX NO3AWIKIDHUX YCKAAOHeHb npu eadxckux ¢opmax BE, 0o
CNUCKY MINCOUCYUNTTHAPHOT KOMAHOU NOMPIOHO BKIIOUUMU JIIKAPI6: 2eHemuKd, 2iHeKo102a/yponoaa,
Heghponoza, kapoionoza, ogpmanbmonoza, CMmomamono2a-opmoooHma, NCUXoN02d, OHKOL02A.

VIIL. PEABLIITAIIIMHA TEPAIIIS

Occupational Therapy in Epidermolysis Bullosa. A Holistic Concept for Intervention from
Infancy to Adult. Hedwig Weib, Mphil. Florian Prinz. 2013 Springer-Verlag Wien

Tepamnisi, HanpaBJieHa HA PAHHI MOTOPHHUH PO3BUTOK
Meromu peaGimitamniiiHoi Tepamii ans eheKTUBHOCTI MOTPIOHO amanTyBaTH Uil KOXKHOI KOHKPETHOI
TUTUHH:

AOu 1UTHUHA HE yHUKaja IOJIOKEHHS Ha JKMBOTI Ta BUBYAJIA OTOYYIOUMI CBIT, CIIMPAIOYUCh HA
JKTI, MOXKHA TOBEPX IMOB'SI30K MPHUKPIMHTA HA KOJIHA, JIKTI Ta TEPEIHI0 YAaCTUHY TYyIyoa
MOB'SI3KM 3 M'AKOTO 3aXMCHOTO Marepiany (B'A3KO-IPYXKHOIO IMIHOMOJIIypeTaHy 3, TaK 3BaHUM,
epextom mam'sti). LlloOu momepenuTH MOIIKOMKEHHS IIKIPH TMPH TOB3aHHI, MOXKHA TaKOX
NIepeB'sA3yBaTH KUCTI.

AOM 3HU3WTH i1 TEPTS Ha WIKIpYy MPH MOB3aHHI, PEKOMEHAYETHCS KIACTH Ha MiAJIOTY IJIaIKi Ta
HE 3aHaJTO M'SIKI MaTH.

KonmbopoBi Masiuku abo Ti, IO CBITATHCA, M'sUi-Ops3Kaiblsl a00 MOBITPsiHI Kyni ao0pe
MOTHUBYIOTh JWTHHY TOB3aTH, TaK SK MPHUBAOIIOIOTH 10 cebe ii yBary Ta JIeTKO KOTSATHCH,
BUKJIMKaIOuU OakKaHHs 1X JOTaHATH.

Pe3uHOBI riMHAacTHYHI M's4l Ta UWIHAPU HIATPUMYIOTH TYlyO NWTHUHU, 3HWXKYIOTh THCK Ha
PYKHM Ta KOJIiHA 1 JIOTIOMaraloTh CTOSITH Ha HUX, IO CIpHsie€ HaOyBaHHIO HABUKA JJIsi HACTYITHOTO
MOB3aHH4.

[IpoTexTopu 3 HEONPEeHY Ha KOJIIHA Ta JIIKTI 3MEHILYIOTh T€PTS Ta TUCK Ha LIKIPY.

S0 yepe3 MixXypl Ha KOJIIHAX JUTHHA HE BCTA€ Padku 1 TOMY HE MOXE CICTH, MOYKHA HaBUUTU
il cizatu OokoM. B TakoMy BuIaJKy BOHA ONMMPAETHCS HE HA KOJIIHA, a HA JIKTI (TOMY MOTPIOHO
BHUKOPHCTOBYBATH MPOTEKTOPH IS JTIKTIB).

3aHATTA 3 pealuTiTaliiiHol Tepamnii Kpaile BChOro MPOBOAUTH B MPOCTOPOMY IMPHUMIIIEHHI, /€
MOKHa BUIBHO Ne€pecyBaTuch 0€3 PU3MKY MOIIKOJUTH HIKIPY — 3 MIHIMAJbHOK KIJIBKICTIO
MeOIiB, 63 rocTpux KyTiB Ta KMJIUMIB. [lo0pe, SIKII0 Taki % YMOBU MO>KHA CTBOPUTH 1 BIOMA.

VY Gararbox JiTel BUHUKAIOTH MPOOJIEMHU 3 TUM, II0O CAaMOCTIHO MOYaTh BCTABaTH 3 KOJIIH Ha
HOTH. B KOCTI albTepHaTUBM MOXKHA HABYMTH X BCTaBaTW 3 KOJIH HA HOTH 3 IIOJIOKCHHS
HaMiBCUISYM Ha OOIll, a MOTIM PO3TMHATUCH Ta BCTaBaTH. Lle MO3BONMUTH YHMKHYTH THUCKY Ha
KOJIiHA.

JUist OJIeTIIeHHST BCTaBaHHA Ta XOIbOM MOXKHA OJISITTH JUTHHI HAa HOT'M M'SK1 TallOYKH 3 OBUMHH
3 TeJICBUMH a00 TTOJTiypEeTAHOBUMH BCTaBKaMHU.

[Ipu Hectiiikiii x0np01 MOXKHA JaTH JUTHHI TPUMATHCh 3a CTiHKi, alle JIeTKi MpeAMeTH, sKi
NepeMilIaloThCs, HApUKIal 3a TabypeT ado 3a HaBaHTAXEHY JISUIBKOBY KOJISICKY. JluTuHa Oyne
TPUMATHUCh 33 TAKUHM IPEIMET Ta IITOBXATH MOT0 BHEPEN.

Jnst irop 3 M'stueM MOKHA BUKOPUCTATH HaTyBHI M's14i, TOPOJIOHOBI M'si4i 00 MOBITPSIHI KYJIbKH.
JIa3iHHS 10 MIBEACHKIN CTiHI MOXke OyTH OOJIICHUM, TakK SIK Bara Tija B L€l yac Mpunaiae Ha Ty
YaCTUHY CTOMNHM, SIK ONMHMPAETbCA Ha NepeKiIaguHy. AOM 1bOT0 YHUKHYTH, PEKOMEHIYETHCS
OIITaTH B3YTTS TITSAM 3 M'SKOIO MIJKJIAJKOI0, sIKa PO3MOAUILE Bary TUIa Ha OUIBLI HIMPOKY
MOBEPXHIO, a TAKOXK 000MBATU M'SKMM MaTepialioM Ti YACTWHU MEPEKJIAIUH IIBEJICHKOI CTIHKH,
KyAH JITH CTaBIATh HOTH.

Hakwuka 3 oBYMHE HA CiJITI TPUKOIICHOTO BEIOCHUIIEIa, KOHUKA-TOHIAIKH a00 MAaIIHHU-KATaIKH
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3MEHIITy€ THCK Ha CiTHUIIL.

Camo00cIyroByBaHHs
Oosieanns ma po30seanHs
JloTpuMaHHS MMEBHUX MPaBUII JOIIOMOXKE CIPOCTUTH Tporiec. HeoOXiqHO BUOMpATH TaKHid OIAT, SIKUI HEe
MIPU3BOIUTH JI0 TEPTS Ta HE CTBOPIOE THCKY. 3aCTIOKM MOBHHHI OyTH Taki, sSIK1 CIIPOIIYIOTh OASTaHHS Ta
pO3asATaHHS.
[Tpu BUOOPI osIry HEOOX1THO TTaM'ATaTH HACTYITHE:
e Ha ons13i He MOBUHHO OyTH )KOPCTKUX €THKETOK, TPYAKYBATHX IIBIB Ta TYTUX PE3UHOK.
¢ Bupi3 115 ronoBu MoBUHEH OyTH HIMPOKUM.
e CrnopruBHuii omsar (6umsHa, (GyTOONKH, KYpTKH) TMOBHHEH JO3BOJISTH BHXOIUTH BOJOTOCTI
Ha30BHI, a MKIpi — “AUXaTH’”, TaK K MITIUBICTh CIPUSIE YTBOPEHHIO MIXYPiB.
e Kom0iHe30HM HE MOBUHHI MaTH PE3WHKY B AUIAHLI Taiii. Ha mranax moBuHeH OyTu B'a3aHUN
T0SIC, SIKUH 3HIKYE UMOBIPHICTB TEPTH.

ITopanu:
e [IpodimakTryHi MOB'SA3KH TOMIOMOXKYTh 3aXUCTUT IIKiPY BiJl MOLIKOKSHHS TPyOMMH IBaMU 200
3acTiOKaMH.

e HikHio O1TM3HY MOXKHA HOCUTH HaBUBOPIT, IIBAMH HA 30BHI, a0M 3HU3UTH TEPTSL.
e AOGU CIPOCTHTH OJATaHHs a00 3HATTS LITAHIB Ta TPYCIB, MOXKHA MPUIITUTH HA OOKAaX METENbKH.
e MamXeTH Ha pyKaBax MOBUHHI OyTH eIacTHYHUMH Ta 0e3 3aCTiO0K.
Txanunwm, siKi 70Ope mepeHocsTh IiTH 3 BE:
e Kpaiie BChOro XJIOMOK Ta MIOBK.
e (CUHTETHYHI TKAaHUHHU.
e TkaHuHHU, SKI PO3TATYIOTHCS (BOHU M'SIK1 Ta “TAIATINBI”).
e DermaSilk xommanii Alpretec, JiHiS TepaneBTUYHOIO OIATY Ul JIIOAEH 31 IIKIpHUMH
3axBoproBanusmu (http://www.dermasilk.com).
VYBAT'A! TkaHuHM 3 BUCOKUM BMICTOM €J1acTaHy MOXKYTh MPUJIUNATH JI0 TijIa.

3acTiOku:

e Ha GiryHok 3acTiOKU-ONMCKaBKM MOXKHA MABICUTH KijIblie a00 METEIbKY.

e TyI3uKM NMOBUHHI OYTH BETUKMMH.

e TexkctunpHa 3acTiOka (“numydka’): SIKIIO €JIEMEHTH 3acTiOKH CIIBMAJAlOTh MOBHICTIO, MOXHA

MIPULIATH TIETENBKY.

IIxapneTku:

® 3 M'IKOTO Ta €JACTHYHOTO MaTepiaiy;

e (€3 BEepXHbOI PE3UHKHU.
B3yrra
Kparie Bcboro BU3HaYUTH PO3Mip HOTH 3a TOTIOMOTOIO CIIEI[ialIbHUX BUMIPIOBAJIbHUX MPUCTPOIB, K € B
Oararbox MarasuHax. JIOBXHHY Ta IIMPHUHY CTONMM MOTPIOHO BU3HAYATH 3 BUCOKOKO TOYHICTIO Ta 3 iX
BpaxyBaHHSM BXKe MiI0UpaTH B3yTTs.
[Topanu
Ha caiiti www.kidsfeet.info moxxna 3HaiiTn Ta 3aBaHTaXUTH 1H(OPMAILIO TIPO Te, SIK MiAIOpaTh B3yTTS
IUTHHI.
MoskHa oOMajroBaTé CTOMY JUTHHU HA KapTOHII, BUPI3aTH Ta BCTABISATH OTPUMAHYy YCTUIKY y B3YTTS,
00 BU3HAUUTH, MIIXOIUTh BOHO ud Hi. CTenpka moBWHHA OyTH Ha 12 MM Oinblna, HIXX HaMaJIhOBaHA,
TaK sIK MpH X0AbO1 CTYHHsS pyxaeTbes gomepeny. IlimomBa nmoBuHHAa OyTH THYYKOIO Y BCIX Hampamax
(pe3uHOBAa TIOIIBA MAa€ XOPOITY aMOPTH3ALIIIO0).
“JIunmy4ykamu” KOPUCTYBATHCH JIETIIE, HIK IIHYPiBKaMH.
JUisl 3HVOKEHHS 3/1aBJIEHHS] MO)KHA BUKOPUCTATH OBYMHY a00 IesieBl BKIAAKU.

Ywvinnsa icmu ma numu camocmiiino


http://www.dermasilk.com/
http://www.kidsfeet.info/
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Ixa
® BUKOPHUCTOBYWUTE TUTSAYl 00 MJIACTUKOBI CTOJIOBI IPUOOPH;
® SKIO 3BHYAiiHI CTONOBI MPUOOPHU 3aHAATO BaXKKi Ta HE3PYUHI, 3alIPONOHYHTE AUTHUHI BUJIKY JJIS
TopTa a00 YaliHy JTOXKKY;
® JIy)Ke TOCTpHM 3yOuaTuii HIX JJI Hapi3aHHS 1Ki,
e CreriajgbHI 3aCTOCYBaHHS JUIsl YTPUMaHHS CTOJIOBUX PHOOPIB MiCys onepallii Ha KUCTSX.

e TpyOOUKHU JJIs IUTTS;
® KyXJi 3 IBOMa py4yKaMH.

Ocobucma eiciena ma 002150 3a MiLOM
Kynanus
OO6naaHaHHA U1 BAaHHU:
e be30ap'epHa BaHHA 3 JOCTYIIOM JIJIsl IHBAJTITHOT KOJISICKH.
[Ipoctip ams KOdiH MmiJl paKOBUHOMO, IIIOOK MOXHA OyI0 Mij'iXaTy 1HBaJIIAHUM KPICIOM.
Crin, KUl peryaoeThCs 0 BUCOTI.
beszbap'epuuii qym 3 1OCTYIOM ISl 1HBaJIITHOT KOJISICKH.
[ToBepxHi, sIK1 JIETKO Je3UH(DIKYIOTHCS.
JloctatHbo micis asns 30epiranHs OMHTIB, EpeB'sI3yBabHUX MarepiaiiB, pyIIHUKIB, MOCTITLHOL
OLHM3HMU.
J3epkana, siKi JO3BOJISAIOTH MOOAYUTH yCi YACTHHH TiJa.
[lepenocuHe abo nepecyBHE JKEpEIo CBITIA.
JIBepi abo ABEpHI PYUKH, IKUMU JIETKO KOPUCTYBATHUCH JtOAsIM 3 BE.
CunigHs a00 JOLIKY U1 BaHHU.
Tepmocrarnunuii 3mimryBad, 1100 He 0ONEKTUCH rapsSY0I0 BOJOKO.
OMHOPYKOSATKOBHH KpaH, IKU MOYKHA BIAKPUTH KYJIaKOM.

Jlyn:

e Crineus s Iymry.

e JlymoBa kabiHa 3 MapoOreHepaToOpoM.

e Ha ronoBy NoBHHHA MONAJaTy BOAA JIUIIE B PEKUMI “M'SKOTr0 aymry’ .
Banna:

e [loknanith y BAaHHY M'SIKU{ PYIIHUK, Ha SIKMA MOXKHA CICTH.
[ToknaniTe y BAaHHY IPOTUKOB3KHI KMJINMOK.
IIpu HEOOX1AHOCTI, YCTAHOBITH CUJIIHHS AJI1 BAHHU a00 clieliajJbHy JOIIKY.
VY BaHHI BiAMOYYIOIOTH Ta 3HIMAIOTh MOB'SI3KHU.
VY BOzi MOM'SIKITYIOTHCS KIPKH Ha paHax.
BukopucroByiiTe M'siKi pyIIHUKY, SIKi HE [JapanaioTh Ta He HATUPAIOTh.
O6c¢cymmTy mKipy MoXHa (peHOM Ha MIHIMAJIbHOMY PEKUMI MO/1aui TETJIOro MOBITPSL.
BukopuctyByiite eceHuii i BAHHH 3 aHTHCENITUYHUMHU BJIACTUBOCTSAMU.
[ligHiMaroun JUTHHY, TPUTPUMYHTE i1 miJ CIAHMII Ta HI B SIKOMY BUIAJAKy He OepiTh 3a
MiAMaxBaHH] JUISHKH.
Tyaner:

e bes0ap'epHuil 1OCTYN U1 IHBAJITHOTO Bi3Ka.

e BorJori TyasieTHi cepBeTKH.

e Tyaner 3 6i7€ Ta CyIIKOIO TEIUIUM MOBITPSIM.
Con
Crnanphs:

e besbap'epHa cianbHs 3 JOCTYIIOM JIJIsl IHBAJII3HOTO Bi3Ka.

e bararo micus s 30epiraHHst Oy Ta 9acTOTro TIEPEoIsiTraHHsl.

e M'ska 000MBKa KpaiB JIiXkKKa.
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e Benuke mixKo.

e  BeHTUIATOP/KOHIUITIOHED.

e Kamro3i abo mropu, K0 He0OXiTHO.

Marpac — M'Kul, 3 JaTeKcy, MOPOJOHY abo0 B'SI3KO-TIPYKHOTO Marepiany, 1o npuitMae ¢opMy Tina.
HanyBHI mpOTHNpOJNIEKHEBI MaTpacd TeX IOMOMAarailTh 3HATH Hanpyry. HaiiGineme s xpeOra
MIIXOAUTh MaTpac 3 pi3HUMHU 30HAMH YKOPCTKOCTI: B 00JIACTI TJICYOBOTO Ta TA30BOTO BIILUTIB MaTrpacu
OLTBII MiAATIIMBI, B TOH Yac, SIK TPYIHUH BiAILI XpeOTa OTPUMY€E XOPOLTY HiATPHUMKY.

[TocTinpHa O1TM3HA 3 HACTYITHUX MaTepiajiB;

e  XJIOIOK.

e DermaSilk.

e Bicko3HUIl MIOBK.

e @rnaHens.

Ilepecysanns:

e TpuKonicHUI Benocunes 3 000UTHM CHAIHHSAM Ta CITUHKOIO.

e besnenanpHUil BeTOCHIIEA TO3BOJISIE TUTHHI CAaMOCTIHHO MPOTKIKATA JOCUTH BEIIMKI BiAPI3KU
nuisixy. Horu 30epiraioTh KOHTAaKT 3 3eMJICIO, BiAMOBIAHO, WMOBIPHICTh MAaJiHHS Ty)Xe Maia;
no0pe TpeHye BIAAYTTs pIBHOBArH.

e (CamoKar 3 HIMPOKUMHU KOJIECAMH Ta IMIMPOKOIO MIaT(HOpMOI0, 3 000MTUMH pyUKaMHU.

o Jlexxauwmii BesocHIIe] — IS JITEH, K1 HE MOKYTh XOJIHTH.

e 3BHUAHMII BEJOCHIEN: CUAIHHA TreieBe abo 000WTE OBUMHOI, MEAATbHHN TOPMO3, MpPH
HEOOX1THOCTI aJanToBaHI pPYyYKH PYJs, TUIABHUK XiJl TIEPEKIIOYaHHS Iepenad, TiapaBiidHa
MiJIBICKA.

e [HBamiIHE KPiCIO-BI30K: CIIeliajbHa IMOAYIIKA Ta KPICIIO 3 EIEKTPOIIPUBOIOM.

e [poMajChKUN TPAHCIOPT.

e ABTOMOOUIb 3 KOHJUIIIOHEPOM, IUTSYE CHUAIHHA Ta peMeHi Oe3NeKH MOBUHHI MaTH M'AKY
00OUBKY.

Ho3Bisuis
Xobi:
TBapunu.
My3suka.
Cris.
Apysi.
MainroBaHHS Ta )KUBOIIUC.
YuranHs.
TenebaueHHs.
Komm'torepHi irpu.
Pykonins.
Tanmi.
Tearp.
e @ororpadis.
VY4acTh y CycnijIbHOMY KHTTI:
e Xop.
e IlepkoBHa cHiIbHOTA.
e JluTs4i caiouK.
e  MonoaikHi rpynu (HapUKIIaJ, P LEPKBI).
e Kuy6u ¢yr6onbHUX (aHaTiB.
e CkayTChKi IpyIH.
Cnopm
Cepen HaOUTBII MOMYASPHUX BHUJIIB CIIOPTY — BEpXOBa 1371, IJIaBaHHs Ta i371a Ha Bemocumneal. MokHa
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TaKOXK:
e irpu 3 M'sueM;
e TIMHACTHKAQ,;
e KaTaHHS Ha POJIUKAX;
e KarTaHHS Ha KOB3aHaXx;
e JIa3aHHS I10 CTIHIII;
e KaTaHHS Ha CKEUTOOpP/I.

Jlnist monepeyKeHHs YTBOPEHHS MiXypiB MOJKHA BUKOPHUCTOBYBATH HACTYITHI MipH O€3MEKH: BIAIOYNHOK,
po3cnalieHHs Ta BITHOBIIOBAJIbHI IPAKTUKU JUISl 3HATTS HAPYTH, BUKJIMKAHOI NOBCAKICHHUM JKUTTAM
Ta (i3UIHUM O0JIEM (3 BUKOPUCTAHHSAM MEIUTAIIHHOT MOTYIIKH, Kpicia-Milika abo ramaka). Mys3uka ta
MacaXk JOJATKOBO CIPHSIOTH po3ciabieHHio. TeneOadeHHs, YMTAaHHS Ta COH TaKOX JOIOMAararoTh
BiJIBOJIIKTHCH BiJ] 0OJIIO.
Buxigui:
e TMOHI-KIY0 (BepxoBa i311a);

eKCKypcii o MiCTy;

BIJIIIOYHNHOK JIOMa;

BHX1JIHI Ha hepMmi;

IUBSDKHUM BIJIIOYMHOK TaKOX MOXMJIMBUHM, aje MOTPIOHO YHHMKAaTH HAJAMIPHOI CHEKH uepes

Hebe3MneKy 30UTbIIeHHS KUTBKOCTI MiXypiB.
0 PEeKOMEHAYETHCSI 3BEPTATH yBary mpu BUOOPI MICIIS TS ITOT3/IKH Ha BiIMOYHHOK:

HasIBHICTh KOHJIMIIIOHEPA,

HasIBHICTb MIPAJIbHOI MALLIMHH;

BaHHA;

MOXJIUBICTh TOTYBAaTH MPOTEPTY iKY,

YMOBH 117151 IepecyBaHHsI B 1HBAJIITHOMY Bi3KY (B1ACYTHICTb OPOTiB Ta 0ap'epis);

mor;

HasBHICTH M3y /1711 aBTOMOO1JIs, a0K IOCTaBUTH yce HeoOXiaHe 00aIHaHHS,

MICII€ JIJISl IEPEB'SI30K;

J0roMora 3 0araxem.

Ha

e o o o o 0 o o o L

PeabiniTaniiina repanisi kucrei

Limi Tepamii:

- [TinTprMaHHs MaKCHUMaJlbHO MOMKJIMBOTO O0'€eMy PyXiB B KHCTi, aOM XBOPHI MII' JIOCTaTHbO
00pe B3aEMOJISITH 3 HABKOJIMIITHIM CBITOM.

- [ToTpibHO momepeanTn abo xo4a O 3aTpUMaTH PO3BUTOK TMCEBIOCHUHIAKTUIIT JJIs1 3ar00IraHHs
TUCTpodii BIACHUX M'SI31B KHCTI.

- [ToTpiOHO monepeauTH YyTBOPEHHS OOIIOUUX MiXypiB.

- [ToTpiGHO M036aBNIATH XBOPOTO 3BUUKH JI0 LIaJHUX MOJIOKEHD PYK.

buHTyBaHHS MIKIAJIBIEBUX MPOMIXKKIB Ta KOMIIPECIHHI pyKaBUUKH.
[IIuayBaHHS B MpO(iTaKTULIl KOHTPAKTYp HAaHI4 Ta BUKOPUCTAHHS PO3THHAIBHUX TMHAMIYHUX OPTE3iB.
[IpodinakTruyni BpaBu:
® [AJIBYUKOBA INMHACTHKA,
® Macax pyk;
® MaJIIOBaHHS Ha 3epKalli HATBYMKOBUMH (papOamu a0 KpeMOM IS TOJTIHHS;
e (ynxkuionanpHi irpu: Comitep, YoTupu B psij Ta 1HII ITPH.
Jixysanns pyoyis
SIK mpaBMIIO MMOYMHAETHCS 3 HACTAHHAMU (a3u npomideparii (5-21 106a).
Crioco6wu JtikyBaHHS PYOIIiB:
° Po3kauyBanHs pyOns. Benmuki manblii po3MIIIYIOTBCS MapajieIbHO XOAy pyOIsl Ta pyXarioTh
HIKipy 3 pyOlLieM Brepen-Ha3aa Haja OUTbII IMMOOKMMU TKAaHUHAMM.
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° [MpunigaiManHs pyOrst. PyOers 3aX0mIoeTbCcs BEIMKUM Ta BKAa3iBHUM MaibIsIMU 000X PYK Ta
MIPUIITHIMAETHCS (BUKOHYETHCS 3 KPalHBOIO 00EPEIKHICTIO).
° Po3munanns py6us. [lanbii po3milieHi mo pi3Hi CTOPOHU Bifl pyOLs i IaBIATH B MPOTHIC)KHOMY

HarnpsMi 0 BCbOMY XOAY pyOIIs.

PeabiniTaniiina Tepanist cron
Bnpagu:
e BmpaBu Ha pO3BUTOK YYTIMBOCTI cTON. PO3BUTOK YYyTIMBOCTI Ta 3JaTHOCTI BiA4yBaTH
MOJIOKEHHS HIT' MOJKE MaTu JOBrOTPUBAIMN €()eKT Ha MOCTaBy Ta 3[aTHICTh aJanTalii XBOpOIIO
JI0 HOBMX CHTYyaIliii. Bigmeyarku migomos, JOpIXKKa JUIsl TPEHYBaHHS CTOII, “Xoap0a’ Mo CTiHi,
Ha/lyBHHM OalaHCYIOUMH TUCK, TAKTUJIbHA YYTJIUBICTH (IOTOPKAHHS JIO IMiJIOIIOB MEH3ITUKAMH,
XyTpOM, MIaJIKUMHU a00 MOPCTKUMHU IIPEMETaMH ), MACaX CTOII.
3aranpHO(YHKIIIOHAIBHI BIIPAaBU: “€peBO HA BITpi”, “Tearp Horamu™’, 6ajaHCyr04Ya JOIIKA.
e Po3poOka CKIICIIHHS CTOIH.
OyHKIIOHATBHI BOpaBM JUIA  BHIpaBIEHHS jAedopmariii CTONW: MalOBaHHS CTONAMH,
MHOMAIIMHA, HOTH-MasiTHUKH, CTONA-TIeYepa, CIOBUILHEHA X050a, IMiJoIIBa-00INYYs, Tapijika
3 ropilKamMHu, Naibli-TyCeHUIll, HOTU-MIIIaIKH,
o [los"s3ku. st mpodinakTUKK 3pOIIECHHS MAaNbILiB OJUH 3 OJAHUM CTOIHM MOXXHA OMHTYBaTH TaK
camo, SIK 1 KHCTI.
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