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Bynnesnuiii snudepmonus (B3) omHocumes x epynne 2eHermuyecku u KIUHU4eCKU 2emepoceHHbIX
3a6071e8aHULL, XAPAKMEPUIYIOUUXCT 00pa308aHUem ny3vipeti U IPO3ULi HA KoHe U CIUSUCTNDIX
0007104KAX, PAHUMOCIBIO U HYBCMBUMETILHOCbIO KONU K HE3HAUUMENbHOL MeXaHU1ecKol mpasme
(mexanobynnesras 6onestv). Ilo HenoomeepiuoeHHvim 0arHvim, 8 Poccuu nacuumuvsaemcs 2-2,5 muic.

demeti ¢ 8POHOEHHDIM INUOEPMOTIUZOM.

Paouxanvroix memooos newenus Hu 00HoU u3 opm B He cyusecmeyem. Bce mepanesmuveckue
MepONpUMUS NATUAMUBHDIE, HANPABTIEHHDbLE NpeOe 6ce20 HA NPedomepauleHue mpasm
U 603HUKAIOUWAUX HA UX POHE Ny3bIpeti ¢ NOMOULLI0 ONUMATILHOZ0 YX00a 34 KOxHceli U NOpaNeHHbIMU

yuacmgamu.

C 2018 e. 6 canamopuu «Asaneapo» punuana PIBY «Iemckuii meouyuHckuii yeHmp» YnpasneHus
denamu IIpesuderma PP 6 e. Couu 6 pamxax compyoHutecmea ¢ 671a20meopumenvHuim

gporoom «JJemu-6a6ouku» demu ¢ 8pOIOEHHBIM INUOEPMONIUIOM NOTLYHAIOM PeAOUNUMALUI0

U canamopHo-kypopmmoe neuerue. CneyuanvHo paspabomarHoie 075 Oemeii UHOUBUOYATbHDIE
TieveOHble NPoZPamMmbl U NCUXONIOZUMECKAS NOMOUsb HANPABIIeHbl HA NPOPUIAKINUKY B03HUKHOBEHUS
HOBVIX BbICLINAHUL, Pezpecc NY3bIPHBIX U IPO3UEHO-3BEHHBIX BbICLINAHUTL, NOBbIUIEHUE KAYecmBa
HUSHU O0NbHBIX. 3a 8peMs pabOMbL ¢ MAKUMU 0eroMU HAM YOaIoct 00CUSHYMb ONpedesieHHbIX
pe3ynvmamos 6 neveHuu u peabunumavuu. CaHamopHo-kypopmHoe neverue demeti ¢ 6poxcderHvim B9
ABTIEMCS HEOMBEMIIEMOLL HACTNLI0 KOMNIIEKCHO20 JIeHeHUS.

Kmouesvie cnosa: 6ynnestulii snudepmonus, demu, caHamopHo-KypopmHoe neveHue

Onpepenenune

BpoxxpenHsiit 6ynnesusiit snugepmonus (Bb3) otxo-
CUTCS K (PEHOTUINYECKM M TeHeTUYeCKU FeTepOreH-
HOII TPYIIIIe T€0fiePMATO30B, OCHOBHBIM K/IMHIYIECKIIM
[PM3HAKOM KOTODBIX SIB/ISIOTCS ITy3bIPY HA KOXKeE U CTIN-
3MCTBIX 0000YKaX, BO3HUKAIOIINe IIOC/Ie He3Haul-
TEJIbHOTO MEXaHUYEeCKOTO BO3JEIICTBYS BCIEACTBIE Te-
HETUYeCKU OOYC/IOBIEHHBIX e(eKTOB CTPYKTYPHBIX
6e/IKOB KOXK11, 06€CIIedNBAIOIIIIX MHTPAdIiepMaTbHble
WIN AepMO3IIMfiepMasIbHble B3y [1].

BriepBble TepMIH «HAC/Te[CTBEHHAsH My3bIpYaTKa», 000-
sHayaBummit BB3, ynorpe6un FE Hebra B 1870 r. B cuny
ocobeHHOCTH MeXaHu3Ma 0OpasoBaHMs IIY3bIpell
IIp¥ MMHUMManbHOM TpaBMmpoBaHum R.W. Pearson
B 1974 T. IpeIOXII TePMUH MeXaHOOyIIe3Hou 60mes-
Hu. KnnHudeckyro kapTuHy 60/1e3HM IEepBBIM OIMCAl
D. Hutchinson B 1875 r. B 1882 r. A. Goldscheider omm-
CaJl COCTOSIHME «HAC/IEACTBEHHOTO IPeAPACIIONIOKEHNS
K obpasoBannio myseipeii». H. Kobner B 1886 r. BBen
TEPMUH «HAC/IELCTBEHHBII OY/IIe3HBII SMMAEPMOIN3»
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[2-5]. Kunpgep-cuHapoM ObUT BIiepBbIe BbISIBIIEH 11 OTIN -
caH y 14-netHeil fieBouky B 1954 . [6].

Knaccndpukauyma

CornmacHo pekoMeHIauuAM TpeTbero MeXgyHapOgHOTO
COITIACUTETbHOTO COBEIaHNA II0 AMArHOCTMKE M KiIac-
cuukanum 6ymnesHoro snupepmonusa (2008 r.) u pe-
KOMEHJAlMAM, IIepeCMOTPEeHHBIM B 2014 T., BBIFENAIOT
YeThIpe OCHOBHBIX THUIIA I L1eCTb cy6Tumos BBD, 06b-
eIMHEHHBIX OHUM OOLIVM IIPM3HAKOM — MEXaHIIECKOIT
CabOCTBIO MY XPYIKOCTBIO SNUTENINAIbHBIX CTPYKTYP
Koxn [4, 5]. Cpenn OCHOBHBIX CYOTUIIOB pas3inyaioT
okoy1o 30 knuHnYeckux ¢popm 3abonesanns. Knaccudu-
KanusA B3O Takke yuuTbIBaeT ypOBHM KOXKHOTO ITOKPO-
Ba, B KOTOPBIX 00Pa3yi0TCs Iy3bIPIL.

K ocHoBHBIM Tunmam BBO oTHocAT mpocroii, morpa-
HUYHBIA, fucTpoduyecknit b u cunppom Knnpnepa.
Ouctpoduueckuit bD noppaszgensercss Ha JOMUHAHT-
HBIJ ¥ peLjeCCUBHBII.

nupemuonorus

ITo manuelM HaryoHambHOro peructpa 60mbHBIX Oymmes-
HbM arpepmonusoM CIIA (National Epidermolysis Bullosa
Registry), Hoy4eHHBIM ¢ IIOMOLIBIO IIEPEKPECTHOTO SIINjIe-
MUOJIOTTYECKOTO MCCAeNoBanms, 3a 16 met (1986-2002 rr.)
3aperucTpupoBaHo 3300 MauMeHTOB ¢ pasIMYHBIMU HOp-
mamy Bb3. Berpeuaemocts BB cocraBnseT B cpegHeM
50 Ha 1 M/IH HOBOpOXZIeHHbIX. OKo/mo 92% 3TUX CIy4aes
HPUXOASATCA Ha mpocToit B, 5% - Ha aucTpodudeckuit
u Bcero 1% — Ha norpanuysbi 53. B 2% cnydaes 3aborne-
BaHJe He KIaccuuIMpoBaHo. VIHTepecHO, YTo, IO OLieHKe
HEKOTOPBIX YYeHBIX [5, 7], MyTauus B reHe, OTBeYalOIleM
3a pasBuTHe Kakoi-mbo gopmsr BB, BcTpevaercs y on-
HOTro yenoBeka us 227. GopMBI C JIETKUM TE€YEHUEM PEeru-
CTpUpYIOTCA ¢ yacToToit 1:50 000 HOBOPOXKIEHHBIX, Oonee
TspKernble — 1:500 000 exxerogno. PactipoctpanenHocts Bb9
B CHIA coctaBnget 1 crny4ait Ha 50 000 HOBOPOX/IeHHDIX,
B EBpomne - 1 cryyait Ha 30 000 HOBOpOX/ieHHbIX. B 9acTHOC-
1, B Beymko6purannm saperucrprposano okomo 5000 6071b-
HBIX C pas/aHbIMU popMamyt BED. Menbinie Bcero cydaen
3aborneBanus 3aduxcuposano B Snonnu (7,8 Ha 1 MIH HO-
BOPOXK/ICHHBIX). VI3BeCTHBI JaHHBIE O PACIIPOCTPAHEHHOCTI
BB3 Ha teppuropuu 70 us 85 cybpexros Poccuiickoit Oe-
neparyu [2]. Tlo omeHkawm, momy/ALonHas yacrora B5O
B Poccuu cocrasnser 1:50000-1: 300000, a mporHosupye-
MOe€ eXeroffHoe KomuecTBo 60mbHbIX BB — 14-34 cnyyas
Ha 1,7 M/IH HOBOPOXKTIeHHBIX [5].

B Poccuu ¢ 2011 r. pyHKUMOHUPYET 6IaTOTBOPUTED-
Hb11 GoHp BIJTA (6y/Ie3HBIT SNMAEPMONS: JIeIeHIe
u apantauys) «JeTn-6ab60ukn», KOTOPBI OKa3bIBAET
BCECTOPOHHIOIO TIOMOIIb AETAM C PeKIM FeHeTHYeCKUM
3aboneBanueM — B3. OpHa U3 IIaBHBIX 3ajad GoHAA —
Ha/laJUTh CUCTEMY OKa3aHUsA MEAMIVHCKOI ITOMOIIN
6ompabIM b3 B Poccyu. B sauBape 2015 1. poHJ OTKPBUT
IepBoe U MOKa eAVHCTBeHHOoe B Poccuy MenMumHCKoe
oT/ieNeHNe OIS feTeli-6abodex Ha 6ase BeHyIIero Ieamn-
aTpMYECKOTOo yYpeXkieHnA cTpaHbl — Hay4Horo meHTpa
3I0pOBbA HeTell, Ife IMOofoNeYHble POHMA U3 BCEX pe-
TMOHOB CTPaHbl IIPOXOAAT KOMIUIEKCHOe 06cIejoBaHme
y CIeLMaNINCTOB pasHbIX Hpodueil 1 NOMy4alT Heob-

leauarpus

Jlekuim ana spa

xonumoe nevenre. [1o ganubiM Gonpa BIJIA, B 6bIBIINX
crpanax CHI' (Poccus, Ykpauna, benopyccus, Kasax-
CTaH) 3aperMCTPUPOBAHO CBbIIIe 150 6ONBHBIX; M3 HUX
AHOHMMHO 3apeructpuposanbl 30 yenosek. Ha nomto ce-
MeHBIX Cny4daeB npuxoputca 10%, manueHToB OT KpOB-
HOPOACTBEHHBIX OpakoB — 10%.

CornacHo naHHbIM 110 KpacHofapcKoMy Kparo 3a IeBATb
net (2000-2009 rt.), 3a60/1eBaEMOCTb PasIMIHbIMMI HOp-
mamu BB3 Bospocna [8].

Tenpepuble pasmnuns gnst BbO He xapakrepubl. Cpenn
3aperiuCcCTPUPOBAHHBIX MALMEHTOB IPeobIafanT He-
COBEpIICHHONIETHIE, YTO 0OYCIOBIEHO CMEPTHOCTBIO
601pHBIX BBD ¢ TSAXKENbIM TeYeHMeM [0 MOCTVKEHUS
COBEpIIEHHONIETHS] X OTCYTCTBUEM 0OpalllaeMOCT! 3a
MEIVMIIVHCKON ITOMOIIBI0 COBEPIIEHHONTETHNUX C JIETKUM
TeyeHyeM 3aboneBanus [1].

B 6onmpuIMHCTBE CTPaH MUpa B CTPYKType 3aboneBaeMo-
¢ peobnagaet npoctoit BB3, B psne cTpan — guctpo-
¢uueckuit. Pexxe [UarHOCTUPYETCA MOTPAHMYHBIN THUIT
3aboneBanus [2].

ITo Tuny nacnemoBanus rpynmna BB renerndecku He-
opHopopaHa. IIpocTolt 6y/nIesHbIT SIMIEPMONN3 Hacle-
LyeTCs 10 ay TOCOMHO-JOMUHAHTHOMY THUITY, AUCTPOGMU-
YeCKUI — KaK 110 ayTOCOMHO-TOMMHAHTHOMY, TaK U IO
ayTOCOMHO-peLlecCHBHOMY. 3a60/IeBaHMs U3 I'PYIIIbI
IIOTPaHMYHOTrO 6y/IIe3HOTO SIMAEPMOIN3a HACTERYIOTCA
10 Ay TOCOMHO-PELIECCMBHOMY TUITY.

KnuHnyeckas kaptuna

Il BB xapaKTepHbI Ha4aIo C pOXKEHIS W/ TIePBBIX MeCs-
IIeB XXVM3HI, HEIIPEPBIBHOE TeYeHMe C IePUOAMIECKIMI 060-
crperysAMu. OCHOBHBIM KIMHIYECKUM IIPU3HAKOM JH060it
dopmsl (mogrumna) BB sBsieTcss BOSHNKHOBEHNME ITy3bIpeNt
TPV HESHAYNTENbHOI MexaHndecKolt Tpasme. K gpyrum k-
HMYECKUM NIPM3HAKAM OTHOCST HApYyIUEeHNEe IMTMEHTALNN
(rmep-, IUIO- ¥ JEMMTMEHTALS KOKI), KEPATo3 JIafjOHel
u nopouB. KoHTpaxTypbl, ICeBAOCHHAAKTIIINY Y OTCYTCTBUE
HOTTeJ! — 4acThble IIPOSIBIIEHNS TDKEIO IPOTeKAIINX GopM
3abomeBanyst. Cpemyt penKo BCTPEYAIOIVXCST IIPU3HAKOB ClIe-
JyeT OTMETHTB: A/IOIIELVN, TUIIEP- VIV TUIIOTMAPO3, IIOPasKe-
HIe TIOZIOCTH PTa (3PO3NY WM TTY3BIPH), Kapyec, MUKPOCTO-
MUIO, 3aTPyHEHNe ITIOTaHNs, PBOTY, 3aI10p, MoHOC [3, 9].
IToBpInIeHNE TEMIIEPATYPBI OKPY>KAIOIEN CPefbl YXY/[-
IIaeT MexaHUYeCKye CBOMCTBA KOX11, 00yCIoBIuBast 06-
pasoBaHIe HOBBIX ITy3bIpeit 1/ MIu 3pO3NIL.
MHbopMaTUBHBIM KIVMHNYECKUM NPU3HAKOM TSDKEITBIX
¢dopm norpannyHoro b9 sBisercs M3OBITOYHAS TPaHy-
JIALMOHHAS TKAHb B MECTAX, [IO[BEPralOI[IXC s MEXaHM!-
YeCKOMY BO3/EIICTBIIO (IIPEeUMYIeCTBEHHO BOKPYT PTa,
B KPYIIHBIX CK/IaIKaX KOXXJ U Ha HOITEBBIX BA/IMKaX).

B 3aBucumoctu ot ¢popmsl (mopTuna) saboneBaHus Tsi-
XeCTb Te4eHNsI, PaCIPOCTPAHEHHOCTh KOXKHOTO IPO-
I[ecca ¥ Hajau4ye COIMyTCTBYIOUIE COMAaTMYECKON Ia-
TOJIOTVM, accouyupoBanHoit ¢ Bb3, pasmmansl. Cpegu
60npHBIX BBD 70% npusHanst nHBanumamu [10].

CaHaTopHO-KYpopTHOe NleyeHue

B HacToALlee BpeMA paJMKaJlbHbIX METOAOB JI€UYE€HNA
HU ofHol 13 popM b3 He cymectsyer [3]. Bee Tepanes-
TUYECKNE MEPONIPUATUA NTAJIJINATVBHBIEC, HAIIPABJICHHbBIE

Ny
T

21



N
N

22

Lin Ang Bpauei

IMpeX/[ie BCero Ha NPefOoTBpalleHNe TPaBM U BO3HMKa-
IOLIMX Ha UX (OHe My3bIpell C IOMOILIbIO OITUMAIbHO-
TO yXOfia 3a KOXKelf U MOpa)KeHHBIMM y4acTKamu [1].
B 1jenoM neveHne JODKHO OBITH KOMIUIEKCHBIM 1 OCY-
IIECTB/ATHCA MYIbTUAMCIUIIIMHAPHON KOMaH/IOM Bpa-
4eli, TOCKOIbKY b3 - crcTeMHOe 3aboneBanue [4].
C 2018 r. B paMKaX COTPYAHMUYECTBA C 6/IaTOTBOPUTEND-
HBIM ¢oupgoM «[leTn-6ab0uKky» ZeTU ¢ BPOXKAEHHBIM
SMNAEPMOIN3OM HOMYYAIOT PeabiINTALNIO U IedeHNe
Ha 6ase caHaropus «ABanrapa» ¢ummana OI'BY «[let-
CKMII MeIVMIIMHCKUI LIeHTp» YpasieHus genamu Ilpe-
supeHta P® B r. Coun. 3a Tpu roja coTpysHMYeCcTBa
B CaHATOPUU MOTYYNIN fedeHre 63 pebenka. Ilcuxo-
3MOIMIOHA/IbHOE COCTOSIHIIE, TeUeHMe KOXKHOTO Ipoljec-
Ca, a TaK)Ke Ka4eCTBO XKM3HY MAIIEHTOB II0C/IEe IeYeHNA
CYILIECTBEHHO YTyYIINM/INCD.
CanaTopHO-KypOpTHOe neueHue geteit ¢ BBO B cana-
TopuM «ABaHrapi» HampaBleHO Ha MPOPUIAKTUKY
BO3HMKHOBEHNA HOBBIX BBICBIIAHUI, perpecc MysbIp-
HBIX U 5PO3MBHO-3BEHHDIX BBICBHIIAHNII, IOBBIIIEHNE
Ka4yecTBa >KM3HU 3a CUET KOMIUIEKCHOTO BO3JeNCTBUA
Ha opraHusM 6onbHoro. IIpoBofATCs He TOMBKO Neved-
Hble MepPOIPUATILSL, HO U IICUXOJIOTMYecKast paboTa cpenn
6onbHbIXx BB3. B canaropuu Taxke IpefycCMOTPEHO Jie-
4YeHe 3a00/1eBaHNIT BHYTPEHHNX OPraHOB U HEKOXHBIX
MOpaKeHMI, accouumnpoBaHHbIX ¢ Bb3.
CpenHas NpoJOIKUTETbHOCTD CAHATOPHO-KYPOPTHOTO
JledyeHus feTen coctaBnsgeT 14-21 meHb, afanTalMOH-
HBIII TIEpUOJ, — 2—4 [HS, OCHOBHOII /Ie4e€OHBIN TIEPUOL, —
18 pHell. B aganTanoHHOM Iepuofe BCe MaljMeHTh
IPUHMMAIOT KIMMaTOJIeYeHye II0 C1aboMy PeXXMMY BO3-
IeiicTBUA. B Havane e4e6HOTO Mepuoya OnpenenseTcs
YyBCTBUTEIBHOCTb OPraHM3Ma K JIedeOHBIM IIPOLeRY-
paM. 3aTeM HasHa4YaeTcs IUIAHOBOe OajbHeoJIedeHNe
B KOMIDIEKCe ¢ APYIMMIU TedeOHbIMI IpoLenypamu. s
Ka)X[IOTO MalieHTa COCTaB/IAeTCA MHANBUAYaIbHAA IIPO-
rpaMMa JIe4eHMs MICXOfA U3 BBIPAXKEHHOCTU KOXKHOTO
HPOLIeCCa, TSHKECTY OCHOBHOTO 3a00/eBaHMs Y HA/INYUs
CONYTCTBYIOMIEN IATOMOIMN. 3aK/ITIOUNTE/IbHBII TT€PUOT
MPOJO/DKUTENBHOCTDIO [1Ba-TPY JHA IPERYCMOTPEH [T
3aKpeIIeH IOTyYEeHHDIX PE3Y/IbTaTOB JIEICHMA.
OcHOBY 71e4e6HOII IPOrpaMMBbl COCTABIIAET KOMIIEKC
HpOLEeRYP C JOKa3aHHOI 3¢ (PeKTUBHOCTDIO:
= muertoTepamysl. C ydeToM Toro uTo BB3 Hepenko compo-
BOXK/Ia€TCA OPaYKEHMEM >KEMYIOYHO-KUIIIEYHOTO TPaKTa
(TopaykeHMe ONOCTHU PTa, CY>KEeHNe MUILEBONIA, CYXKeHe
aHa/IbHOTO OTBEPCTHA C 3aTPyHEHMEM JiedeKaluy, 11o-
paKeHIe 3y6O-YeTIOCTHOM CUCTEMbI, B YaCTHOCTM Ha-
pYylileHre TIpopesbIBaHMs 3y0O0B, Kapyec, HePUOTOHTIT,
CTPYKTYpHas CMaboCTb JeceH, IOCTeIleHHas IoTeps 3y-
60B), IyeTa A/ JAHHOI KaTeropuu OONbHBIX TepMude-
CKU, MEXaHMYeCKM ¥ XUMMYeCKN LIafisIas, oboraleH-
Has1 [IONO/IHUTEIbHBIMI Hy TpreHTaM (O€/IKI, YIIEBOMBI,
BUTAMUHBI, JK€JIE30 ), IOBBIIIEHHO KaJIOPUITHOCTH;
= jTedebHas QUSKYIbTYpa IO Iajsie-TPeHUPYOLeMy
pexxuMy. HarpapieHa Ha ykperuieHue o61ero ¢pusude-
CKOTO COCTOSTHMS HOIbHOTO, YMEHbIIIeHe KOHTPAKTYP
U IIpeRyIIpex/ieHne VX PasBUTHS, CTIOCOOHOCTD BbIpa-
OOTKM TOYHOCTY [BVDKEHNIT, @ TAK)Ke Ha HOBBIIIEHIE
9MOLYIOHAJIBHOTO COCTOSIHMA U O0IIero TOHYCa;

= GanpHeoTepanus. JledueGHOe feitcTBME Ha GOIBHOTO,
MOTPY>K€HHOTO B BaHHY C MAcC/IOM OYMINAIOUIVM JIU-
mupo-BocnondsommuM Avene Xerocalm A.D. Bannbl
¢ Xerocalm 0671aa10T IPOTUBO3YAHBIM, IPOTUBOBOC-
[a/INTE/IbHBIM, aHTMOAKTEPUATIbHBIM, CMATYAIOLINM,
YCIOKauBaKIUM JIeCTBIUEM, BOCCTAaHABIMNBAKT I'M-
OpOMUNMIHBIN 6amaHc;
= ammapaTHas QU3MOTepamys — TedeOHOe BO3IEICTBIE
Ha OpraHU3M OOJIBHOTO MOIMXPOMATUYECKUM MOJL-
pr30oBaHHBIM CBeTOM (6uonTtpoH-Tepamus). JInneit-
HO IIO/IAPVI30BaHHBIN IIOIMXPOMHBIN CBET IIPOHMKA-
eT Ha IybuHy 2-3 cM. CBeToNIe4eHMe CTUMYIUpPYeT
MUKPOUMPKY/IALUIO KPOBM M MMMYHHYIO CHUCTEMY
(3amMTHBI MeXaHU3M) OpraHU3Ma, OKas3biBaeT Ouo-
CTUMYIMPYIOIWINIT ¥ NPOTUBOBOCIAINTENBHBIN 3¢-
(eKThl, CIIOCOOCTBYeT 3a)XMBJIEHMIO PaH M BOCCTa-
HOBJIEHUIO TKaHM;
= Jle4eOHbIT MaccaX. YIydIllaeT TOHYC IIOCTYpanbHO
MYCKY/IaTypbl, CTAOMIN3UPYeT BepXHeIIedeBoit I0sC,
YKpeIUIsieT CBOJ CTOII 3a CYeT paboThl C IepesHIMNI
U 3aJHUMM OONIbIIeOepIIOBBIMY MbILILAMM. Y/Ty4lla-
€TCs1 pereHepanysa KOXXHBIX IOKPOBOB, IIPEMMYILECT-
BEHHO B 00/IaCTM CIIMHBI, 32 CYET IPUMEHEeHN Ma/si-
IIMX TEXHMK MACCaka U MCIIONIb30BaHMA OIMBKOBOTO
Macna ¢ KpemoM benanren n Burtamuuom E. Yirydimna-
eTCsl TICMXO0SMOLVIOHATBbHOE COCTOsIHME OONBHBIX 3a
CYET YCTPAaHEHMs MBIIIEYHBIX 3aXKMMOB pe/laKcalun
LIeHTpaIbHO HEPBHON cucTeMbL. B mponecce npose-
TeHNA CeaHCOB Maccaxka fleTaAM ¢ bO mpumensioTcs
KIaccidecKas U mBefcKad TeXxHnky. OCHOBHbIE IIpH-
€MbI JAHHBIX TeXHMK — IIOI/IQXXVBAHMVS ¥ pa3MIHAHNA.
Vcnonb3yloTcs TakKe CerMEHTAapHO-pedIeKTOpHbIE
MeTrofbl. V3 KMUTalICKMX METOAMK XOPOLIO 3apeKo-
MeH0Ba/IM cebsi IpUeMbl aKyIPecCypsl 10 MepyUin-
aHaM WKEHb-7I310, a TAKXKe aKyIPeCCypHble TEXHUKI
13 Muo(acIaaIbHOrO Maccaxa;
= JleTeH30p-Tepalys IPOBOAUTCS HpU 3a00NeBaHMAX
OIIOPHO-JBUTaTEeNbHOTO AIIIAPATa, a TAKXKE B LIe/AX HOP-
MaJIM3aL CHA Y CHYDKEHIST HEPBHOTO HAITPSKEHVL
C 2020 r. B mporpaMMy /e4eHNsI BKTIOUE€HA IUAPOIKET-
Tepanus. DTO TOKaTbHbII YU OOt ITUAPOMACCaK Tena
6e3 HemoCpeICTBEHHOTO KOHTAKTa Mal[ieHTa ¢ BOJOIL
[TomoxxuTenpHOE HeiCTBME Ha OpraHM3M OGOMBHOTO 3a-
K/II0YAeTCsl B CTUMY/ISIIMY KPOBOOOpaIeHns, HopMa-
MU3alUU JeATENbHOCTY CEPAEeYHO-COCYAMCTON U AbIXa-
TENIbHOM CHUCTEM, KYIMPOBAaHMY MBIIIEYHBIX CIIa3MOB,
IpoduIaKTIKe ICUXOCOMATUYECKUX 3ab60/IeBaHMIt, pe-
TaKcally, HOpMaan3aluy TOHyCa OpraHM3Ma.
Jleue6HbIE IPOrpaMMBI 00513aTeIBHO MIPEFYCMATPUBAIOT
VHTAIALIMOHHYIO TEPANNIO ¥ KOHCY/IbTally HEBPOIOra-
pedrexcoTeparnesTa, OTOAPMHTO/IOra, 0(TanIbMOIOTa,
yposora, KapfioJIora, [UeToora, puanoTepamnesTa.
Ocoboe BHUMaHNE yHeNsAeTCsS IICUXONIOTMYECKOll pa-
6ote. Ilcuxonor moMoraer manueHTaM IPeoR0IeBaTh
KOMIUIEKCBI, TPYAHOCTY IIPUHATUA cebs, CBOMX 0COOEH-
HOCTeil, popMMpPOBaTh afleKBaTHYIO CAMOOLICHKY, Hasa-
XUBATh OOIIeHNe CO CBEPCTHUKAMM, aallTHPOBATbCS
B yCTOBMAX caHaTtopu:A. IIcuxomor mpoBOAUT HE TOMb-
KO TPYIIIOBbIE, HO ¥ MHAVBU/Iya IbHbIE 3aHATUA B CEH-
COPHOII KOMHare, paboTaeT C POAUTEISIMMA JeTell.

JddekTuBHaA Gapmarotepanua. 16/2022
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Takum 06pasom, 3a BpeMst HabmroieHus 3a feTbMyt ¢ BBD v yiydiraercst obiee cocrosiHue 60nbHbIX (HOpManu-

MBI YOeIMINCh B HEOOXOMVIMOCTY €KETOHbIX peaduin- 3anMs CHa, yIydllleH)e alllleTNTa, YBeIeHy e MacChl
TAI[MOHHBIX MEPONPUATHIL M CAaHATOPHO-KYPOPTHOTO Tena).
neuenus. Ha dpoHe Takoro nedenns: B nensax mosblureHns 9 PEKTUBHOCTU Je4eHNs U Ka-

4 yaydqmaeTca IICMXO3MOLVOHA/IbHOE COCTOAHNME [€- YeCTBa OKa3blBa€MbIX YCIYT nedebHas IIporpaMmma ca-
Tel, 0 YeM CBUAETENTbCTBYIOT TOTOBHOCTD K KOHTAKTY HAaTOPUA «ABaHrapn» IIOCTOAHHO COBEPLIEHCTBYETCA,
"I KOMMYHUKaOUN, ApKM€ SMOLVOHA/IbHbIE PEAKIIN; paspa6aTbIBa10Tc;1 HOBbBI€ METOOVIKN, B YAaCTHOCTU IIPEN-

v/ OTMEeYaeTCA PErpecc KOXXHBIX BBICHIITIAHMIL; ycMaTpuBawIiMe Y3KOCHENaAU3MPOBAHHYI0 IIOMOITh
v/ HOBBbI€ BbICBIIIAHUA OTCYTCTBYIOT; metaM ¢ Bb3.
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Spa Treatment of Children with Congenital Epidermolysis Bullosa

L.L. Zakhartsova, V.D. Ostapishin, PhD, Prof.

‘Avangard’ Sanatorium — Branch of the Federal State Budgetary Institution
‘Children's Medical Center’ of the Administration of the President of the RF

Contact person: Vladimir D. Ostapishin, vd9882335939@yandex.ru

Epidermolysis bullosa (EB) belongs to the group of genetically and clinically heterogeneous diseases characterized

by the formation of blisters and erosions on the skin and mucous membranes, vulnerability and sensitivity of the skin
to minor mechanical injury (mechanobullous disease). According to unconfirmed reports, there are 2-2.5 thousand
children with congenital epidermolysis in Russia.

There are no radical methods of treatment for any form of EB. All therapeutic measures are palliative, aimed primarily
at preventing injuries and blisters arising on their background with the help of optimal skin care and affected areas.
Since 2018, in the ‘Avangard Sanatorium of the Branch of ‘Children’s Medical Center’ the Federal State

Budgetary Institution of the Administration of the President of RF in Sochi, within the framework of cooperation

with the ‘Butterfly Children’ Charity Foundation, children with congenital epidermolysis receive rehabilitation and spa
treatment. Individual treatment programs and psychological assistance specially developed for children are aimed

at preventing the occurrence of new rashes, regression of vesicular and erosive-ulcerative rashes, improving the quality
of life of patients. During our work with such children, we have managed to achieve certain results in treatment

and rehabilitation. Spa treatment of children with congenital BE is an integral part of comprehensive treatment.

Key words: epidermolysis bullosa, children, spa treatment
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