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| BpoxaeHHbIN 6ynnesHbIin 3nMaepMonn3 oobeauHsaeT
60MbLLY0 FPYNNy pegKnx HacneacTBEHHbIX FreHeTUYECKMX
3a60MeBaHNn KOXW, O0BYCNOBJIEHHbIX MyTauuaMKU pspa
reHOB, OTBETCTBEHHbIX 3a CMHTE3 CTPYKTYPHbIX 6EnKoB
KOXMW. 3aboneBaHne xapakTepu3yeTcs CKIIOHHOCTbIO K
06pa30BaH1IO My3bIPEN HA KOXE U CNU3UCTbIX 060504-
Kax, NPenMyLLLEeCTBEHHO Ha MecTax He3Ha4ynTesnbHOW Me-
XaHWYECKOW TpaBMbl, BO3HMKAIOLIMX B pe3ynbTaTe Ha-
PYLLEHUSA MEXKIETOYHbIX CBA3EW B anngepmuce, nméo B
30He AepMo-3anuaepmasnbHoro coeguHerms [1].

[ns BpoOXAEHHOro 6ynnesHoro anMaepmonuaa xapak-
TEPHO Havasno C POXAEHUS UMW NEPBbIX MECALIEB XU3HW,
HenpepbIBHOE TeYEHNE C MEePUOJNHECKUMIN 060CTPEHUS-
MW, NpK TsXXenbIX doopmMax 3abosieBaHns pasBuTUE Myrb-
TMOPraHHOrO NOPaXXeHWs U O6LLMPHOrO pybLeBaHus, Npu-
BOASLLEro K MHBanMan3aumm 60JbHbIX U YMEHbLUEHMWIO
NPOOOIIKUTENBHOCTU XU3HU. TAXECTb HEKOTOPbIX 3a60-
neBaHui 3TON rpynnbl HACTOMBKO BENWNKA, YTO MPUBOAUT
K fieTanbHbIM NCXOA4aM faxe B rnepsble AHW XN3HW [1—3].

He BCe KnMHMYecKne npusHaky 3abonesaHns nNoses-
t0TCA cpasy nocne poxaeHns. MHorne nposiBfeHns BpoOX-
[AEHHOro 6ynnesHoro anuMaepMosiMaa MoryT passmeaTbCs
B 60nee crapLuiem Bo3pacTte No Mepe NporpeccupoBaHus
3a6oneBaHuns, YTO 3aBUCUT OT KITMHUYECKOM hopMbl 60-
nesHu.

Hanpumep, py6uosas aTpodusa, MUINyMbl, NceBpo-
CUHOAKTWUINWN, KOHTPaKTYpPbl, ANCTPOUS HOFTEN UK aHo-
HUXMA Yy 6ONbHbIX OUCTPOPUHECKMM BPOXOEHHbIM 6Y-
Ne3HbIM 3MMAEPMOIM3OM Pa3BMBAKOTCSH Yepe3 HEKOTOpoe
BpeMs nocne poxpaeHus (Mecsubl, rogel). Mpu nepesoge
pebeHka Ha TBepayto NMULLYY MOSBAAIOTCA NPU3HAKN nopa-
XEHUS XenyaoYHO-KULLEYHOro TpakTa, 0CO6EHHO nuLLe-
BOZA, Ha CMM3MCTOM 0605104KE KOTOPOro nocnenosaresb-
HO 06pa3ytoTcs 3pOo3nn 1 CTPUKTYpbI. Bcnepgctene aToro
HapyLlaeTcs NOCTynfeHne NULLIEBbLIX BeLLecTB, HeobXo-
OVMMbIX ANS HOPMasibHOro OCcyLecTBneHus obmeHa Be-
LLIeCTB, poCcTa 1 pa3BuTUs opraHmama. AnutenbHoe cyLle-
CTBOBaHME Ha KOXe OOLUMPHLIX 9p03uii U obpasoBaHue
KPYMHbIX Ny3bIpei NPUBOAAT K NOTEpe XUAKOCTU U 6enkKa.
B cBA131 ¢ 3TUM Y 60MbHbIX OTMEYaeTcs 3Ha4nTebHas 3a-
JepXKa pocTa 1 pas3BuTus, passmeaeTca aHemus. Kpome
TOro, MOryT HabniogaTbCA Takne TsXKesble OCNOXHEHUS,
Kak nopaxeHue porosuLbl, XpPOHMYECKas noyeyHas Hepo-
CTaTO4YHOCTb, ANnaTaumoHHas KapaMomMmnonaTus, aHkuno-
rrnoccusi, MMKpoctomusl. bBonbHble guctpodmyecknm 6yr-
Ne3HbIM 3MMAEPMONM3OM HAXOAATCA B FPynne pucka pas-
BUTWSA NIIOCKOKNETOYHOIO paka KoXu, KOTOpbIN Y 3TUX na-
LIMEHTOB OT/INHAETCA arpecCuBHbLIM TEHEHNEM N BbICTPbIM
mMeTacTtasnpoBaHneM. K opyrum, pexe BcTpevaroLmnmces
npu3Hakam BPOXAEHHOro 6ynne3Horo anuaepMonusa,
OTHOCATCA anoneums, runep- UM runorMgpos, YacTmyHas
unu nonHas apgeHTus [1].

HemanoBaxHbIM acnekToM Ha MPOTSXXEHUN ANnUTeNb-
HOro, TPYAHOrO W 4YacTo 6€3yCrneLIHOro fNe4eHns ABnsaIoT-
CA NCUXO3MOLIMOHANbHbIE HArPy3KM Kak Ha cammx 605b-
HbIX, TaK N Ha nofen, 3aboTamnxcs o HUX. Bee Bbiwe-

nepeyncrieHHble KNMHU4eckue NposiBlieHns, a Takxe oc-
NIOXXHEHWA B TON MIIN MHOW CTEMNEHW BAMUAIOT HA Ka4eCTBO
XXU3HW naumneHTos [4].

Knaccucpmukauumsa

B HacTosLLee Bpemsi, cornacHo pekomeHgauusam Tpe-
Tbero MexmayHapo[HOro CorfiacMTeslbHOro CoBeLLaHus no
AMarHocTuke 1 knaccudumkaumm 6ynnesHoro anugepmo-
nn3a (2008 r.) n no nepecmoTpy ero B 2014 r., pasnu4yaioTt
4 OCHOBHbIE rpynmbl U 6 NOArPYNMN BPOXAEHHOro 6ynnes-
HOro anugepmonuaa. Ha cerogHsLHUI OeHb BHYTPU OC-
HOBHbIX NOArpynn BblAeneHo 60sbLLIOe KONMYECTBO NOA-
TUMNOB BPOXAEHHOro 6ynnesHoro anugepmonuaa (B Poc-
CUM MPUHATO Ha3blBaTb UX KIUHWYECKUMK hopMamu), He-
KOTOpble N3 HMUX BCTpeYaloTCcs KpalHe pefko, 1 uMetoTces
eQWHNYHbIE onucaHuna 3Tux 3abonesaHuin. B knaccudm-
Kaumu Takxxe NprMBefeHbl YPOBHM KOXHOMO NOKPOBA, B KO-
TOpbIX 06pasytoTcs Ny3bipu (cM. Tabnuuy) [5, 6].

JleyeHue

OTMONaTOreHeTUHECKOro NIeYEHNsT BPOXKAEHHOro 6yI-
NEe3HOro aNUAepMonn3a B HaCTOSILLIEE BPEMSA He cylie-
cTByeT. Bce Bpaye6Hble MepONpUATUSA ABNAIOTCA Nnannm-
aTVBHBIMM 1 B NEPBYIO O4epefb HanpasfeHbl Ha NPenoT-
BpaLleHMe BO3HUKHOBEHMS TPaBM U KaK CNefacTBus X —
ny3blpen nocpencTtsom nogbopa onTMManbHOro yxona
3a KOXEeWN M nopaxXeHHbIMW NOBEPXHOCTAMU. JleyeHune
HanpaBneHo TakXe Ha ycTpaHeHue 3yaa, 60MneBbIX OLLy-
LLeHUI, 60pbOY C MHPEKLNOHHBIMWN OCMOXHEHMAMN 3a60-
neBaHusl, KOPPEKLMIO NaTONOMMN XeNyA0HHO-KULLEYHOr o
TpakTa, 3y60B, KOCTHO-CycTaBHOro annapaTta. MayueHTsbl
C BPOXAEHHbLIM 6YN1e3HbIM ANUAEPMOSIM3OM HYXAatoTcs
B @KTMBHOM OAMHaMW4YEeCKOM HabMNoOEeHUM U NIeYEeHNN He
TOMbKO Y Bpayeni-gepmarosioro, HO U y Apyrux cnewuva-
NUCTOB, TaKUX KaK XMpypru, CToMaTtosorn, racTposHTepo-
noru, neguaTpbl, OHKONOrM, 0PTaNnbMONOr, remMaTosioru,
ncuxonoru [2, 7].

JlevyeHne KOXHbIX NOpaXKeHUn

HapyxHoe nedeHue 60MbHbIX BPOXAEHHbIM 6yn-
Ne3HbIM 3NMAEPMONIN3OM [AOSKHO 6biTb KOMMEKCHbIM
W NPOBOANTLCA C YH4ETOM KIIMHUYECKUX NPOABEHUI 3a-
60neBaHus.

My3bipn y 60MbHBIX BPOXAEHHLIM OYNME3HbIM 3Nn-
OEPMOIN3OM MOTYT 6biTb HaNpPsSXKEHHbIMKU, MONyLIapO-
BMOHbIMW, BbICTYNAKOLLMMM HaZ NOBEPXHOCTBLIO KOXM, U
BANbIMWU, C TOHKOWM MOKPLILLKOWM, CBUCAIOLLMMUN BHU3 Nopg
TSXKECTbIO 3anoHsaoLLen nx xmugkoctn. Koxa B obnactm
o6pasoBaHus ny3blipen, 0CO6EHHO BO BPeMs UX pa3Bu-
THA, pe3ko 6onesHeHHa [8]. CHMKeHne 60Ne3HEHHOCTU U
npepoTBpaLLeHre pocTa nioLwanm ny3siper 4OCTUratTes
NX OMOPOXHEHMEM. [My3bIPHYIO XWUAOKOCTb yAansoT, nNpo-
KanbiBas ny3bipb C OLHOW UMM OBYX CTOPOH CTEPUIIbHOWN
WHBLEKLNOHHOM 1IN0, cTapasch Npu 3TOM He 3a[eTb AHO
ny3bips. [pu 3anonHeHUn ny3sbipert KPOBbIO UM THOEM UX
NOKPbILLKW yaanstoT. [ocne onopoXxHeHUs 06s83aTenbHO



O630p nutepatypbl 4

49

| Tabnuua Knaccudukaums BpoXxaeHHOro 6ynnesHoro anuaepmonusa (Bb3) [2, 3]

YpoBeHb
pynna B3 LEBEL LI 06pa3oBaHus Knuuunyeckme hopmbl BB benkn-muwenn

nogrpynnsl B63

ny3bips
MpocToi Cynpa6asanbHblit MHTpasnuaepmanbHelii - CMHAPOM OTCNAWBaHNA KOXU HA2 KOHEYHOCTAX TpaHcrnytamuHasa 5
6ynnesHblit MB3 MoBepxHOCTHbINA MBI —
anunaepmonu3 AkaHTOnNTUYecKniA MBI [lecMonnakuH, NNakorno6uH
(NB3)

CWHAPOMBI XpYNKOCTU KOXW:
— [ecmonnakuHa gecouumnt
— nnakorno6uHa gecouunt

— nnakounaunHa aeuumnt

[lecmonnakuH
[Tnakorno6uH
Mnakodunnnu-1

basanbHbiii MBI

JlokannaosauHbIn 63

Tskenblid reHepanu3oBaHHbiii M6
CpeaHeTsHKenblil reHepanu3oBanHbIi Mb3
B3 ¢ NATHUCTON NUTrMEHTaLNeR

B3 KonbLEBNAHbIA MUTPUPYIOLLMIA

b3 ayTOCOMHO-PELECCUBHbIN C BOBIEYEHNEM
KepatuHa 14

MBI ¢ mMbiweyHoit aucTpodmeit

B3 ¢ aTpe3uneii nunopyca

B3 OrHa

163 ayTOCOMHO-peLiecCUBHbI ¢ AecpuLnTom
aHTurena 1 6ynnesHoro nemduronga

163 ayTOCOMHO-peLecCuBHbIi ¢ gepuuyntom
3K30(hMnnmHa 5

Kepatuu 5, kepatuH 14
To xe

To xe

Kepatui 5

To xe

Kepatun 14

[TnekTuH

[NeKTUH, MHTErpUH-a. B,
MnekTnH

AHTUreH 1 6ynnesHoro
nemduronga
IK30unanH 5

MorpaHnyHbiIi

[eHepanu30BaHHbIi

B cBeTnoii nnactmHke

Morpb3 reHepann3oBaHHbIi TAHXENbI

J1aMnHWH-332

6ynnesHblit Morpb3d 6asanbHoit mem6paHbl  Torpb3 reHepann3oBaHHbI CpeaHETKENbINA JlamuHuH-332, konnared XVII Tuna
aNuaepmonu3 anuaepmuca Morpb3 ¢ atpeaueit nunopyca NHTerpuk-o, B,
(Morpb3) (intralamina lucida) Morpb3 ¢ no3aHeit MaHndecTaumen Konnarex XVII Tuna
Morpb3 ¢ BOBNEYEHNEM AbIXaTeNbHOI NHTerpuH o,-cyGbeanHuLA
1 MOYEYHOIA CUCTEM
JToKann3oBaHHbIN Morpb3 nokanu3oBaHHbIi JlamuHmnH-332, konnarex XVII Tuna,
Morpb3 NHTErpUH-o 3,
Morpb3 nHBeEpCHbIi J1aMnHnH-332
JI0K-CuHApOM (NapuHro-0HUX0-KOXKHbIA) NamuHnH-332 (oL,-Lenb)
Iunctpocbuyecknic  [omuHanTHbIA 163 Mopg nnoTHoi NI63 reHepann3oBaHHblii KonnareH VII Tuna
6ynnesHbIi (8063) NNACTUHKOM 0063 akpanbHbIi
anuaepmonu3 6as3anbHoit membpanbl 11163 npeTn6uanbHblii
(OBJ) anunaepmmca 0063 npypuruHo3Hbiii
(sublamina densa) O0B3 ¢ nopaxeHnem TONbKO HOTTel
0063, 6ynnesHblin [epMOAN3 HOBOPOXAEHHBIX
PeueccuHblii 1639 PLB3 TshXenblii reHepann3oBaHHbIN KonnareH VIl Tuna
(POB3) PL163 reHepan30BaHHbIA CPEAHETSKENbIRA
PL163 nHBEPCHbIN
PB3 nokanu3oBaHHblii
PLB3 npeTu6uanbHbIi
PL1B3 npypurnHo3HbIi
PLB3 LeHTPOCTPeMUTENbHbIN
PLB3, 6ynneaHblil AePMONN3 HOBOPOXIEHHbIX
Kungnep- Ha pasHbiX YpoBHAX Knnanun-1

CUHAPOM
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HanoXeHne MOBA3KW, NMPefnoyYTeHne OTHaeTca Heapre-
3UBHbIM paHeBbLIM NOBA3KaM [2].

Oposuun, obpa3oBaBLUMECs HA MecTe My3blpen, 06-
pabaTbiBalOT He cogepXaliumMum cnmpT Oe3nHpULnpYo-
MMM pacTBOpaMm xfioprekcuamHa 6urnokoHara, MeTu-
neHoBoro cuHero 1%, cdypauununa 0,02%, anokeuguHa
5%, MMpamMMCTUHA UM OpoLLAaIOT CrpeeM, codepXxaLimum
OKTEeHMguHa aurugpoxnopug n deHokcuataHon. MNocne
06paboTKM aHTMCEeNnTUKaMM Ha 3P03UM HaKnagbiBaloT
arpaBmMaTtu4eckue (HeafreaviBHble, HenmpununawLwme) pa-
HeBble NOBA3KN. DPeKT «HenpunmnaHms» OCTUraeTcs
NPONuUTbIBAHWEM MpUMErarLero K 3p03mmn cnosi NokKpbl-
TWS PasnU4HbIMK COCTaBaMmn — CUIIMKOHOM, NapaduHoM,
Ba3eNMHOM, Xupamn (MMnugamu), Kpemamu, N4ennHbIM
BOCKOM [9].

Ha cBo6ofHble OT rHOs 3p03UN HaknagblBaloT aTpas-
MaTtun4eckune NOBA3KM yProTiosb, rPacCoNnHA, 6paHoNuHA,
atpaymaH, BockonpaH, Menutenb. [1oBepx HMWXHero He-
npununaroLlero cnos, NPeAcTaBneHHOro B BUAE CETKM,
HaKnagplBalT BEPXHUA — BMUTLIBAKOLLUIA, N3 CTEpPUIb-
HbIX MapneBbIX candeTokK, candeTok Megnkomn nnm me-
COp6, KOTOPbIE MOXHO MEHATL NMPU NPOMOKAHUW, He CHU-
Mas CeTKU HWMXHero cnos. MNMpu obunbHOM OTAENAEMOM
NPUMEHSIOT copbupyloLLme paHeBble NOBA3KU. BnuTbiBa-
IOLLII XXMAKOCTb CIOM Takoro NoKpbITUS MOXET ObITb pas-
HbIM MO COCTaBy WM COCTOSTb M3 MONMYPETAHOBOW Iy6Ku
(menwunekc, ctocnyp-gepMm, nepmadpom), nonvcaxapvgos
(anbrunop, ansrumad, cunbBepcesb) NN KoNnareHoBown
ry6kun (KOMOYTEK, reLuncrioH, konnaxur). boneaHeHHOCTb
B y4acCTKe KOXMW, 3aKpbITOM paHeBOMr MOBSA3KOW, YMEHb-
WwaeTtca. 3akpbiTas NOBA3KOW 3p0O3Ms He 06CeMeHseTcs
MUKpo6aMu1, UCKNIOHAETCA ee fasbHenee TpaBM1MpoBa-
HVe, npekpaliaeTcss MOKHyTHe. CoBpeMeHHbIe NOBA3KK
371aCTUYHbI, OHW NO3BOMIAIOT COXPaHUTL 06BLEM ABVXEHUN,
Jaxe ecnu apo3unsa pacnonoxeHa B 30He cyctasa [10].

Onsa nedeHus MHMOUUMPOBAHHHBLIX 3PO3MA NpUMeE-
HAIOTCA MOBA3KW C Ao6aBneHueM MPOTUBOMUKPOGHbIX
cpencTB: ¢ cepebpom (cunbBepcenb, yproTionb S.Ag,
dmbpoTions Ag, aTpaymaH AlN), xnoprekcugmHom (napa-
npaH C XJI0prekcManHoM, 6akTurpac), aHTmbakTepuarnb-
HbIMW cpeAcTBaMun (BOCKOMNpaH ¢ Ma3blo anokcuamHa 5%,
BOCKOMpaH C Ma3bio NIeBOMeKONb, Konnaxut PA, konna-
xuT LW, anerunop) [11]. MNpu cunbHbIX 60M1EBbIX OLLYLLEHW-
SIX MOTYT UCMONb30BaTbCA NOKPbLITUA C 06€360NMBaOLLN-
MW BeLlecTBaMu — napanpaH C IMAOKanHOM, KONnaxuT
DA (copmepxuT aHunokavH). CnegyeT yuntbiBaTh, YTO MO-
BA3KMW, codepxXallme MoHbl cepebpa U/unn aHTMeMOTUKN,
HY>XHO NMPUMEHSATbL C OCTOPOXHOCTLIO U HaknagbiBaTb Ha
HenpoaoMKUTENbHLIA CPOK (He 6onee 3 gHen). NMoBAs-
KW C cepebpoM He NPUMEHSAIOTCH Y MNadeHUeB 1 AeTen
MNafLlero Bo3pacra M3-3a BbICOKOW NPOHMLAEMOCTH KO-
XM 1 BO3MOXHOCTY pa3Butus aprupum [12].

Mpu nnoxo 3axuBaroLWMX f3Bax NPUMEHAOT cneum-
anbHble 3aXuBnawwme (pereHepupyroLwmne) noBs3ku B
BMAE 3NaCTMYHbIX MONYNPO3payHbiX NIACTUHOK, MIOTHO
npunerawoLmx Ko AHy A3Bbl U HE JAKOLLMX BO3MOXHOCTU

el BbICOXHYTb, — rugporenesble (rngpocopb, copdbanroHx,
renenpaH ¢ cepebpom, renenpad ¢ MMPaMMUCTUHOM, rene-
npaH ¢ NMaokanHoM, NoBs3ka resieBas anmnosno) U rmapo-
KONMounaHble (MMAPOKONI, rTMAPOTIONb, rpaHydnekc).

Ocobyto rpynny 3aXMBMAOLLMX NOBA30K NpeacTaBns-
0T KOnnareHoBble MOPUCTbIE MOKPbLITUA (KOMnareHoBble
ry6kuM) — KomOyTeK, relmcrnoH, Kkonnaxmt. OHWM NNoTHO
NpuMNarT KO AHY paHbl U CaMOCTOSATENbHO OTAENA0TCA
nmbo B cny4yae HaMmoKaHus, NGO MPW NOSTHOM 3aXKMBIe-
HuW. B cocTaB KonnareHoBbIX MOKPbLITUA MOTYT BXOAUTb
aHTMMUMKPOOHbIE 1 06e3bonmBatome (konnaxmt LU, kon-
naxut ®A), a TakKxe 3aXMBNALLME BeLlecTBa (MeTypa-
Kon).

HeapresvBHble MOBA3KWM He TPeOYOT eXegHEeBHOW
CMEHbI U MOTYT HaXoAMTbCA Ha KOXe OoT 2—3 [0 7 OHeWn.
3a MCKIMI0YEHMEM NMOPUCTLIX MOBA3OK C KOMareHoM, Ko-
TOpble HaknagabIBalT TOYHO MO pas3Mepy paHbl, Nnowaib
OCTallbHbIX Heaare3uBHbIX MOKPbLITUIA OOSKHA MNpPeBbl-
LwaTb NoKpbiBaeMbln AedeKkT Koxu Ha 1—2 cM no Bcen
nepudepun [9]. Bce NoBA3KK MOryT 6bITb pas3pesaHsbl Ha
4YacTu, JocTaTo4Hble AN MOKPbITUA 3P03MK UMK A3BHl,
Nno3ToMy 60MbLUMM NO pasMepy MOKPbITUEM MOXHO BOC-
MonNb30BaTbCA O/ HANIOXKEHUSA HA HECKOSbKO 3PO3MIA 1K
OCTaBWTb €ro 4acTb A0 CrieayoLLen NepeBsasKku.

MoBepx NO6bIX MOKPLITUIN HAKNaAbIBAOT BTOPUYHbIE
noBsA3KW. OHM MOryT COCTOSITb M3 Pas3fnnN4HbIX MaTepu-
anos — Mapnu, CUHTETUYECKUX BOJIOKOH, Tpy64aTo-
cetyatbix. OCHOBHasa MX Lenb — yaepxaTb Ha MecTe
nepBu4Hble NOBA3KU, T. €. paHeBble NMOKPbITUA. Ba)KHO,
YTOObI OHW HEe 6bINN TYTMMW U HE 3aBA3bIBANIUCH Y310M,
4TO6bl M36€XaTb AOMOSIHUTENIbHOrO TPaBMUPOBAHWS.
Mpn BUHTOBaAHUWN KUCTEWN U CTON Y AieTel C PeLeCcCUBHbBIM
ONCTPONYECKUM BYNNEe3HbIM 3MMAEPMONIN3OM BaXHO
BHMMaTENbHO CNeauTb, YToObl KaXabl nanew pebeHka
6bI1 MepeBa3aH OTAENbHO M pyKa WM Hora He okasa-
NNCb B MONOXEHUN crubaHnsa unn, HaobopoT, pasrmba-
HUA. YAO06HbLI Ana 6UHTOBAHUA caMouKcupyomecs
6UHTBI Nexa-xadT. NepenneTeHne BONOKOH B GUHTE Mo-
3BONAET 060MTUCHL 63 AOMOSHUTENBHOIO 3aKpEnIeHns
ero KOH4YMKa, KOHel MpoCTO NpuiunaeT K npegbigyLue-
My Typy GUHTa U He CKOMIb3WUT Nno Hemy. Ecnu BTopu4Has
NnoBsi3Ka 3akpensnseT NepBu4Hyto B o6racTn cycrasa, To
[N COXPaHEHNs ero NOABMXKHOCTM MOXHO NOJIb30BaThb-
CA 9NaCTUYHbIMW BUHTaAMW NacToTeflb UMK NacTOApP
Banx. [epeBs3Ka y naumeHTa co MHOXECTBEHHbIMU 3pO-
3nMU U A3BaMM MOXET 3aHumaTb 1—2 4 [12].

Kopkn MOXHO o6pabaTbiBaTb CnMpTOCOAepXKaLyu-
MU ge3vHduumMpylownmMmn pacteopamm (dykopunH, 1%
CMMPTOBOW PacTBOP METUSIEHOBOrO CUMHEro) Wnu nepe-
Kucblo Bogopona 3%, 3ateM MassiMu C aHTUCeNnTUKamu,
NPOTMBOMUKPOOHBLIMM BeLLIECTBAMU (CynbdaTvuason unm
cynbagmasvnH cepebpa) nnm aHTMOBUOTMKaAMK LLMPOKO-
ro cnekrpa (MynupouuH, 6aumMTpaumH, HEOMULH, dy3K-
[0Bas KUCNOTA, IMHKOMULMH, reHTaMuumH). Ecnv Kopku
OTAENWUINCH, Hanpumep, BO BPEMs KyrnaHua U Nog HUMK
06HaXWNNUCb 3P031KM, TO Ae3UHDULMPYIOLLNE PacTBOPbI



Ans nx 06paboTKmM He JOMKHbI cogepXaTb cnvpTa 1 ganb-
HeMLWNIA YXOA OCYLLECTBAAETCH C MOMOLLbIO Heaare3ms-
HbIX paHeBbIX NOBA30K [11].

B yxopfe 3a HenoBpexXOeHHOM KOXeWn Hy>XAatTCsl TOSb-
KO MauMeHTbl C AUCTPOUYECKMMM U MOrPaHNYHBIMU Tpy-
namun 3abonesaHunsi, y KOTOPbIX 3a>XKUBNEHNE NPoMCXOoauT
C obpasoBaHneM py6LOBONM aTpodmn, NPeacTaBnsatoLLEen
CO60M y4aCTKU MCTOHYEHHOW KOXM, MOXOXEW Ha nanu-
pocHyto 6ymary, o4eHb XPYnKow, Bcerga cyxon. Koxa B
obnactu pybLoBor atpoun nmLieHa crnocobHOCTH K No-
TO- U CanooTAENEHWNIO, T. €. (POPMUPOBAHMIO 3ALLUTHON M-
OPONUMUOHON NAEHKN Ha NMOBEPXHOCTW, NPUOAOLLEN KOXE
3[0POBbIX MOAEN MArKOCTb M 3NacTUHHOCTb. [oKpbiTas
pybuamn Koxa CTaHOBUTCS OCOOEHHO XPYMKOW, Kak npa-
BWIO, 3TO Y4acTKu Hanbosiee 4acToro TpaBMUPOBAHNA —
NOKTW, KOMEHW, NOAbKKN, LWes. Y HeKOTOpbIX NauneHToB
C BO3pacToM Ha pybuax rnepectaroT NOsSBAATLCA Ny3bipw,
a anmaepMmnc cpasy oTCrnamBaeTcs U BO3HMKAKOT 3pO3UN.
Koxy B 06nactu py6bLoB HY>XXHO €XEeOHEBHO OXMPUBATh U
YBNaXHATb, CO3Aasas aHanor coO6CTBEHHOW rmaponvnug-
HOW NSIEHKK, 4TOObI OHa NpuobpeTana MArkoCTb U 31aCThy-
HOCTb U C 601bLLEN 3PGEKTUBHOCTLIO MPOTUBOCTOANA Me-
XaHW4eckum Bo3aencTeusiM. C 3To LieNbo NPUMEHSIIOTCA
KpeMbl, MOMOYKO (He cofepallmin cnupTa NOCLOH) ANA
Tena u masm Ha 3MyNbCUOHHOW ocHoBe. Npn ncnonb3osa-
HWUM KpemMoB crefyeT MMETb B BUAY, YTO OHWU HE OOSKHbI
6bITb MYCTbIMW, TaK KakK 0ObIYHbIX MACCaXHbIX ABVXEHUN
NPV HaHECEHWM Kpema Ha KOXy 6O0fIbHOr0 BPOXAEHHbIM
6ynne3HbIM 3MMAEPMONIN3OM MOXET ObiTb JOCTATOYHO
ANs OTAENeHus anugepMuca OT AepMbl C 06pa3oBaHMEM
ny3blipen unu 3po3un. NoMMMo KOCMEeTUYECKUX CPeacTB
LenecoobpasHo HAHOCUTb Ma3n Ha dMYJbCUOHHOM OCHO-
Be ¢ BuTamuHamu A, E n nx kombuHaumsamm, cnocobeTBy-
oLwme nponudepaumm KepaTMHOLMTOB 1 PerynupytoLime
KepaTtuHU3aumio, a Takxxe Masun 1 KpeMbl ¢ feKcanaHTeHo-
JIOM U remofgepuBaTaMu Tensyben Kposu, yny4liarooLme
KpoBocHabxeHue 1 saxusnexue [13].

lMocKonbKy NepeBA3KM — OCHOBHAs 4YacTb Ne4eHus
KOXHbIX MOPaXXeHWI, BaXxHasa posib OTBOAUTCH 00y4EHUIO
pOAUTENEN N yXaXMBaroLLMX 32 60SIbHbIMY L, HaBblkam
1 npasunam mx nposegenHus. OTcyTcTeme B Poccun cne-
umanbHO 06y4YeHHOro MnagLlero MegUUMHCKOro nepcoHa-
na — npu4nHa, No KOTOPOW poanTenn 60bHbLIX AeTen Mno-
nyyaroT uHdopmauunio n3 MHtepHeta unu gpyr ot gpyra,
4acTO HenpaBWITbHYIO WU UCKaXKEHHY0. B eBponeickmnx
pekomMeHAaumsx no Tepanum 60sbHbIX BPOXAEHHbIM 6y1-
NEe3HbIM 3NMAEePMONIN30M 60SIbLLOE BHUMAaHWE yaenseTcs
WMEHHO 3TOWM YacCTu NeYeHns 1 06yYeHUIo MiagLero me-
JAMLMHCKOro nepcoHarna crneunansHbIM MeTogam yxoaa 3a
TakMMu naumeHtamu [14].

OThenbHoOM 3afjayent sBNseTCA NpaBUibHbIA Nog6op
opexpbl 1 06yBuM (0Tkas oT rpy6bix, AaBALMX, TPABMU-
pYIOLLMX TKAHEN, XenaTeNlbHO Hapy>KHOe pacronoXeHue
LIBOB Ha OAeXAae, OTCYTCTBUE TECEeMOK, Pe3uNHOK). Bbl-
cokas Temneparypa okpy>arLlen cpefbl 0TpMuatesisHO
BNMSET HA COCTOSIHME KOXM GOMbHbIX BPOXAEHHbIM 6yI-

Ne3HbIM SMMAEPMONN30OM, MOSTOMY B NOMELLEHUsAX, rae
HaxodaTcs naumeHTbl, JOMKHbI 6biTb ONTUMU3NPOBAHDI
MUKpOKNumartuyeckue ycnosus [15].

B 2012 r. rpynnow cneunanncToB Mo BPOXOEHHOMY
6ynnesHomy anumaepmonuay cgopMynmpoBaHbl OCHOB-
Hble MPUHLUMMLI yXoaa 3a Koxew naumneHTos [16]:

npeaynpexneHne TpaBMMPOBaHUA KOXW BO n3bexa-
HVe hOPMMPOBAHMS HOBbIX NYy3bIPEN;

yCTpaHeHue 6onu;

TLaTeNbHbIA yXo4 3a 3p03MPOBAHHLIMU y4acTKamu
C NPUMEHEHNEM COOTBETCTBYIOLUX COBPEMEHHbIX
aTpaBMaTMYHbIX NepeBA30YHbLIX MaTepuasnos 13 cre-
LumManbHbIX BUOOB TKaHeh Ana obecneyeHus cBoe-
BPEMEHHOrO 3aXMBNEHUs paH 1 NpoUnakTUKn BTO-
pv4HOM MHMeKUMU. Ecnn npoucxoguT npununaHve
MOBSI30K, TO BO3MOXHO WMCMOMb30BaHWeE creumanbHbIX
CPeAcTB, KOTOpble MUHUMW3MPYIOT TpaBMaTu3aumio
n 60nb, HaNpUMep HUNTaK (CPeacTBO NpegHa3Ha4YeHo
NS pacTBOpeHUss N 6e360Me3HEHHOr0 CHATUA MOBS-
30K);

nogaepXaHve XopoLlero afanTMBHOrO NUTaHusa ans
YCUIIEHUSI 3aXMBNEHNS 3p03UiA (MCKIOYEHNE Tpy6OoN
NULLY, YBENU4YeHne 6enKoBbIX NPOAYKTOB B MULLIEBOM
paumnoHe, cneuunasbHble CMecy B IETCKOM BO3pacTe);
npodMnakTuka passuTUa NopaxeHus BHYTPEHHUX Op-
raHoB Y UX OCIIOXHEHWN;

MOCTOSIHHAsA MCMXO3MOLMOHanbHasa (ncuxocoumnarns-
Hasl) nopaepxka.

MpoTtuBOo3yaHasa Tepanus, ycTtpaHeHue 60neBbiX
oLUyLLIeHNUIA

Bonesbie ollylleHns Bcerga conposoxpatwT obpa-
30BaHMe Ny3blpen, HanM4me 3po3uii, a Takxe npouenypy
nepeBsi3Kn 60NbHOr0 BPOXAEHHbIM 6ynne3HbIM anuaep-
MOnM30M. Hepeako oHM NobyxaarT 60fIbHOr0 3aHUMaTb
BbIHY)XAEHHYI0 NMO3Y, OrpaHNYMBaloT ABUraTeslbHyo ak-
TMBHOCTb, MeLLaloT cnatb. B ycnoeusix ctauymoHapa nepe-
BSI3KM Y MasieHbKMX AETEN NPOBOAAT nof Hapko3oMm. B fo-
MaLLUHMX YCINOBUSAX Hanbornee 4acTto ons yctpaHeHus 60-
1 MPUMEHSIOT Npenaparbl, CoAepXalime napaueramon
[8]. DononHuTEeNbHO, C y4eTOM BO3pacTa, OJIUTENbHbIMU
Kypcamm MOXHO NPUMEHATbL cefaTuBHbIE CPEACTBa pac-
TUTENBHOIO MPOUCXOXAEHNS — SKCTPaKThbl BanepuaHbl,
NycTbIPHUKA, NUOHA, LWandes, a TakkXe YCroKoUTEeNbHbIE
c6opbl.

BbicbinaHmna 4acTo conpoBOXAaKTCcsa 3yA0M, OCOOEH-
HO Mpy OUCTPOIUYECKOM OYNNe3HOM 3NMAepMONnun3e.
B pesynbTtate pacyecbiBaHWA MOSBASIOTCS HOBble My-
3blpK, 3p03uK, S3Bbl N pybLbl, MO3TOMY YCTPaHeHWE 3y-
Ja — BaxHas 3agadva Tepanum 605bHbIX. [ONns ymeHbLue-
HWUS 3yaa Hapy>XHO MPUMEHSIIOTCA CMsAryatoLLme U yBnax-
HAOLLME KOXY CpeAcTBa (Cofepxaluue MeHTOJ, anos) u
TOMUYECKME TTIIOKOKOPTMKOCTEPOUIbI, XOTA MocnegHue
0atoT HesHauyuTenbHbI 3PMEKT N UMEIOT OrpaHuyYeHus
B NPUMEHEHUN MO BO3PACTy W OJINTENBHOCTU HAHECEHMS
[17]. YuuTbiBaeTCA Takxe yBenmyeHme BEPOATHOCTM pas-
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BUTWSA CUCTEMHbIX HeXenaTenbHbIX ABIEHWNIA NPU UCNOSb-
30BaHMM TOMMYECKUX TMIOKOKOPTUKOCTEPOMAOB Yy 60S1b-
HbIX BPOXAEHHbIM 6YNe3HbIM 3MMAEPMONIN3OM.
CuncTeMHO 3yA YCTpaHAeTCs aHTUIMCTaMMHHBIMW Mnpe-
napaTtamu BTOPOro NOKOJIEHUSI, MHOTME M3 HUX BbIMycKa-
lI0TCA B BuAe pacTBopa WM cCMpona, YTo HEManoBaXHO
Ons naumeHToB ¢ aucdarven [16]. MNMpenapatbl nepsoro
MOKONEHWSA NPeAnoYTUTENbHbI NMPU HapyLLIEeHUM cHa [16].

JledeHne nopaxeHUsi XeNnypo4YHO-KULLUEYHOro
TpakKrta

Mpn MHOrMX chopmax BPOXAEHHOro 6ynne3Horo anu-
JepMonun3a He3HauyuMTenbHas MexaHuveckas TpaBma
dparmeHTamMn TBEPAOW MWLM MPUBOAMT K MOSBAEHMUIO
ny3bIpen 1 3po3nii Bo pTy, rMoTKe 1 nuwesofe. NMpu pe-
LleCCMBHOM AMCTPOMUYECKOM BPOXAEHHOM OYyf1€3HOM
aNuaepMonnae rnopaxeHne CnmaucTon o60SI0HKN NOJo-
CTM pTa, MOTKM, NULLIEBOAA M MPSAMON KULLIKM 3aBepLUaeT-
cs pybueBaHMeEM C 3apalleHeM BO PTY BECTUOYNSAPHbIX
CKNagok, yTpaTton y3fe4ek, aHK1Iornoccmen, annsogamm
ancgarum, opMmMpoBaHMemM CTPUKTYp nuwiesopa, ra-
CcTpos3odhareansHOro peditokca, NOCTOAHHLIMM 3anopa-
mm [18, 19].

M3-3a paHHel yTpaTtbl 3y60B 1 UBMEHEHWUI B MNONOCTH
pTa HapyLuaeTcs NpoLecc NuLLIeBapeHns, a BO BpeMs ucC-
dharmm 60nbHbIE HE MOTYT MPUHUMATB MULLLY MO HECKOMBKO
OHeW, XygetoT nHorga Ao nofiHoro uctoLleHus. MNaunenTsl
C BPOXAEHHbIM 6YNNe3HbIM 3NMAEPMONM30M C 06LLIMP-
HbIMW Ny3bIPMU U 3PO3MAMU TEPSIOT Yepes KOXY 6enku
N XXWOKOCTb, PACXOAYIOT 3HEPruio Ha 60pbOy C UHPULK-
pOBaHMEM, Ha 3aXUBNEHUE, NOAAEPXKAHME MMMYHUTETA.
Nx MeTabonm3m NoBbILLEH, @ BO3MOXHOCTU NOCTYMIEHMUS
NUTaTenNbHbIX BELLECTB B XENYyLOYHO-KULLEYHbIA TPakT
orpaHn4nBaroTcs 609MU B NOAOCTU pTa, 3aTPyAHEHUAMMU
XEBaHUA U FNOTaHUs, CYXXEHVEM NuLLieBoa, HapyLLIEHU-
€M MNPOABMKEHNS MULLM MO KULLEYHUKY, ynoTpebneHmem
TONbKO MAMKOWM M XXUOKOW NULLK, NOTepen annetuTa.

HasHauyaeTcq MexaHU4eckn, XMMUYECKM U TepMUYye-
CKM Wapauwas gueta, oboralleHHas OonoSIHUTENbHbIMU
HyTpueHTamn (6enKn, yrneBoAbl, BUTAMUHbI, Xeneso),
C NOBbILLEHHOW KanopuMHOCTbIO. eTam mnaglero Bo3-
pacta HasHayalT aHTupedtokcHble cmecn (HyTpu-
nak AP, HytpunoHn AP, ®pucosom, XymaHa AP, Camnep
Ilemonak, OHdamun AP, HytpunoH KomdopT), a Takxe
cmecu, oborallieHHble 6EIKOM M MULLEBLIMU BOSIOKHAMM.
BaxHO goctaTto4yHoe BBeAEHWE XUOKOCTU, OCOOEHHO BO
Bpems anm3onoB aucgarmm [20].

Ona npegynpexaeHns MHMUUMPOBaHUA 3pO3uiA BO
pTYy NPUMEHSAITCA Oe3uHpuumMpyowme n nNpoTMBOMM-
KpOGHble cpefcTBa — PacTBOP XfoprekcuanHa 6urnioko-
HaTa 0,12% n npenapartbl, cogepxaline MeTpoHMaasorn.
O6neryeHne 60nu, BbI3BBAHHOW 3PO3USIMU CIIU3UCTOM
060J104KM NOJSIOCTM pTa, [OCTUraeTcs UCMOMb30BaHNEM
aHTauMgHbIX M NPOTMBOBOCMNANUTENbHbLIX MpenapaTtoB
(nonockaHne nNonocTu pra nocne egbl oTBapamm pomaltl-
Ku n wandes). Mimetotcsa coobLyeHns 06 3hPEKTUBHOCTU

NPUMEHEeHNA CyCrneH3nn cykpasnbdara ana yMeHbLIeHNs
4acToTbl 06pa3oBaHMA My3bIpenr, obnerd4eHmsa 6onum u
YMEHbLLEHUA BblpaXXeHHOCTW Bocnanexus [21]. Mpu nno-
XOM 3aXWUBMIEHUM HA o4aru NopaxKxeHus HasHavalT 06-
nenuxoBoe Macso, annavkauun cpeicts, CoaepXallmx
peTuHona nanbmmuTaT U AEeNPOTEMHU3NPOBAHHLINA rEMO-
JepvBat KpoBW TeNsT. Yny4lleHne OoTKpbIBaHUS pTa npu
dhopmmnpoBaHuM, a Takxe Ans NpounakTMKm MMKpOCTO-
MWW [OCTUraeTCcs PerynspHbIMU YNPaxXHEHNAMM.

Ona obnerdyeHvs gedekauun B aneTy BBOOATCH pas-
MsiryaroLLme Kan MHrpeaneHTbl — y AeTel MnagLero Bos-
pacTta MonoyHble cmecu (Camnep Budmayc, HytpunoH
KomdpopT), ¢ 1 roga MOXHO UCNONb30BaTb PacTUTENbLHOE
cnabutenbHoe ceHHa B HebonbLIMX Ao3ax, ¢ 8 netr —
cpefcTBa Ha OCHOBE Makporona MM NosiMaTUEHM NINKO-
nsA, B N060M Bo3pacTe — nakTyno3y. BoamoxHo Ha3Ha-
YeHne MUKPOKNN3MbI C TEMSbIM Ba3EIMHOBbLIM MacsioMm,
cBeYei ¢ rnuuepuHom [20].

Mpu HepocTaToyHOM NpubaBke B Macce Tena uHorpa
npuberarT K HaNOXEHWIO racTpoCTOMbI. BonbHbIM Heob-
XOAMma NMoMOLLIb racTPO3HTEpOsIora, HyTpuumonora, a no-
pon 1 xMpypra gns ycTpaHeHus CTPUKTYp NuLLieBoAa 1 Ha-
NOXXEHWS racTPOCTOMBI.

CromaTtonornyeckas NnoMoLlb

PaHHWU kaprec xapakTepeH s MHOIMMX Fpynn BPOX-
AEHHOro 6ynnesHoro annaepMonnaa m3-3a HeBO3MOX-
HOCTW OOCTMIXKEHUS XOPOLLEN rMrmeHn4eckon o6paboTku
3y60B B CBA3W C NNErKOW PaHNUMOCTbLIO CIIN3NCTON 060M104-
kn. Habniogaetcs paHHWIA Kapuec Kak MOJOYHbIX, TaK U
NMOCTOSIHHbIX 3Y6O0B, MPU TsXeNbIX hopmax BbinageHue
3y60B BNIOTb A0 MOMHOW afeHTUn B MONIOLOM Bo3pacTe.
MpepoTBpalleHne Kapueca MOXET 6bITb JOCTUIHYTO MpU
COBIOAEHNN TUTMEHbl NONOCTY pTa, YacTon npodeccro-
HanbHon o6paboTke, hTopupoBaHUM 3y60B, perynsapHOM
npveme npenapara sutadtop. MNoaaep>xxaHne 3y60B B XO-
poLueM COCTOSIHUM NO3BOMSAET TLUATEeNbHO NepexeBbiBaTb
MULLLY N CHUXAaET PUCK NMOBPEXAEHUSA CIU3NCTON 060M04-
K1 nuwesofa. BaxHoe 3HaveHne MMeloT 3y6bl M B Npa-
BWUITbHOW apTUKynaLmKn, obecnedmBas YeTkyto pedb [22].

Onsa yncTkm 3y60B (a OHA BO3MOXHA faxe npu TH-
Xenbix hopmax) BbIGUPAIOT 3yOHYIO LLETKY C ManeHbKOM
rOfIOBKON N MATKOM LLETUHON (ee MOXHO caenatb eLle
Msirde, pa3mMo4uB B ropsyert Boge nepen 4nctkon). Mpu
TSXKENON MUKPOCTOMUM LLEETUHY Ha LLIETKE YKOpayuBatoT.
Bo3MOXHO 1cnonb3oBaHue Ons YUCTKM BaTHbIX Masoyexk,
MSrKOM TKaHW UNn Mapnu, ecnv BO PTy MHOIO My3bIpen.
3y6Hble nacta wunu renb JOSXHbI cogepxatb top. O6a-
3aTenbHO NoJsiockaTb POT BOAOW, CpeacTBaMu Ans nono-
cKkaHus (6e3 cnupTa) Unn oTBapamMuy Tpas MOCie KaxXaoro
npvema nuwwm [23].

JleyeHne n npoTe3aupoBaHue 3y60B B 3HAYMTESIBHON
CTeneHu 3aTpyAHEeHO BCMeAcTBue NIoxoro Aoctyna npu
HaNMYUN MUKPOCTOMMUU, a TaKXe KparHe NIErkom paHu-
MOCTW CNMU3NCTON 060M04KM C 06pasoBaHMeM My3bIpen n
3p03uMiA. YCTaHOBKA M HOLLIEHWE CbEMHbIX MPOTE30B Mpak-



TMYECKN HEBO3MOXHbI, O OpYrMx 3PEKTUBHbIX BUAAX
NpOTEe3NpPOBaHWs, B HACTHOCTM 06 YyCTaHOBKE MMMJIAHTOB,
VUMEITCSA eMHNYHbIE COOOLLEHMS [24].

CornacHo KIMHUYECKNM peKOMEHZALUAM MO NIEYEHMIO
NMOPaXXKeHU CNN3NCTON 06O0NI0YKM MONOCTM pTa n 3y60B
y 60JIbHbIX BPOXAEHHbIM OYNNEe3HbIM 3NUAEPMOSIN30M,
pekomeHayeTcsa perynspHoe (1 pa3 B 3—6 mec.) noce-
LLileHne cTomartonora BCeEMU NauueHTamu, Npu TSXEnNbIX
hopmax — yaile. 3T0 HeO6X0ANMO He TOMbKO Ans yxoaa
W NEeYeHnsl, HO U ONS PaHHEro BbIABNEHUS NpeapakoBbIX
1 ONyXONeBbIX NPOLECCOB B NOsIocTH pTa [23].

JleyeHne KOHTPaAKTYp U NCEeBAOCUHAAKTUIINN

Mpu peueccnBHOM AUCTPOUHECKOM BPOXAEHHOM
6yN1e3HOM 3NMAEPMOSIN3E 3aXKMBEHNE IPO3UIN KOXM KU-
CTel 1 CcTon 3aBepLuaeTcs pybueBaHVeM ¢ hopMupoBa-
HMEeM crubaTtenbHbIX KOHTPaKTYp U NCEBOOCUHAAKTUIUNA.
Ha paHHMX cTagmax hopMUPOBaHUSA KOHTPAKTYp pPeKo-
MeHpyeTcs nevebHan u3KynbTypa Ans pyK v HOLIeHue
NOHreT. XMpypruyeckoe neveHne npoBOANTCH B Cry4asx,
Korga € NOMOLLBIO NOHrET U (PU3BNYECKUX YNPaKHEHWUN
He ypaeTcs npeofonetb crubaHne nanbueBs, Bbi3BaHHOE
KOHTpakTypamu. Xupypruyeckas nomollb (yctpaHeHue
crubatesibHbIX KOHTPaKTyp M NCEBOOCUHOAKTUMIA) Mo-
KasaHa B yCMOBMAX CTaumoHapa Ans 0XOroBbIX 605b-
HbIX, MOCKOJIbKY OXOru 2-i CTeneHn — camoe 65m3kKoe
K BPOXAEHHOMY 6yfnne3HOMy 3nNnaepmosnnady COCTOsHUE,
a TakxXe B CBA3WN C OCHALLEHVEeM OXOroBbIX OTAENeHuin
paHeBbIMM MOBA3KaMu, Heob6xoAMMbIMKU ANA yxoga 3a
60nbHbIMK. [locne XMpypru4eckoro nevyeHns HasHavaror
NMOCTOSIHHOE HOLLEHWE JIOHTET B NepBblE MECsLbl, 3aTEM
TONbKO HOYbIO, OHAKO peunamBbl YacTbl [19, 25, 26].

HoBble noaxofbl K NEYEHUI0 KOXKHbIX MOPaXKeHUn

MocnegHwe OOCTMXEHUSA B 061aCTU MONEKYNAPHOWN
61onorumn, 6MONOrMN CTBOJIOBLIX KNETOK U pereHepaTme-
HON MeauUMHbI CNOCOBCTBOBANIN pa3paboTKe HOBbLIX Te-
paneBTUYECKMX MOAXOA0B K NeYEeHNI0 60MNbHbIX BPOXAEH-
HbIM 6yNNe3HbIM anuaepmonnaom [27, 28].

CornacHo matepuanam KoHdpepeHumnn DEBRA (Dys-
trophic Epidermolysis Bullosa Research Association)
International (2012 r.), cyLiecTByeT HECKONbKO nepcnek-
TMBHbIX HanpaBieHU NTIe4eHNs BPOXXAEHHOIO Bynnie3Horo
3aNMOEepMOonn3a: NPOTENHOBAS, FEHHas 1 KNeTo4Has Tepa-
nus [29].

3amecTutenbHaa 6enkosas Tepanus (NPOTeUHO-
Basi) — B OTAENbHbIE YH4ACTKN KOXM BBOAAT JOCTATOYHOE
KONN4ecTBO 6€enka, KOTOpbIN y nauneHTa nubéo OTCyTCTBY-
€T, 60 aedekTHbIn. OgHMM M3 Takux 6efIKoB ABMAETCS
konnareH VIl Tvna. D. Woodley n coaBT. nokaszanu, 4To
peKkoMOUMHaHTHbIN konnareH VIl Tuna, MHbekumMmM KOToporo
6b1M NPOM3BEEHbI MbILLIAM B 3KCNEPUMEHTe, cTan ornpe-
0enaTbCa U PYHKUMOHNPOBATb HE TOMbKO B MECTaxX UHb-
eKuMIr, HO M B APYrnx ydactkax nopaxeHHom koxw [30].
B ppyrux nccnepgosaHuax 6b110 nNokasaHo, YTO AaHHas
TEXHOMOrns NPUMEHMMa 1 B OTHOLLEHUN 6enka namMmmHm-

Ha-332 (o,-Uenb) Y 60MbHbIX NOrPaHNYHLIM GYINIe3HbIM
anngepmonusom [31, 32].

HepoctaTtkamun faHHOW Tepanuu SBNAOTCS TpaBma-
TUYHOCTb MHBEKLUMIA MPOTEMHA, a TakXe BO3MOXHOCTb
pasBuUTUS ayTOMMMYHHOW peakLuuM B OTBET Ha BBOAM-
MbIll 6enoK. Kpome Toro, 4tobbl BBEAEHHbIV 6EMOK Ha-
Yyan NONHOUEHHO (PYHKLMOHUPOBaTb, EMY HEOB6XOAMMO
npeTepneTb psg KOHPOPMaLUMOHHBIX N3MEHEHWUI [O TOrO,
KakK npousongeT agresvs Monekyn 6enka K onpepeneH-
HblM cybcTpaTam. B 6yayliem, nocne npeogoneHns Bcex
He#oCTaTKOB, NPOTENHOBAsA Tepanust MOXET CTaTb OfHOW
13 Hanbonee 3HaA4YMMbIX U 0b6ecrneyYnBatoLLnX BbICTPLINA
W OONMrOBPEMEHHbIN KNMHUYECKNIA SDAEKT.

Opyrum nepcnekTMBHbLIM M MHOroobeLlalLmm Ha-
npaBfieHeM SIBNSIETCA FeHHas Tepanus, Npy KOTOPOWN
CO3[alTCA MONEKYNAPHbIE KOHCTPYKLMU, CNOCOGHLIE
ucnpaeuTb paboTy MyTaHTHbIX reHoB. [lepBble aKkcnepu-
MeHTbI Ha npuMepe MyTaHTHoro reHa COL7A panv obHa-
OexXvBatoLLme pe3ynbTaThl, U 6bINI0 COENaHO 3aKyYeHne
0 TEXHONOrM4eCKon BO3MOXHOCTM MCMONb30BaTb 3TOT
MeToq B 6yayLieM y NaumeHToB C QNCTpodmyeckum 6yr-
Ne3HbIM anugepmonmaom [33, 34].

[MepBas M eguHCTBEHHAA ycnewlHas ex Vivo TpaHc-
nnaHTauMa ayToNiorMyHbIX KynbTyp anugepmuca, Mo-
JNIYYEHHbIX M3 TEHETUYECKU MOAMPULMPOBAHHbLIX 3MNU-
JepMarnbHbIX CTBOJMIOBbIX KIIETOK, 6blfa nNpov3BefeHa
y 6ONBHOIO C reHepanM3oBaHHbIM CPeOHETSXENbIM MO-
rpaHv4HbIM OynnesHbIM 3NMAEPMONI30M C MyTauuen
reHa LAMB3. B Te4eHne 7-neTHero HabnogeHns 3a atTum
nauMeHTOM y HEero oTmevanacb HopmasibHas 3KCrnpeccus
6enka namuHmnHa-332 [35, 36]. B 2013 r. 6binn ony6aum-
KOBaHbl faHHble JONrocpo4Horo nceneposanus I/l hassl
no TpaHCMnaHTaumm ayTonormyHbIX KynbTyp anugepmuca,
NOJIY4YEHHbIX N3 FrEeHETUYECKN MOAMMDULNPOBAHHBIX 3MU-
JepmarbHbIX CTBONOBbLIX KNETOK. PedynbTaTthbl cBMAeTESNb-
CTBYIOT O HOPMarnbHOM (PYHKLMOHUPOBAHMM annaepMumca,
CUHTE3NpYtoLLero 6enoK, HeOTIMYMMOro OT 6efika 30opo-
BOW KOXMW [37].

OJHOM N3 OCHOBHbIX HEPELLEHHbIX 3afa4 reHHOW Te-
panumn ocTaeTcs BOMPOC O COXPaHEHUN CNOCOBHOCTM re-
HETUYECKN MOAM(PUUMPOBAHHOIO Martepuana 3Kcrpec-
CUPOBaTb HYXHbIA KOMMOHEHT CTPYKTYP KOXM (B 4acT-
HOCTK, 6enKa) B TeHEHME NPOOOIIHKUTENBHOIO BPEMEHU.
O6HagexwuBaioLLme peadynbTaTtbl 6bI 4OCTUMHYTHI B 9KC-
NepUMEHTaNbHOM MOAENVN Ha UMMYHOOEMULNTHBLIX Mbl-
wax, korga akcnpeccusa konnarena VIl Tuna coxpaHanacb
B 12 umknax o6HoBneHus anngepmuca. OgHako KOpOTKUi
CPOK XWU3HW Mbiwer (1 rog) He NO3BOAAN NONYYNUTb OTAA-
NeHHble peadynbTathl [38].

BTopon HepelleHHON 3apayven ABNSAETCS OLEHKa
6e30MacHOCTM MeTOfa FeHHol Tepanuu, Tak Kak npu-
MEHEHME BUPYCHbIX BEKTOPOB (Yalle NEeHTUBUPYCHbIX
WNN PeTPOBMPYCHbIX) BReYveT 3a co60M BbICOKYIO BEPO-
ATHOCTb BCTABOYHOrO MyTareHesa W akTMBaLMIO MpPo-
TOOHKoreHoB [39]. B HacTosLee BpeMs B KIIMHUYECKOM
unccnegosanum I/l dasel nsyvaerca apeKTUBHOCTb
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MCNoNb30BaHWA AN NevYeHnss 60MbHbIX BPOXAEHHbIM
6ynnesHbiM aNNMOEepPMONN3OM TpaHCMaHTaTa KoxXxu, Mo-
ONULMPOBAHHOIO FrEeHETUYECKN C NMOMOLLbIO PETPOBMK-
pycHoro BekTopa [40].

Kneto4yHas Tepanusa 3aknio4aeTtcsd BO BBEAEHMU
B Oo4aru nopaxeHus 6051bHOro 6ynne3HbiM aNUaepPMonu-
30M KJIETOK, CMOCOBHbIX 3aMEHNUTb OYHKLMIO KIIETOK C re-
HeTMYeCcKMMM HapyLleHnamu. B HacTosiee Bpems Kne-
TO4YHasa Tepanua BKIOYaeT B cebs Tepanuio hmnbpobna-
cTamun 340pOBOro goHopa Ans 60JbHbIX PELECCUMBHBLIM
OncTpopmyecknm 6ynnesHbiM 3aNMaepmMonmM3oM, annmnu-
Kaunm mMe3eHxmmasbHbIX CTBOJOBbIX KJIETOK, nepecag-
Ky KOCTHOro Mo3ra v MCnosib30BaHne UHAYLMPOBaHHbIX
NAOPUNOTEHTHBLIX CTBOMOBLIX KNEToK [41].

OfHUM M3 MeTO[OB KMETOYHOW Tepanuu sBnseTcs
BBEJEHVe B OTAENbHbIE Yy4AaCTKN KOXM 6OMbHOMO pelec-
CUBHbIM OUCTpobmMyeckM 6ynnesHbIM SNMaepMONM3oM
annoreHHbIX népo61acToB, NOYYEHHbIX OT 300POBOro
noHopa. AnnoreHHble ubpobnacTbl CNOCOOHbI CUHTE-
31poBaTbh [OCTATOYHOE KOIMYECTBO KonnareHa, 4Tobbl
obecneynTb JOSHKHOE COeAMHEHWE ANMAEPMMCa U epPMbl.
Takue KNeTku ¢ yCnexoM MpUMEHSsIIOTCA B COCTaBe KOX-
HbIX 3KBUBANEHTOB AJ14 Nie4eHUa onintesibHO He3aXXKmBato-
LUX paH 1 0XXOroB [42—44]. B oTnn4me oT ayTonornyHbIxX
KNeTOK, A8 NonyYeHns [oCTaTo4HOro KonmyecTsa KoTo-
pbIx TpebyeTcs OT 5 A0 6 Hef., annoreHHbIe KNeTKN MoryT
6bITb NPUrOTOBMEHbI 3apaHee 1 3aMOPOXXEHbI AN XpaHe-
HMSA B 6OMbLUMX KONMYecTBax. OTO NO3BOMAET NpakTuye-
CKM Cpasy Mcrnonb3oBatb UX B MEOULMHCKUX Lensx, crno-
COBCTBYS YCKOPEHWUIO 3aXMBNEHUA PaH 1 3p03UI, CHUXas
puck obpasosaHus py6uos [45]. KonnareH, npogyumpye-
MbIA 3TUMW KNeTKamu, 6b1i1 0OHAPY>XEH B TpaHCnaHTare
KOXW MbILLEN yXe Ha 2- Hepene nocfe UHbLeKunn [46].
Annepruyeckux peakuun, a Takxke peakumin oTTOPXKEHUS
KNEeTOK Npu MCMONb30BaHNN anmnoreHHbIX hmbépobnacToB
019 neYeHns AnuTenbHO He3aXMBatoLLMX A3B KOXMN He OT-
Me4eHo [47].

MepBble nccnegosaHnsa aPPEKTUBHOCTU KNETOHHOM
Tepanuu, B YaCTHOCTM WHBLEKUMI anfioreHHblx unbpo-
6nacTtoB, 6bINn NposefeHbl y 5 NauMeHToB ¢ peLeccus-
HbIM ANCTPOPMYECKUM OYNNe3HbIM 3NMAEPMONM30M.
B pesynbTare uccnegosaHus 6b510 OTMEYEHO yBenunye-
HVe Konu4yecTtsa KonnareHa VIl Tvna B SKOpHbIX onépwms-
nax gepmMo-anuaepmMarnbHOro CoefiMHeHus Ha 2-n Hefgene
N 4yepes 3 Mec. Nnocne MHLEKLMU. DTO NepBoe nccrnenoBa-
HWe, OEMOHCTPUPYIOLLEE, YTO BHYTPUKOXHbLIE UHLEKLNN
annoreHHbix pnbpobaacToB UMEKT TepaneBTUHECKUI
noTeHuman npu peLeccuBHOM ANCTpodmnHeckom Bynnes-
HOM anuaepmonuae [48].

Ha cerogHsAWHWIA OeHb pa3paboTaHbl U peanuayoTes
KOMMep4eckne NpoayKTbl HA OCHOBE asnfioreHHbIX ¢u-
6p0o6nacToB, NPUMEHSAEMbIE B Tepanun Kak BPOXAEHHOro
6ynne3Horo aNuaepMonu3a, Tak n apyrux 3abonesaHumn,
CBfA3aHHbIX C 06pa3oBaHMeEM Ny3bIpen, 3p03uun, A3B U
Opyrnx aeeKToB KOXW. YCTaHOBMEHO, HYTO CPOK >KNU3HU
annoreHHbIx nbpobnacTos B cOCTaBe TPaHCNnaHTaToB

orpaHuyeH, B CBA3M C YEM Takue npenapatbl [OPOru U UcC-
nonbaytoTca pedko [49—51]. MNMpumeHseTca Takxe KoM-
6UHMPOBaHHasA Tepanus, NPy KOTOPOW Co3patoT «rmépua-
Hble» KOXHble TpaHCNaHTaTbl (XMMEpPHble TpaHcnaHTa-
Tbl), UCMOSb3Yst QOHOPCKME hnbpobnacTbl N KepaTUHOLM-
Tbl nauyuneHTa [52, 53]. NokasaHo, 4TO Takne TpaHcnnak-
TaTbl He BbI3bIBAIOT PEAKLUMIO OTTOPXEHUA TpaHcnnaHTara
[47, 52].

Elwie ognH MeToA KNETO4YHOM Tepanum — TpaHcnaaH-
Tauma KOCTHOro mosra. Ha mogenu mbiwn ¢ peueccms-
HbIM OUCTPOUYECKUM OYNNE3HbIM 3NMAEPMONN3OM
6bI10 MOKa3aHo, YTO NpU AAaHHOM METOAEe Tepanun CTBO-
NOBblE KNETKM M3 KOCTHOro mMo3ara MoryT anddepeHum-
poBaTbCs B ANUTENManbHble KNETKWU, OTBETCTBEHHbIE 3a
pereHepaumio [54]. MNMocne TpaHcnnaHTaunum CTBONOBbLIX
KNEeTOK KOCTHOroO Mo3ra B COYETaHUWU C XummoTepanuen
y 6 60MbHbIX PeLecCBHbIM ANCTPOMYECKUM Bynnes-
HbIM 3nNMaepmMonmM3omM B Bo3pacte oT 15 mec. go 14,5 roga
yAy4LWanock 3aXXMBNEHNE paH N YyMeHbLUanocb o06paso-
BaHuWe nysbipen B npomexyTtke oT 30 o 130 gHen nocne
Hayana nevyeHus. Y 5 60/bHbIX OTMEYanocb yBenn4yeHme
oTnoxeHusa konnareHa Vil B gepmo-anngepmanbHOM CO-
eouHeHuu. Y BCeX NauneHToB B TEYEHWe BCEro nepmo-
Ja Tepannn He 0B6HapYXMBanMCb aHTUTENa K Kosnareny
VIl Tmna [55].

Opyron meTon KNETOYHOW Tepanuu, UMEKLNn no-
TeHUManbHyl0 3Ha4MMOCTb ANs 3aMeHbl HegocTalLle-
ro unu otcytcreytowero konnarerHa Vil Tmna y 605bHbIX
peueccnBHbIM D,VICTpOCbVI‘-IeCKVIM 6yﬂﬂe3HbIM annaepmo-
NM30M, — 3TO BBEAEHWE ME3eHXMMasbHbIX CTBOJIOBbIX
KNETOK, KOTOPble UMEIKOT CBOMCTBO AnddepeHLMpoBaTh-
ca B mbpobnacTel B OTBET Ha BO3AeNCTBME (DaKTOPOB,
cofepxatumxcs B fepme. lNepsble nccnefosaHusa apdek-
TMBHOCTM OaHHOro Metoga OblInM nokasaHbl B paboTax
P. Conget n coasT. [56]. AHanorn4Hble paboTbl NPOBOAAT-
ca Ans uccrnefoBaHns BO3MOXHOCTU YIyYLLIEHNST COCTOS-
HUSI KOXM NMaUMEHTOB C PELIECCUBHBIM ANCTPONYECKNM
6YyNne3HbIM 3NMOEPMONIN3OM MPU MECTHOM U BHYTPU-
BEHHOM BBEOEHMM ME3EHXUMAaIIbHbIX CTBOMOBbIX KIETOK
KOCTHOro mo3sra. lNMonaratoT, 4TO NONyAAUUN CTBONOBbLIX
KMEeTOK KOCTHOrO M0o3ra MoryT 6biTb 3(EKTVBHbI NS
neyvyeHunst 60MbHbIX HE TONMBKO PeLeCcCUBHBIM AUCTpodUnYe-
CKMM 6YNne3HbIM ANMAEPMOSIM30M, HO U APYrUX NOATPYMn
BPOXAEHHOro 6ynne3Horo anuaepmonnsa.

Tepanua WHAYUMPOBaAHHBIMW MIOPUNOTEHTHLIMU
cTBonioBbiMU knetkamu (UMCK) HaxogmTtca Ha cTtagum
OOKIIMHUYECKNX UCCNefoBaHui (B OTAMYmMe OT Apyrux
MEeTOAOB KNETO4YHOW Tepanuu, KOTOopble yXe NpoxogsaT
KIMUHWYECKMEe UCNbITaHWsA), HECMOTPS Ha TO 4YTO crneuu-
uyeckme MHOyLMpoBaHHbIE MOPUMNOTEHTHbLIE CTBOMO-
Bble KNETKM GOJIbHbIX PELIECCUMBHBIM ANCTPOPUHECKMM
6YyN1e3HBIM ANMOEPMOSIN3OM YXe NonyyeHbl. Boamox-
HO, B 6nvxanwem 6yayuiem gaHHas Tepanus nepevger
B CTaAMIO KIIMHUYECKMX UcnbiTaHmii [57]. OCo6eHHOCTLIO
WMCK saBnaetca cnocobHocTb guddepeHumpoBaTbCs
Kak B hnbpobnactbl, Tak U B KepaTUHOLUUTBI, a Takxe



MOHMXEHHAsA UMMYHOIE€HHOCTb, B OTINYME OT ME3EHXM-
MaJsibHbIX CTBOSOBbIX K/ETOK.

Takum o6pas3om, HECMOTPS Ha HeJoCTaTKW, NpUcyLLme
KaXXOoOMYy M3 BbilLenepeYmcneHHbIX BMAOB Tepanum (3a-
MecTuTenoHasa 6enkoBas, reHHas, KrneTo4Has), BCe OHMu
HaxofsATCA Ha pasHblX CTaAusaX BHEOPEHUS B MPaKTUKY.
B KoHeYHOM uTore coveTaHme HECKONbKUX 3PAEKTUBHBIX
MEeTOA0B Tepanun AacT BO3MOXHOCTb, €Cln He uane4ye-
HUA, TO XOTA 6bl CYLLECTBEHHOIro 06ner4eHns XusHn na-
uneHToB [58].

3akniouenme

B HacTosdLllee BpemMsa 3TnonatoreHeTn4eckoe nede-
HMe 60JIbHbIX BPOXAEHHbIM 6yJ‘IJ‘Ie3HbIM anngepmonn-
30M OTCYTCTBYET, a BCE CYLUECTBYHOLLME MEeToObl neye-
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HUS 3TUX GOMbHBLIX ABMAOTCS NanaMaTueHbIMU. B cBA3K
C MyNbTUOPraHHOCTBIO MOPaXEHUS MPU TXEeNbIX hopmax
BPOXAEHHOro 6ynnesHoro anuaepMonu3a 60bHbIM He-
06Xx0QMMa MOMOLLb HEe TONbKO AepMaroniora, HO U nopa-
rOTOBJIEHHbIX CMELManNUCTOB — TepanesTa (neguarpa),
racTpo3HTeporora, cromarosiora, npy HEO6XO0AUMOCTN —
opTanbMonora, xvpypra, remaTosiora, oHkKofiora u ap.
B cBA3uM ¢ pegkocTbio 3a6oneBaHns ana npoBeaeHns ag-
PEKTMBHbIX Ne4ebHO-NPOINNAKTUHECKMX MEPONPUATUIA
Heob6xoauma paspaboTka KIMHUNYECKUX peKoMeHaaunn m
cTaHgapToB neyeHus. [NepcnekTMBHbIE METOAbI Tepanum
(npoTenHoBas, KNeTo4Has, reHHas) noka HaxogaTcs Ha
pasHbIX CTagusax pa3paboTKu 1 BHEAPEHMUS B MPaKTUKY,
HO B NEPCreKT1BE CMOCOBHBI PELLNTL NPO6IIEMbI NleHeHNs
BPOXZEHHOro 6ynnesHoro anugepmonusa. [l
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