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The authors review the therapeutic approaches to bullous epidermolysis, used previously and assumed inef-

fective today (anticollagenase drug diphenin, alpha-tocopherol acetate, antibiotics). Modern approaches to
therapy are presented: wound dressing materials, ointments, bioplastic material with a high regeneration
potential. Prospects for therapy of bullous epidermolysis are outlined (cell, protein, and gene therapies).
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Hacnencrennbiit  Oymnesnbiii anunepmonus (B3) (cun.:
HaCJICZICTBEHHAs ITy3bIpYaTKa, MEXaHOOyJIe3Hast OONe3Hb) —
peaKoe TeHeTHYeCKoe 3a0oJieBaHKE, IIABHBIM KIMHUYECKUM
TPOSIBIICHUEM KOTOPOTO SIBJISICTCS 00pa30BaHKE ITy3bIPei H 3po-
37it Ha KOXKE M CIIM3HUCTHIX 000I0YKAX TIPH He3HAYUTEIIFHON Me-
xaHndeckoid TpasMe [1]. BD mpenurcst Ha Tpu OCHOBHBIE TPYTIIIBL:
NPOCTOH, MOrpaHnYHBIN U auctpodudecknii. Kaxnas rpymma
BKJTIOYACT B ce0s HECKOIBKO (OpM, KOTOPEBIE XapaKTepH3yIOT-
Csl pa3HBIMU THIIAMU HACJICIOBAHHUS, JIOKAIM3AHEH ITy3bIpeii,
TUTOIIAIBIO TIOPAXKCHUS, THKECThIO TeUeHH. B HacTosimee Bpe-
Ms TJIAaBHOW IIEJTBIO JICUCHUS TTAI[UeHTa, CTPATAIOIIETO TOH TN
uHoil popmoit B3, aBnseTca 3axuBneHne Ae(hEKTOB HA KOKE U
CITU3HCTHIX 000JI0YKAX, a TAKKe MPEOTBPaILICHIE 00pa30BaHHs
HOBBIX Iy3bIpelt U pa3BuTH HHGUIMpoBaHUsS. CBOCBpEMEHHOE
Ha3HAYCHUE MMPABUIILHOTO JICYCHUS TO3BOJISICT YIIYUIIHTh Kayue-
CTBO KM3HM nanueHTa. Llenp naHHOro 0030pa JUTEpaTypsl —
MIPE/ICTABUTH aKTyaJIbHBIC METOBI JICUCHHS, KOTOPBIE MOTYT
OBITh MPUMCHEHBI HA IPAKTUKE, & TAKIKE IPEJOTBPATHTH OLIHO-
KM Tipu JJedeHnn bD.

MeToabl JIEYCHUsl, YIIEAIINE B NIPOLILJI0oe

B 80—90-e rogst XX Beka mpeanoiarajioch, 4To KO-
4yeBas poib B 00pa3oBaHMHU My3bIpeil mpu bD mpurammexut
KoJulareHaze — (epMEeHTY, pa3pyLIaloleMy KOJIareHOBbIE
BoJIOKHA [2—4]. B MpOBOAUMBIX HCCICIOBAHUAX Y OOJIHHBIX
peneccuBHBIM AuCTpoduaecknM n metanbHBEIM BD Tepmmt-
11a BBISBJICHO TOBBIIIEHHE COAepX)aHUS (EepMEeHTa B KOXKE B
3—4 paza, omqHaKo y OOJBHBIX JOMHUHAHTHBIM THCTpOQIUe-
ckuM bD monobHoTro siBneHus He HaOmoxanock [1]. OcraBa-
JIOCh HESCHBIM TaKKe SBISIETCS JIM OOHApy>KUBaeMbIil MOBBI-
[ICHHBIN YPOBEHB KOJUIAr¢Ha3bl MIEPBUYHBIM HIJIM BTOPHYHBIM

B ratoreHese 3aboneBanus. [0 ycTaHOBICHUS HCTHHHBIX MPHU-
YUH NOsABJIEHUA Iy3blpeldl npu BD ns nedeHus ucnonb3oBa-
JHMCh CPEJCTBa, 00JaJalolne aHTHKOJUIAreHa3HOH aKTHBHO-
CTbI0 — JU(EeHUH (B MHOCTPAaHHOU JUTEpaType (pEeHUTOHUH),
AQHTHOMOTHKHN (TETPAIMKIINH, 3PUTPOMHUINH, TPUMETOIPHUM),
BbICOKHE J103bl BUTaMMHa E. Jn(eHUH OTHOCUTCS K NPOTH-
BOSIMJICHTHYECKUM CPEACTBAM, W €ro MHIHOMpyIollee BO3-
JIeHiCTBHE Ha KOJIJTaTeHA3y SBISIETCS JOIOIHHUTEIBHBIM CBOH-
ctBoM[5]. TIpennonoxuTenbHo Mpenapar peryaupyer oOMeH
COCTMHUTENLHON TKaHHU U nposndepanuo Gudpodmaactos [6].
VY manueHToB, MOMyYaBIINX AN(EHUH, OTMEYAIOCh CHIDKCHHE
ypOBHS MeauaTopoB Bocnanenus [ 7, 8]. Hecmotpst Ha HEKOTO-
PpBIE TTOJOKUTENBHBIC 3P PEKTHI, TPYIIIa, IPOBOIUBIIAS HCCIIC-
nosanus 1o uzydennro b (The Epidermolysis Bullosa Study
Group, CIIIA), nokazana Hea((PEeKTUBHOCTH (PEHUTOMHA B Je-
yeHuu b3 [9]. [IporuBopeunBbie pe3ynabTaThl HCCIEAOBAHUMA
TI0 UCTIOJIE30BAHUIO AaHTHOMOTHKOB B JieueHNH b omposepra-
10T 3¢ (eKkTuBHOCTH AaHHOTro BUaa Tepanuu [10—12]. Ha co-
BPEMEHHOM 3Talle IIPUMEHCHNE aHTHOAKTEePHATIBHBIX CPEICTB
CTaTUCTUYECKH W KIMHHYECKH HEOOOCHOBAaHHO, TaK Kak y
OZIHOW YacTH MAalMEHTOB OTMEYAJIOCh YMEHBIICHHE KOJIHYe-
CTBa Iy3bIpEH, y Jpyroil — 3HaunTeIbHOE yBesnuueHue [13,
14]. Beicokue no3sl BuTamuHa E (anbda-Tokodepoina anerara)
TaKke He UMENH MpakThdeckoro 3HadeHus mnpu bBD [15], Tak
KaK MOJIOXKHUTEIbHBINH 3P(EKT OT ero MpUMEHEHUs] OTMEYalICs
B COYETAaHUM C CUMIITOMAaTHUYECKOW Tepamueid, 4To He IOA-
TBepkaaeT a¢dpexkTuBHOCTH Mpenapara [16, 17]. Mcnons3oBa-
HHE BBICOKHUX 103 BUTaMuHa E B TeueHne npogoskuTeabHOro
MIPOMEXKYTKAa BPEMEHH MOXKET MPUBECTH K €T0 KyMYJSAIHU B
OpraHm3Me M Iepeso3upoBKe. B HacTosiee BpeMsi HU OHO U3
ATUX CPEACTB HE MCIOJb3yeTcs ais jJeuenus bD [18].
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JleyeHue B HACTOsILIIEE BpeMmsi

DruonaroreHeTHYeCKor Tepanuu bD He cymiecTByeT. B Ha-
CTOsIIee BPeMsi OCHOBHOE MECTO B JICUCHHH ITAIIUCHTOB 3aHU-
MaeT MECTHasl Tepamnusl., [TTABHBIMU HEJISIMH KOTOPOH SIBIISIOT-
Csl 3alUTa KOXH M CIM3UCTBIX 000JIOUYEK OT TPAaBMHUPOBAHMUS,
YBIQKHEHHE W OOCCIIeueHHe AIaCTHYHOCTH KOXKH, CO3JIaHUE
OJarONpPUATHBIX YCIOBHH IJISI 35KUBIICHHS 9PO3UH, YMEHbIIIe-
HUs1 OOJIE3HEHHOCTH | MpeoTBpalieHus nHpupoanus [19].
Vcrionp3yemMble METOBI HAPY)KHOTO JICYCHHS MOYKHO ITOIpa3-
JINIUTH Ha TSTh TPYII — TOBS3KK (PaHEBBIE TMOKPHITHUS), KOJI-
JIar€HOBBIE TOKPBITHS, Ma3u, OMOIUIACTHYECKHH Marepual c
BBICOKAM PETCHEPaTOPHBIM ITOTCHIHAJNIOM, MepecaaKa KyJIBTH-
BHUPOBAHHBIX aJUIOTEHHBIX KEPATHHOIIUTOB.

B Hacrosiiee BpemMsi 0CHOBY MECTHOTO JieueHus: bD cocrag-
JISTFOT HEA/Ir€3UBHBIC TIOBSI3KH (MEIHTEIh, METTHIICKC, YPTOTIOIb
[20], BockompaH, aTpaymaH, OpaHONUH], HapanpaH, KIHOTEKC U
Ip.). OCHOBHBIM MX CBOWCTBOM SIBJISIETCS] OTCYTCTBHE IIPOYHOTO
KOHTAaKTa C BJIAKHOW TIOBEPXHOCTHIO 3PO3UH U 3B M OKPYIKar0-
el KoXKeid, 4To 00ecreunBaeTcs 3a CueT HaIudus THIpodo0-
HOTO HIDKHETO cyosl. IT0BS3KM HEMIOTHO MPUJIMIIAIOT K KOXKE U
aTpaBMaTHYHO YHAIAIOTCS. BBICOKast 2TaCTHYHOCTH Heare3uB-
HBIX TIOBSI30K TIO3BOJISIET MOJEIUPOBATH MX B COOTBETCTBHHU C
penbedom koku. [ToBepx ruapodoOHOro ciaos pacnosiararoT
COpOMPYIONIN CIIOW, YacTO CONMepKAIIMNA AHTHCENTHYCCKHUE,
aHTHOAKTepHaJbHbIe, 00€300JIMBAIOIINE W pPEreHepUPYIOIIHe
BelecTBa (KOMOMHUPOBaHHBIC MOKPBITHS). K KOMOMHUpPOBaH-
HBIM TTOKPBITHSIM, COICP)KAllMM aHTHCENTHKH, OTHOCAT TMa-
pampaH u Oakturpac (C XJIOPreKCHAWHOM), akTHBTekc XJI u
XBUT, renenpan (C MHPaMHCTHHOM). AHTHOAKTEpHAJIbHBIC
CpeJICTBa, BKIIIOYAIOT MOBS3KU, akTHUBTEKC XD n OXd, Bocko-
mpaH (C JIEBOMEKOIIEM ), TIOJHIIPaH (C AUOKCUAMHOM), OaKTepH-
LUIHOE ACHCTBHE OKA3bIBAIOT TAKXKE MOBSA3KH C COACPKaHUEM
cepedpa: arpaymaH AT, METHIIEKC, yPTOTIONb, yprocop6. K mo-
KPBITHSAM, BKITIOYAIOINM 00e300IHMBaroONe CBOHCTBA (IHIO-
KaWH), OTHOCAT reyenpad, nonunpad. OObIYHBIE MapiieBbIC
MOBSI3KM CeHYac He WCIONb3YIOT, TaK KaK MPH TOMBITKE CHSThH
MIPUCOXIIHE K KOXKE TIOBS3KH MPOUCXOAMT €€ JOMOTHUTEIbHAS
TpaBmaru3anus. Ho oObIuHbIE MapieBble U TPyOUaTo-ceTuaThie
OMHTBHI MOXXHO HAKJIAJbIBATh MOBEPX PAaHEBBIX IMOKPBITHN IS
nx (ukcarmu (BropuuHas nosszka). C 3Tol 3amaveit Jrydiie
CITPABIISIIOTCS COBPEMEHHbIC OMHTHI (Tiexa-xadT, aJanTuk, Ja-
CTOTEJb, JIACTOIOP BalX).

Ko 2-i1 rpymnne Hapy»KHBIX CPEICTB OTHOCST KOJIJIATCHOBBIE,
THIPOTeNIeBbIe M THIPOKOJUIOUIHBIC MOKPBITHS, IJIOTHO MPH-
JIeTafomye K 9PO3HsIM U JHY 3B M CO3JAOIINE YCIOBHS IS
Jy4IIero 3akuBleHns. K KoIIareHOBBIM OTHOCSITCS KOJUTIAXUT
III, xonmnaxut DA, mMerypakosi, KOMOyTeK, remucnod. OCHOB-
HOM KOMITOHEHT KOJUTAr€HOBBIX IMMOKPHITHI — I'yOKa U3 ObIYbEro
KOJITareHa, KOHTAaKTHPYIOIIAsi C PAHEBBIM DKCCYIATOM, MOBs3KA
HaOyXaeT, ONTUMAJIBbHO MTOKPHIBAs PAHEBOH JIEEKT, U 3aTEM BbI-
CBIXAeT, OCTaBasCh HA PaHE J0 €€ 3)KUBIICHUS WM IO HEOOXO-
JIIMOCTH €€ CMEHBI. B komrareHoBbIe TyOKH H0OABISIOT 00€3-
oonuaromue (komwtaxutr DA), aHTHCENTHYECKUE (KOJIAXHUT
1) u 3axuBnsIomuUe BeriectBa (Metypakoin). Ocoboe MecTo B
9TOW TPyMIe 3aHMMaeT ITacTuaecKui mMarepuan Integra ("In-
tegra LifeSciences-Holdings Corporation", CIIA), xoTopblit
HE UMeeT I'y0uaToro CTpPOSHHS M COCTOHT M3 2 CIIOEB: BHYTPEH-
HETO, MPUJIETAIONIETO K PaHe M COACPIKAILEro KOJJIareH, U Ha-
PY’KHOTO, COCTOSILIIETO U3 CHHTETUYECKOTO MTOJIMCUIOKCAHOBOIO
nonaumMepa [21]. B a1y ke rpynny BXOIST KOJNJIAreHOBBIE I'M-
Jporenu (dMaliaH) U TUAPOKOJUIOUIHBIE MOKPBITUS (JUTeCTO,
ruipocopO, THAPOKOJ, TpaHydieKkc, copOanroH), OCHOBHBIM
KOMITOHCHTOM KOTOPOTO SIBIISICTCS THAPOKOJIOMIHBIA CIIOM,
MIpEeBpAIIAIONINICS B paHe B reib. OOpa3yIomuiicst relb CBS3bI-
BaeT OAKTEpUU W TKAHEBOW JIETPHT, CO3/1aBasi ONaronpusTHHIC
YCIIOBUSI JUISI 32)KMBIICHAS PAHEBBIX TIOBEPXHOCTEHA.

K 3-# rpymnmne cpeacTB OTHOCSTCS YBIAXHAIOLUIME Ma3H U
KpPEMBI, CIIOCOOCTBYIOILINE YIyYLICHUIO MPOLECCOB KepaTHHU-
3alli¥, TIOBBIMICHUIO MSTKOCTH, TPOYHOCTH M DIIACTUYHOCTH

POCCWICKW XYPHAN KOXHbIX 1 BEHEPUYECKINX BONE3HEN

KOXXH W €€ YCTOHYMBOCTH K MEXaHHYECKOMY TPaBMHPOBAHHIO.
Ma3u, conepsxaniue BUTaMuH A (paJieBUT, BUAECTUM, PEACIIHI),
a TaKke JeueOHble KOCMETHYECKHE CPEACTBA, HAHOCAT Ha CyXHe
YUYaCTKH KOKH TTOCTIE 3aKUBICHUS 3po3uil. Cpemy yBIakHSIO-
KX Ma3eld U KPEMOB BBLIEISIOT TPUK3€EPa, aiicuaa KpeM-reib,
TOIUKpPEM U Jip. 3a pyOekoM TakKe HCIOIb3YIOT Oesblil mapa-
¢uH. [Ipn muTeTHHO HE 3aKMBAIOIIIX A3BaX 0 UX Teprupeprn
HAHOCST Ma3H, CIIOCOOCTBYIOIIUE TydIIeMy 3aKUBICHHUIO, — C
BUTaMHUHOM A (paJieBUT, BUJIECTUM), JEKcamaHTeHoJoM (Oe-
MMAHTEH), TeMOJCPUBATAMH TEITYbE KPOBH (COIKOCEPHII, aK-
ToBeruH). [Ipu pa3BUTHN HHPUINPOBAHUS IPUMEHSIOTCS aHTH-
OakTepuanbHble Ma3u (MOTMMUKCUH M, OaHeolnH, OakTpoOaH,
(GymanH) KOPOTKUMH Kypcamu (5—7 mHew).

Cpencta, OTHOCSIIUECS K OMOIUIACTHYECKIM MaTepraliaM ¢
BBICOKMM PEreHepaTOPHbIM MMOTEHIIUAIOM, B IEPCIEKTUBE CIIO-
COOHBI PEINTH MPo0IIeMy OBICTPOTO 32)KHMBIICHHS PAHEBEIX -
¢exroB pu b3. OHM comeprkar KICTKH U BEIIeCTBa, POACTBEH-
HBI€ WM UICHTUYHBIE COJepIKaIlMCs B Koke uernoBeka. Cpenn
HUX BBLICISIIOT mutactrdeckuit matepuan OrCel-matrix ("Ortec
International Inc.", CIIA), Apligraf (Grafskin) ("Organo-
genesis", CIIIA), I'mamarpukc ("Hyamatrix", Poccus). OrCel-
matrix COCTOUT M3 KOJUIareHOBOH TYOKH, B SUCHKaX KOTOPOMH
pacHonararoTcsl aNJIOTCHHBIC KePaTHHOUUTHI U (HOpoOIacTsI.
Apligraf [22—25], o ctpykType ananornunsiii OrCel-matrix,
OTIIMYAETCS JOTOIHAUTEIBHBIM COAEPKAHUEM OHOJIOTHYECCKA
aKTHUBHBIX BEIIECTB M IIUTOKUHOB, KOTOPBIE YCKOPSIOT peTeHe-
panuio. ['mamMaTpukc B KaueCcTBe OCHOBHOT'O KOMIIOHEHTA COAEP-
JKUT XHMHYECKH MOIU(HUITNPOBAHHYIO THATYPOHOBYIO KHCIOTY
[26]. TTox BozaeiicTBHeM Y®D-00yueHHs MPOUCXOIUT CIIHBA-
HHUE ee MaKpOMOJIEKYJI, IOcje Yyero Guomarepuan npuoodperaer
CBOM CBOICTBa, 00ECIIEUMBAIOIINE IPCHAX PAHBI M CO3IaHHE
ONaronpUsATHBIX YCIOBHMA AJIS €€ 3KUBICHUSL.

K 5-i1 rpynne meTozi0B HapyKHOU Tepanuu OTHOCUTCS Iepe-
caJika KyJFTHBHPOBAHHBIX AJUIOTCHHBIX KEPAaTHHOINTOB. Kyirb-
TUBUPOBAHUE Ay TOTEHHBIX KEPATHHOLIUTOB KOXKH C HOPMaJIbHOM
CTPYKTypol 3aHumaer 2—3 Hea. Y OonbHBIX BD ckopocTth
nponudepanui KepaTHHOINTOB CHIDKACTCS IMPOIIOPIIMOHAIb-
HO BO3pAcTy, 4TO 3aTPyAHSACT UCIIOIb30BAHUE UX COOCTBEHHBIX
KJeTOK. TOuHBIH MeXaHU3M 3a)KHUBJICHUS MIPU MPUMEHEHUH ajl-
JIOTCHHBIX KEePaTHHOIMTOB Hewm3BecTeH. lIpenmomnaraercs, 4to
nepecakeHHble KEePaTHHOLUTHI BBIPAOATHIBAIOT (HaKTOPHI PO-
CTa, HUTOKHHBI U Jpyrue OMOJIOrHYecKH aKTHBHbIC BEIIECTBa,
CHOCOOCTBYIOIIME TpoH(epanuy, MHUIPAllMA KIETOK H pe-
snmTenm3anyy aedekra. Y 60mpHEIX B3 mponecc 3aKHBICHUS
OTMEYEH Ha 7-€ CYTKHU IOCJIe MEepecajKd KyJIbTHBHUPOBAHHBIX
KEPaTHHOIINTOB, KOJIUYECTBO JE(PEKTOB HA KOXKE YMEHBIIHIOCH
Ha 50%. Yepes 3 Hex nocie IPOBEAECHHOIO JIEUEHUSI SPO3UBHBIC
YYaCTKH Ha KOXKe MPOAOJIKAIN MOSBISATHCS, HO UX BBIPAKEH-
HOCTh 3HAYUTEIHEHO YMEHBIIMIACH IO CPABHEHHIO C COCTOSHU-
eM J10 nepecaaxu [27].

IlepcnekTHBEI JleyeHHs Oy/IJIE3HOTO YMHAEPMOIH3a

Cy11ecTBYIOT TPU OCHOBHBIX MIEPCTIEKTUBHBIX MTOJX0/1A B Jie-
yeHuu BD — nporenHoBas, reHHas U kietouHas Tepanus. [Ipo-
TEHHOBAs TepaIisl 3aKII0YacTCs BO BBEJICHHH B KOXKY OeiKa ¢
HOPMAaJIbHOH CTPYKTYpO# M (yHKIMEH, OCYIECTBISIOMIETO 3a-
MemieHue eeKkTHOro Oenka. [TombITKH MPUMEHEHUS TaHHOTO
BUJIA JICUCHHUS JICJIAIOTCS BO MHOTHX MEIHUIIMHCKUX OOIACTSX.
3HauuTENbHbIE TPYJHOCTH BO3HUKAIOT IPH HCIOJIb30BAaHUU
IIPOTEMHOBON Tepanuu npu bD, Tak Kak A 5TOro UCHONb3Y-
0T crienuduueckue cTpykTypHble Oenku (koyutareH VII tuma,
cyObenuHULB! JamMuHuHA 332) [1, 28], KOTOpBIM AJIS MpOsIBIIe-
HUA (YHKIMOHAIBHOW aKTUBHOCTH HEOOXOAMMO ITIPOMTH psin
3HAUUTEIbHBIX U3MEHEHUH, UTO COCTaBJIIET OCHOBHYIO CIIOXK-
HOCTB UX IpUMeHeHus. Hanpumep, npu pereccuBHOM AUCTPO-
¢uueckom bBD komtaren VII Tuma goykeH MPONTH Bce CTaIUU
KOH(OPMAIIUK IS ONTHMAIBHOTO BCTPAMBAHHUA B CTPYKTYpPY
sxopHbIX Gudpuma [1, 29, 30]. Kpome toro, Heobxoaumo o0e-
CIEYUTH MOJHOLEHHYIO aJIr€3HUI0 MOJIEKYJ KOJUlareHa K JIMraH-
naM GazanpHON MemOpaHsl snmaepmuca. Ilocne mpoBeneHus
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MIPOTCHMHOBOW TEeparnuy BO3MOXKHO Pa3BUTHE ayTOMMMYHHOTO
orseta [31]. Eme onHuM 3aTpyiHEHUEM B Pa3BUTUH 9TOTO BUA
Tepanuu sBJsIeTCsl crocod BBeneHHs Oenka denoBeky. IIpore-
WHOBas TEpalus, B CIydae NMPEONOJICHUS BOSHUKAIOMINX TPY/I-
HOCTEH, CMOXKET 00€CIeunTh OBICTPOE, KIMHUIECKH 3HAYHMOE
yAy4dIlIeHne B COCTOSHUM MAllMEHTOB.

I'eHHas Tepamus 3aKIIO9acTcs B 3aMeHE AC(EKTHOTO I'eHa
Ha HOpMaJbHO (yHKIHOoHUpyomuil. [Ipn BD ncnoms3yior n8a
METo/a: 3aMeHy Je(eKTHOIO Ir'eHa B YYaCTKe KOKHU € MOCIIeNy-
IoMIei TpaHCIDIAHTAIMEH MalMeHTy WM BBEICHHE (apMako-
JOTUYECKUX CPEACTB A KOPPEKIHH IPOIECCOB PEIIUKAINH,
TpaHCKpuIuu, Tpancisuu [32—37]. [Ipu nepBom criocobe
JICYCHHS B 3aBICHMOCTH OT ITyTH BBEICHHS T€HETHYECKOTO Ma-
Tepuaa BBIACITSIIOT METOJUKY i1 Vivo U ex vivo. Criocob in vivo
OCHOBaH Ha CHOCOOHOCTH KJIETOK aOcopOupoBaTh MIa3MUI-
nyto JIHK, coneprkariyto HopmaibHble reHbl. [IpeasapurensHo
ocyulecTBisieTcs "ynakoBka' reHeTHYeCKOT0 Marepuasa B BEeK-
TOPHYIO MOJIEKYNy (Hampumep, JTUMOCcOMbI, BUpychl) [38, 39].
Beenenne mnasmunnoit JIHK ocymectsisiercss npu momouu
BHYTPUMBIILIEYHON, BHYTPUKO)KHOW WM BHYTPUBEHHOM HHbB-
exuuu. [Ipu mMerone ex vivo HOpMaibHO (YHKIHMOHHPYIOMIMN
TeH CHadalia IIepEHOCHUTCS B KIIETKH, KyIETHBHPYEMBIC B 1a00-
PaTOPHBIX YCIIOBHSX, a 3aT€M MX MOMEMIAIOT B TPAHCIUIAHTAT
[1, 40, 41]. Ilpu BTOpOM METOZIC TEHHOM TEpaIMU MPUMEHSIOT
BEIIECTBA, BIMSIONINE Ha MPOIECCHl PeaNn3alndyi T'eHeTHYe-
ckoit mHpopmanuu (cuHTe3 pa3nuuHbix Monekyn PHK, Oenka).
Cpeny HMX BBIICISIOT BELIECTBA, BIUSIOIIME Ha CIUTAWCHHIL,
AMWHOTIIMKO3H/IBI, TIPEKpaIIaoie AeHCTBIHE CTON-KOIOHOB, a
TaKXKe CpeAcTBa, 00eCneynBaloIINe MEXaHu3M "HOKAayT — 3a-
MeHa" (OTKITIOUeHUE paboThl ACPEKTHBIX TCHOB U 3aMEHa UX Ha
HOpMaJIbHBIE TeHBI). BriepBBIe MeTO/ TeHHOU Tepartiy ObUT IPH-
MeHeH B 2006 1. y 6oxpHOro norpanugHsiM b3. Uepes 3 roga
TpaHC-TeH MPOJOJDKaJI IKCIIPEeCcCUpoBaThes. B mepecakeHHOM
KOK€ OTMEYAJIOCh CTOIMKOE YBEIHMUYCHUE KOJTMYECTBA (yHKIHO-
HaJIbHO aKTUBHOI'O JaMuHMHA 332. OCHOBHBIMU TPYIHOCTAMHU
TeHHOW Tepamuu SIBISIIOTCS BO3MOXKHOCTb Pa3BUTHS ayTOUM-
MYHHOH pEaKIliH, BO3MOXXHOCTH BOCCTAHOBJICHHS CITIOCOOHO-
CTH BUPYCHBIX YaCTHIl BBI3bIBATH PAa3BUTHE WH(EKIHOHHOTO
npouecca (Merox BBeaeHus JJHK in vivo); Bblcokasi CTOUMOCTB
u ap. [IpeomoneB 3Tn TPYIHOCTH, TAaHHBIN BHI JICICHHUS MOXKET
CTaTh MEPCIEKTUBHBIM B JeueHuu b3.

Krnerounas tepanus 3akiroyaeTcsi BO BBEACHUH B OPraHU3M
YeJI0BeKa KIIETOK, CIIOCOOHBIX 3aMEHUTH (DYHKIHIO T'eHEeTHYe-
CKU MOBPEXICHHBIX KIETOK. MeTo/] KIIETOUHOH Tepaniy BKIIO-
yaeT B ce0s MHBEKIIMOHHOE BBEJCHHE (PUOPOOIACTOB B KOXKY,
HCIIONIB30BAHUE TTOJMIIOTCHTHBIX CTBOJIOBBIX KJIETOK, a TaKKe
nepecaaKy KOCTHOro Mosra. IlepBblif crioco0 KIeTOuHOH Tepa-
UM OCHOBaH Ha crocoOHocTH (UOPOOIACTOB CUHTE3UPOBATh
JIOCTaTOYHOE KOJIMYECTBO KOJIareHa JUIst 00eCIIeueHNs TTOITHO-
LIEHHOH CBSI3U MEXKIy 3UAEPMUCOM U AepMOoil. B pesynbrarax
UCCIIeIOBaHUM Ha MBIIIAX C PELeCCUBHBIM TUCTPO(OUUECKUM
b3 orMeueHO, YTO MaKCHMaJIBHBIH CPOK (DYyHKIIMOHMPOBAHHS
¢ubpodmacroB 28 mueir. Ho Gmaromapst mmnuTeabHOMY HEpHO-
Iy TosyBbIBeeHHs KoytareHa VII Tuma monoXuTenbHbIid d¢-
(dexT Tepamuu orMeuacs goibiie (o 70—100 gueit) [42, 43].
B nanpHeidmeM HeoOXOQMMa ONTHUMHU3ALUS KyJIBTYpabHBIX
CBOWCTB KJICTOK JUIsl YBEJIMUCHHS MPOJOIKUTEIBHOCTU UX CY-
IIeCcTBOBAaHUA B iepMme. [lepecasika KOCTHOTO MO3ra HTIpaceT 3Ha-
YUTEIBHYIO POJIb B BOCCTAHOBJICHHH TTOBPEKICHHBIX OPTaHOB,
B TOM YHCJI€ U KOXKH. JJaHHBIH METOJI MO3BOJISIET YCUIUTD CTPYK-
TYPHYIO IIPOYHOCTH KOXKH, 00eCIedrBasi OpPraHu3M Ha IPOTshKe-
HUW BCEW KM3HU CTBOJIOBBIMH KIIETKAMHU KOXKH 0€3 TreHeTHde-
ckux aedextoB [44—47]. Xors mepecajika KOCTHOTO MO3Ta U
SIBJSIETCSL XOPOILO pa3pabOTaHHON METUIIMHCKOHN POy PO,
OTMEYeH BBICOKUI PUCK Pa3BUTHS OCIOXKHEHHH y O0NbHBIX B3,
YTO OrpaHMYMBAET BO3MOXXHOCTH €€ NpUMeHeHHs. Mertox mo-
JIMTIOTCHTHBIX CTBOJIOBBIX KJICTOK OCHOBAaH Ha WCIPABICHUH
CTBOJIOBBIX KJIETOK ITyTE€M MEepernporpaMMUpPOBAaHHs COOCTBEH-
HBIX KJIETOK KOYKH MaLlMEeHTA, JAEJIaI0IIee UX CXOTHBIMH C SMOpH-
OHAJILHBIMU CTBOJIOBBIMU KileTKamu [48, 49]. Knerounas tepa-

IS SIBIISICTCS TEPCIICKTUBHBIM METOIOM B JiedeHnu b, HoO B
HacTosmiee Bpems B Poccuu ee mpuMeHEeHHE OTPaHIYIEHO OTCYT-
CTBHEM 3aKOHOJATENBLHON 0a3bl. Bece mepeunciieHHbIe METOIbI
HaXOJATCS 3a PyOe)KOM Ha dTare pa3pabOTKH W KIMHHYIECKHX
ucnelTaHnil. B HacTosmiee BpeMs WX IMPHMEHEHHE 3aTPyTHEHO
OTCYTCTBHEM JOCTaTOYHOM JOKa3aTelIbHOI 0asbl M BBICOKOIL
CTOUMOCTBIO.

HecmoTpss Ha 3HaYMTENBHBIA MPOrpecC B MOJIEKYIISIPHOM
T€HETHKE U TOYHOE ONPEACICHUE UCTHHHBIX MPUYMH BO3ZHHK-
HOBeHHs pasHBIX (opm B3, sddexruBHOTO Ccrermdnraeckoro
JedeHus He cymecTByeT. CTapble METOIBI OTBEPTHYTHI KaK He-
3¢ eKTHBHBIC, U B HACTOSIICE BPEMsI OCHOBHBIM METOIOM Je-
geHHs bD sBISAETCA CHMIITOMaTHYECKas, NMPEUMYIICCTBEHHO
HapyxHasd, Tepanus. [IporenHOBas Tepamnus, TeHHAs U KJICTOU-
Hasl Teparus TpeOyIoT 10pabOTKH M JOMONHHUTEIBHBIX KIWHHU-
9eCKHX MCTBITaHHUH, HO B TIEPCHICKTHBE CITOCOOHEI PEIIUTH ITPO-
6nemy neuenust b2.
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