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FrEHHAS TEPAMWA HAC/NEACTBEHHbIX 3ABONIEBAHUN —
PEANNTbHOCTb W MEPCIEKTWBLI

MHcTUTYT nynbmoHoniorum M3 Pd, MockBsa

leHHas Tepanua— BBefleHWe B OPraHU3M Yeno-
BEKa TEHOB C Lenbl KOPpeKuun HacnefCTBEHHOrO
peekTa wunm obecneyeHUs WHOW akKTUBHOCTM (Ha-
npumep, MNPOTUBOOMNYXONEBON) — [ONTOE BpeMms
oCTaBafiaCb B paMKaxX TeOpeTUYEeCKUX W 3KCMepu-
MEHTanbHbIX uccnegosaHuii. B 1980 rogy 6bina
npeanpuHATa HeCaHKUWOHMWpPOBaHHAA MNOMbITKA [eH-
Holi Tepanuum y 6onbHOro p-tanaccemunein. Pe-
3ynbTaT, OAHaKO, 0Ka3ancd HeyTeWWnTeNbHbIM Kak
M3-3a HWU3KON 3PHEeKTUBHOCTM WCMONb30BaBLUErocs
B TO Bpemsa meTofa nepeHoca AHK, Tak #“ cnox-
HOCTM  KOppekuun pedekTa MOSEKYAbl TFEMOrFN0-
6uMHa (nocnegHssa COCTOUT M3 ABYX NOAMNenTUA-
HbIX Lenei, KOHTPONMPYEMbIX FeHaMu, PacnofioXeH-
HBIMW Ha pas3HbIX XPOMOCOMax; CMHTe3 obemx Lenein
CTPOro KOOpAWHMPOBaH, OLHAKO MexaHuW3Mm, obecne-
UMBAKOLWMNA 3Ty KOOPAMHALMIO, NPaKTUYeCKU Hewus-
BecTeH). Ewe opgHo pecatunetue noTpeboBanoch
Ha pa3paboTKy HOBbIX MeTOAMYECKMX MNOAXOLOB, NO-
Ka, HaKOHel, reHHasa Tepanus Bbllifa Ha YPOBEHb
ouUManbHbIX  KAUHUYECKUX MUCMbITaHWii. [lepBblii
KMHUYECKUIA NPOTOKON FEHHON Tepanumn Obin YyTBEPXK-
feH B aBrycTte 1990 roga KomwuTteTomM no Hagsopy
3a paboToil ¢ pekom6buUHaHTHbIMMW OHK HaunoHanb-
HbiX WHCcTUTYTOB 3g0poBbs CLUA, a B cepeguHe
CeHTAGpPA y)Xe Havanacb ero anpobauus. Bce Be-
AYLWMe HayyHble XXYPHanbl MMpa NOMECTUIN HA CBOUX
CTPaHMLUaxX KOMMEHTAPUU, NOCBALLEHHbIE 3TOMY COObI-
TUIO, OLEHWB €ro Kak Havyano npuHLUNManbLHO
HOBOW 3pbl B MeguuuHe. B MOMeHT HanucaHuma
JaHHOTro o0630pa KAWHW4YecKas peannsauus TreHHOW
Tepanuu nposoaunacb yxe no 11 npotokonam, euie
9 MPOTOKO/IOB ObIIN YTBEPXAEHbI COOTBETCTBYIOLLM-
MU HaUWOHANbHLIMW WHCTAHUMAMKM W UX peanunsa-
una fJos/kHa 6blna HavaTbCsi B Oaudailwee Bpe-
Mf, CBbiwe 10 MPOTOKO/IOB HaxoAWNWCb Ha CcTaguu
paccmoTpeHusi. K MOMeHTY Bbixofda 0630pa 370 yucno,
BEPOATHO, 6yaeT ewe 60nbWKUM. KAMHWYECKME UCNbI-
TaHUA BefYyTCA MO Tpem HanpaBleHuaM — 3/10Kaye-
CTBeHHble onyxonu, CIMWL wn HacnefgcTBeHHasd
natonorus. O4yeHb 6AM3KO K TFEHHOW Tepanuu npu-
MblKaeT W HanpasfieHWe, CBA3aHHOe C MCNO/Mb30Ba-
HMEM TeHOB [1F MapKUPOBKW KJeTOK (C Lenbko
CNeXeHns 3a Ux cyabboi nocne BBeeHNA B OPraHn3m
yenoseka). MpepgnaraeMblii 0630p NOCBSALWEH TONbKO

reHHOW Tepanuu HacneAcTBeHHbIX 3a60/eBaHUIA.
B Hem, nomumo yxe peanusyembiX (UAM Haxopns-
WMUXCA Ha «CTapTe») MPOTOKONIOB FEHHOW Tepanuw,
pPacCMOTPEHbl U MePCNeKTMBbI 4aHHOTO NoAxofa B OT-
HOWweHUN Hambonee 4acToll HacneACTBEHHOW naTo-
NOTUN OPraHoB AblXaHWA — MYKOBUCLMAO03A U IM(U-
3eMbl Nlerkux npu geduunte anbda-1l-aHTUTPUNCUHA
(AAT). Pe3ynbTaTbl NMPOTOKONOB FEHHONO0 MapKupo-
BaHMWS W TeHHOW Tepanuu onyxonein m CMAL mox-
HO HaliTu B HefaBHem 0630pe W. F. Anderson [3].

Mpexpae 4em MepeirTn K pPacCMOTPEHWUIO nNpoTo-

KOJIOB TEHHOW Tepannmnu, KOPOTKO OCTaHOBMMCA Ha
TOM, Kak HOpM&J’IbeIVI reH BHOCUTCA B KNETKU
naymeHrta. Kak npasuno, 3170 AenakdT C NOMOLWbIO

BEKTOPOB — MONEKYNAPHO-6MONOTNYECKUX KOHCTPYK-
UMA, WUCKYCCTBEHHO CO34aHHbIX B flabopaTopusax Ha
OCHOBe BMpPYcOB (peTpo-, afeHo-, repnecBuMpycoB
n gp.). W3 HYKNeMHOBbIX KWUCNOT 3TUX BUPYCOB
yhaneHbl uan MOAUGULMPOBAHLI TeHbl, OMNpegensio-
WMe MX NaToreHHOCTb UM CMOCOOHOCTb Pa3MHOXaTb-
cs, W, HAao60poT, BCTaBNAEHbl [OMONMIHUTENbHbIE Tre-
Hbl, nNpujatolme 3TON KOHCTPYKUMU HYXHble CBOM-
cTBa W MO3BONAKLWME NPOCNeANTb 3a Hel B opra-
HU3Me. BeKTOpbl COXpaHAT CNOCOGHOCTb «MNOPO-
OVBLUErO» UX BUpPyca MNPOHUKATb B  K/eTOUYHOe
A4p0, a B Cflyyae PpeTPOBUPYCHbIX BEKTOPOB elle
W UHTErpupoBaTh CBOI FEHETUYECKUI MaTepman B Xpo-
MOCOMbl. Takmm 06pas3om, BK/OUYMB B BEKTOpP Tpe-
b6yemblii yenoseueckunii reH (B suge KAHK 3toro
reHa), MOXHO o6ecneynTb [OCTaBKY MNocCnegHero
B knetkn. B kOAHK kogupyrouwas 6enok mHgpopma-
uMs npepctaBneHa B BWAE HeMNpepbIBHOW nocnepno-
BaTeNbHOCTW, B OTAMYME OT reHa, rAe Koaupytolue
yyacTKM (3K30HbI) MNepemMeXxawTcss C HeKoaupyto-
WwmuMn (MHTpoHammn). Hambonee aheKTUBHLIA nepe-
HOC TreHa JoOCTuraetTcsd C MOMOLWbIO pPeTpoBUpYyC-
HbIX BEKTOPOB (MMEHHO OHW (UrypUpyloT BO BCEX
peanun3yemblX B HacTosiuiee BpeMs MPOTOKOAAX FeH-
HO Tepanmu). OAHaKO Yy PETPOBMPYCHbLIX BEKTO-
POB €CTb OAHO CYLLEeCTBEHHOE OrpaHW4YeHne — OHU
(YHKLWNOHMPYIOT TONbKO B aKTUBHO AENALLUXCA KeT-
Kax. [MoaTomy NS TKaHel, rge MuTO3bl pefku, Ha-
npuMep B Nerkux, anbTepHATUBOW SBASKOTCA afeHO-
BMPYCHble BEKTOPbI.

CxemMaTMYHO TreHHas Tepanusa BK/KYaeT Cleayto-



Wwme ctagunm: 1— reH, KOTOpbIA [0/DKEH ObiTb BHe-
CeH B KNETKYy C TepaneBTW4YECKOl Lenblo, BCTpaun-
BaeTCAd B BEKTOP;

2 — obecneynBaeTCca KOHTAKT BeKTOpa, COfepialle-
ro «TepaneBTUYECKUI» T[eH, C KAeTKaMW nauuneHTa
(3T0 MOXHO pfenaTtb Kak in vitro, Tak # in Vvivo);
3 — BeKTOp MPOHMKAaeT B KNETKW MauueHTa W BMme-
CTe CO CBOMM TEHeTUYeCKUM MaTepuasom BHOCUT
B A4PO U «TepaneBTUYECKUN» TeH;

4 — B KNeTKax, MNOABeprinxcs reHeTUYeckol Kop-
pekuun, MAET CUHTe3 6enka, KoLUPYeMOro «Tepanes-
TUYECKUM» TeHOM. CMHTe3upyemMblit 610K BbIMOAHAET
CBOM (DYHKLUW.

[ns nepeBoro npoToKona TreHHOW Tepanuu Obin
BblOpaH HacneACTBEHHbIA AepUUMT ageHO3MHAeaMu-
Hasbl (ALA). OTo [ocTaToyHO peakoe 3aboneBa-
Hne (1 : 100 000 HOBOPOX/AEHHbIX) CBSI3aHO C MyTa-
UMel reHa, KOHTpoaupytuwero 3toT epmeHT. ALA
B 6ONbWINX KOMMYECTBaxX MNPUCYTCTBYeT B KJeTKax
KPpoBW, M fehnUMT 3TOro ¢epMeHTa Mpexae BCEro
CKasblBaeTcAd Ha HWUX. KAUHWYECKM OH nposABafeTcs
B BWUAe THXKENOro KOMOMHMPOBAHHOIO WMMYHO[e-
huynta, nNpuyeM OCOOGEHHO 3aTPOHYTbIM OKa3blBaeT-
cAd T-knetoyHoe 3BeHO. Bbibop pfgaHHoro 3abonesa-
HUA ONA NepBOro MNpPOTOKONa TEHHOW Tepanuum He
6bln cnyyvaeH. Bo-nepsbix, pepmeHT ALA, B 0TAnuune
OT remornobuHa, KOHTPONUPYETCA TOMbKO OfHUM
reHom. Ho camoe rfnaBHOe, 4TO M3-3a y4yacTua faHHO-
ro gepmMeHTa B MeTabonn3Me HYKNEUHOBbLIX KUCNOT
KNeTKn C HopManbHbIM reHoM AJA ob6nagatoT
CEeNeKTUBHLIM  NPEVMYLLECTBOM Mepes  KNeTkamu,
cofepXawmnumMm MyTaHTHbIA reH. MocnegHee NoBbILa-
N0 WaHCbl Ha Yycnex TreHHOW Tepanuu, W WUMEHHO
NMo3aToOMy ee MepBblli NPOTOKON Kacanca pepuuuta
AJA. 3T1oT npotokon [17] npegycmarpuBan ne-
peHoc in vitro HopmanbHOro reHa ALA, BCTpPOEH-
HOrO B peTpoBMpPYCHbI BekTop LASN, B npepBa-
PUTENBHO Bblfe/NIeHHble U Pa3MHOXEeHHble T-numdo-
uMTbl nauueHTa. [llpouefypa BK/OYaeT npoBefe-
Hue neikadepesa, OYNCTKY NENKOLUMTOB Ha rpagueHTe
(hukona u WX nocfegylollee Ky/IbTUBUPOBaHME B
YCNOBUAX, CTUMYNUPYIOWNX aKTUBaLM WU poCT
T-numpoumntoB (OKT3 MOHOKNOHaNbHble aHTUTeNa,
WHTEpNeinknH-2). Mocne Toro, Kak T-KNETKN HauyMHa-
0T AennTbCs, MNPOBOAUTCA UX UHKYybauus c
LASN-AA, ©n u4epe3 HECKONbKO [HeiA «ucnpas-
NeHHble» KNeTKW BO3Bpalw,arTca 06paTHO B KPOBb
naymeHta. [Ana obecnevyeHUs MaKCUManbHO MoO-
HOro T-K/eTOUYHOro «penepTyapa» (BblpawueaHue
KNeToK u3 ofHoro o6bpasua uMeeT [AOBO/bHO Bbl-
COKYI0 BEPOATHOCTb OJINTOK/IOHALHOCTU NOMYUYEHHbIX
T-KNetok) npouegypa nosTopsAeTcH.

KnuHnyeckne wucnbiTaHMA MO0 AaHHOMY MPOTOKO-
ny nposogatca B CLIA Ha fABYyX nauueHTKax
¢ pepunumtom AJA (4- n 9-neTHero Bo3pacTa)
[3, 7]. TeHHas Tepanua y nepBOi NauueHTKU Obl-
Nna Hayata B ceHTabpe 1990 roga. Lo 3TOro oHa
B ' TeyeHMe [BYX JfleT nojayyana 3amMecTUTESb-
HYlO Tepanui — WHQPY3MM  Oblubero  ¢epmMeHTa
ALA, KOHBHTMPOBAHHOINO C MNOMN3ITUNEHT/INKONEM
(AOA — M3I). Kakoe-To BpeMa 3amMecTUTesbHas

Tepanua umena 3gpgekT, 0AHAKO 3aTEM KO/MMYECTBO
T-NUMMOUUTOB CTan0 HEYKNOHHO CHMXATbCHA, OYEHb
4acTo pasBMBaNUCL WHMEKLUW, U K MOMEHTY Ha-
yana TreHHOW Tepanuu nauuMeHTKa Oblna aHapruy-
Ha. [eHHasa Tepanua nepsble 10,5 mecaua nposo-
gunacb € WHTepsanoM B 1—2 mecaua (B TeyeHwue
3TOro cpoka nauueHTKa nonydmna 10 WHGY3ui).
3a 3TO BpeMA KAMHWYECKOe COCTOSIHME MW MoKasa-
TeIM UMMYHUTeTa YAYYLUANCb HACTOJ/IbKO, UYTO TEH-
Haa- Tepanud Ha nonroga 6Gblna BooOWe npu-
OCTaHOB/fIeHa, a 3aTeM BO300HOBNEHa B nofAep-
Xunpawuwem pexume (MHPY3Mn oguH pas B 3—5 me-
caueB). KOHTponb NeWKoUMTOB MeputeprnyecKol
KPOBM NauUWEHTKM nokasan, 4to 25 % T-numdoun-
TOB cojepXaT HOpManbHbIA reH AJA. YpoBeHb ca-
moro depmeHta AJA B T-numdouutax BO3pOC
¢ 1 po 25 % ot Hopwmbl. [leBOYKa cTana noce-
WwaTb WKONY, UH(EKUUN Y Hee OTMeYyaloTCA He yalle,
4eM Yy ee 3[0pOBbIX CBEPCTHUKOB, YNYYLIUINCH
MHOrvMe rnokasaTtenu MMMYHUTeTa. B OTHOLWeHUW BTO-
PO NauueHTKW, TeHHas Tepanus KOTOPOA Obina
Hayata B fAHBape 1991 ropja, W3BECTHO, 4TO OHa
nonyumna yxe 11 MHPY3UA M 4To AMHaMUKA KAu-
HUYECKUX U MMMYHONIOTMYECKUX MoKa3aTenei y Hee
TakXe nosioxutenoHas. Kakue-nn6o nobouyHble ad-
(heKTbl FeHHOM Tepanuu B 060MX CNyyasax OTCYTCTBO-
Bann. XoTtenocb 6bl NOAYEPKHYTb, 4TO 06e na-
LWEHTKN BCe BpemMs [Mofiyyaanm W NPOLOJIKAKT
nofyyaTtb 3amMecTuTenbHyto Tepanuwo AJA — M3T.
3TO0 BaXHblIA B 3TUYECKOM OTHOLUEHUU MOMEHT,
TaK KakK HWUKakue KIWUHWYECKMEe UCMNbITAHUSA He fawoT
MOpasibHOro npaBa fiMWaTh NaLMeHTOB Tex npenapa-
TOB, KOTOpPble Ha fAaHHbIi MOMEHT ABNAKTCA Haubo-
nee 3thheKTUBHbLIMMW.

YcnelwHble pesynbTaTbl peannsayum nepsoro npo-
TOKONa reHHOW Tepanuu SABWUANCbL OCHOBOW AN €ro
JanbHeiwero pa3suTnua. Tak, HECOMHEHHO, 4TO ecnu
rei AOLA BBOAUTL He B 3pefible KNeTKU, a B UX
npeaLwecTBEHHUKN, TO MOXHO CHW3UTb 4acTOTy WH-
dysnii u npn a3tom obecneuynTb 6onee LINPOKWUIA
«penepTtyap» T-numpountos. Ha 3TOM OCHOBaHMK
6blna npeanoXXeHa moau@uuMpoBaHHas BeEPCUS TeH-
Hoil Tepanuu geduuynta ALA. T[MocnegHas npea-
nonaraet KOPPeKUWK He TOJIbKO Mepuepnyecknx
T-nMMpoLNTOB, HO W KNETOK-MpejlecTBEHHNKOB,
Haxogsawmxca B nepudepnyeckoin kposu (nocneg-
HMe HeCyT Ha cBoeili noBepxHocTn CO034). [MMpu
3TOM MCMNONbL3YKTCA [Ba pasHblX BekTopa — bABbDI
(pna T-numdounto) u GINaSvAd (gna Knetok-
npejLecTBEHHUKOB U MX NMOTOMKOB). Pa3nuuune Bek-
N'opoB MO3BONAET OTAENbHO MPOCNeAuTb 3a CYAb-
601 3TUX KNETOK MOoCne WX BBEAEHUS B OpPraHusmM.
KnuHuyeckne wucnbiTaHUA [JaHHON MOAUGULMPOBAH-
HOM BepcuM [O/MKHbI HayaTbcd B CLUA B 61un-
Xalilwee Bpems.

Oepnunt ALA Bbi6paH B KavyecTBe 06bekTa A4
FreHHOW Tepanuu ewe B ABYX cTpaHax — WTanum
n FonnaHguu. WTanbAHCKUIA NPOTOKON BKAtOYaeT
reHHYI0 KOoppekuuto nepugepmnyecknx T-nnmhoumToB
N KNeToK-npeflwecTBeHHUKOB (o6oraweHHy0 (pak-
LMIO MOCNeLHUX, OfHAKO, MOoJiy4yalwT W3 KOCTHOro



Mo3ra). TakXe, Kak U B aMepMKAHCKOM TMPOTOKO-
ne, AN KNeToK, pasnmyalowmuxca no CTeneHn 3pe-
NOCTW, WCNOMbL3YIKT pa3Hble BEKTOPbl. [eHHas Te-
panua Hayata B MapTte 1992 roga y 5-neTHero
Mafbyunka. Bckope HauyHeTcdA.peanunsauusa v ronfiaHg-
CKOro MpoTOKOMa, KOTOPbI TakXe npejgycmaTpuBa-
eT KOPPEeKLMI0 KNEeTOK-NPeswecTBEHHUKOB 13 KOCTHO-
ro mosra.

Ewe ogHMM HacneAcTBeHHbIM 3ab0/ieBaHUEM C YXKe
3anyleHHbIM NPOTOKONIOM FEHHON Tepanuu ABnseTcA
remogunma B [3]. MocnegHsa cBsAzaHa C MyTauumei
reHa, KOHTponupywluero gaktop IX cBepTbiBaloLei
CMCTEMbl KpoBU. B pgaHHOM MpOTOKONE KOPpeKuuu
nognexat (guépo6nacTbl KOXW NauueHTa, npeaBa-
pUTENbHO Pa3MHOXEHHbIE in vitro. BsegeHue Hop-
ManbHOro reHa (paktopa IX ocyuiecTBnserca c no-
MOLLbIO PEeTPOBUPYCHOTro BekKTopa. «licnpaBneHHbIe»
(hnbpobnacTbl BO3BpaLLAOTCA NaLUEHTY NyTem Noj-
KOXXHOTo BBefeHudA. KnuHuyeckme wucnbiTaHUg npo-
BoasTca B Kwutae ¢ pgekabps 1991 ropa. Pesynb-
TaTbl [AHHOrO0 MPOTOKO/MA MOKa He O0Nny6/MKOBaHbI.

B 6nuxaliwee Bpemsa euie ofHO 3aboneBaHne —
HacnefCTBeHHAA  TUMMepPX0NecTepuHeMus, no-BUAK-
MOMY, TakKXe OKaxXeTcsd O0O0bEeKTOM T[eHHOl Tepa-
nMu. 3Ta TAXKenas naTonorus cesfsaHa Cc MmyTauumei
reHa peuenTtopa /IMMOMNPOTEMHOB HMW3KON MAOTHOCTMU.
CooTBeTCTBYKOLWMNIA NpoToKon noarotoeneH B CLUA

[9]. MnaHupyeTca ucCNoib30BaTb renaTtouuTbl na-
LUMeHTa, KOTOpble MOC/e BCTaBKM B HWX HOPMasb-
HOro reHa O6yfAyT BO3BpawaTbCa nNaluMeHTy uepes

nopTanbHYl CUCTeMY KpPOBOOOpalleHUs.

HacnefncTeeHHas naTofiorMa Nerkux mnoka oTCyT-
CTBYeT Cpeau MPOTOKO/IOB TEHHOW Tepanuu, OfHAaKo
nuccnefoBaHMs B 3TOM Hanpas/fieHUM BeayTca [o-
BO/IbHO MHTEHCUBHO. 3TOMY CNOCOBCTBYET 3HAUUTENb-
Hbli nporpecc, [AOCTUrHYTbIA 3a MNocnejHWe rojpl
B M3YYeHUN MONEKYNAPHO-TEHETUYECKUX MeXaHU3-
MOB MYKOBUCLMAO03a U IMGU3EMbI NIETKUX, CBA3AHHOIA
c peduuntom AAT. MyKOBUCLUMAO3 Bbi3biBaeTCA
MyTauueit CF-reHa, pacrnofioXeHHOro Ha ANUHHOM
nneye 7-ii XPOMOCOMbI. 3TOT TreH KogupyeT G6e-
NOK, KOTOpbIA hopMupyeT B anuKanbHO Membpa-
He anuTenuanbHbIX KNETOK KaHa/bl 4/ MOHOB XJiopa.
MyTauun CF-reHa nNpuMBOAAT K CUHTe3y AeMEeKTHOro
6enka, He CNOCOGHOro0 BbLIMOMHATbL CBOK (PYHKUMIO.
B pesynbTaTe Hapylaetcda TpaHCNoOpT XJjopa, 4TO
B CBOK oOuepedb MNPUBOAUT K W3MEHEHUIO MNPOHU-
LaemocTn Mem6paHbl Ans Bofbl. ®opmMuUpyeMblit
aNUTeNManbHbLIMU - KNeTKaMu  CAU3UCTBIA  cekpeT
n3-3a BbIPAXEHHOW fJerugpaTaumu  OKasbiBaeTcs
4ypesMepHO BA3KMM W MJ0X0 OTAeNsieMbiM. Takoii
CeKpeT, 3aKynopuBas MefiKue pecnupaTtopHble MyTu,
NMPMBOAMT K PasBMTUIO BOCMANEHWA U XPOHWUYECKOi
WH(eKLMU B nerkux. bonee nonHble faHHble B OT-
HOLIEHUN 3TMOMNaToreHesa MYKOBUCLUMAO3a MOXHO
HainTu B 0630pax [2, 6].

Pa3BuTue aMmdpusembl fierkux npu gepuunte AAT
CBA3aHO C MyTauumein KOHTponupytoLlwero 3ToT 6e-
nok Pl-rena. MocnegHuii pacnofiaraetca Ha AJWH-
HOM nnevye 14-ii  Xxpomocombl. ®DyHKumeir AAT
ABNAETCA MHTMOMpPOBaHME 3nacTasbl — (PEPMeHTa No-

NMMOP(MHO-AAEPHbIX NeAKounTOB. 3nactasa, Bbife-
naemas B o4yarax BOCMNajeHusa, paspylwaet 3na-
CTMUYecKMe BOJSIOKHa, ogHako AAT orpaHuuymBaeT 30-
Hy ee aKTMBHOCTW. Psapg wmyTaumii reHa Pl npu-
BOAUT K CWHTE3y HecTabuNbHOro WANM CKNOHHOIO
K arperauun AAT, BCNeAcTBME 4Yero KOHUeHTpauums
aToro 6enka B KPOBM W ApYyrux 6GMONOrMYECKMX
XNOKOCTAX pe3Ko CHMXKeHa. B pesynbTaTe orpaHu-
ymBaeTcad WHrubupytowee pelicteme AAT Ha 3na-
CTasy; MOBbIWEHHAA aKTUBHOCTb MOCAeAHen npu-
BOAUT K 4Ype3MepHOMY paspyLlleHU0 31acTUYecKoi
TKaHW NIerKoro W, B KOHEYHOM CYeTe, K pasBuUTUIO
aMm¢pusembl. bonee nogpobHyw WHMoOpMauulo B OT-
HoweHun aepuumta AAT 1 CBSI3aHHOM C HUM NaTono-
rmm MOXHO HailTm B 0630pax [1, 5].

C TOYKM 3peHus reHHOW Tepanuu cneyuguka op-
raHoB [blXaHWA MpefocTaBAeT ONpefefieHHble npe-
nmyuiectsa (Hanpumep, BO3MOXHOCTb a3p030/bHOI0
BBeJEeHWA BeKTopa), O[HAKO, C JpYroi CTOPOHbI,
OHa e BbI3blBaeT W pafj npobnem. Tak, peTpo-
BMPYCHbIE BEKTOPbI, YCMNeWHO anpobupoBaHHble npu
pepununte ALA, o0KasbiBaloTCAd ManonpurogHbiMu
M3-3a HU3KON MUTOTUYECKOW aKTUBHOCTWU KJIETOK, KO-
TOpble B [aHHOM Cnyyae [O/DKHbI NOABeprarbcs
FEHETWYECKOW Koppekuun. XoTa B 3KCMepuMeHTax
C pacTywumy in Vitro KneTkamu pecnupaTtopHOro
anuTenusa 60JIbHbIX MYKOBUCLMAO030M WX YAanochb
«UCMPaBUTb» C MOMOLLbID PETPOBUPYCHBLIX BEKTOPOB,
Hecyuwmx HopmanbHbili CF-reH [8, 12, 13], TeM He
MeHee TeHHbIi MepeHOC ,in vivo TpeboBan BEKTOpa,
He Hy>XJalLlleroca CTONb OCTPO B AKTUBHO fens-
wuxes Knetkax. Mcexoga w3 aTux  TpeboBaHUiA,
B nabopatopun pg-pa Crystal n3 HauymoHanbHbIX
NHcTutyTOoB 3p0poBbs CLUA 6bi1 co3gaH pekoMbu-
HaHTHbIA afeHOBUPYCHbIA BekTOp. M0A06HO CBOEMY
«NpapoanTento» — afleHoBupycy 5-ro Tuna — 3T0T
BEKTOP TPOMEH K NerovyHoi TKaHW, OfLHAKO He
npeacTaBfifeT ANA Hee ONACHOCTU, TaK KakK fedeKTeH
B OTHOWeHMM pennukaymm. C NOMOLWbIO 3TOr0
BEKTOpa, cojepxawero B ofHoM cnyyvyae CF-reH
[15], a B gpyrom — P1-reH [14] 4yenoBeka, B 3Kcne-
pumMeHTax in Vvivo yAanocb OCYLWeCTBUTb MepeHoc
3TUX TEeHOB B pPecnupaTtopHbIli  3NUTENUin  Kpbic.
B oboux cnyyadx wucnonb3oBanca WHTpaTpaxeasb-
Hbli crnoco6 BBefeHuda. B pesynbTate  umenu
MecTO He TONbKO 3Kcnpeccusa WUHGOPMaLUOHHOW
PHK o06oux TreHOB, HO W CWUHTe3  uUX O6eNKOBbIX
npoayktos (AAT onpegensncsa B TeYeHWe MO Kpali-
HeiAi Mepe OAHOM Hedenn mnocne BBefAeHMs, a Mpo-
OyKT CF-reHa — W —12 pHeil). HepaBHo B na6o-
patopuu fa-pa Crystal afeHOBUPYCHbIA BeKTOp ObiN
TaKXe YyCMewHo ucnonb3oBaH Anga nepeHoca Pl-re-
Ha W B Apyrve KNETOYHblE CUCTEMbl — B 3HAOTE-
NnanbHble KNeTKW 4venoBeka in vitro [11] nB KneTku
neyeHn Kpbicbl in vivo [10]. B nocnefgHem cnydvae
reH B afileHOBMPYCHOM BeKTOpe BBOAW/ICA MNyTeM
MHBEKUUN B MOPTasibHYK BEHY.

CnegyeT OTMETWUTb, YTO WCMO/Mb30BaHWE afleHOBM-
PYCHOTO BEKTOpa MNpW TeHHOW Tepanuu Yenoseka
MOXeT CTONKHYTbCA C psgom npo6bnem. Tak, mno-
CKOMbKY OH B OT/IMYME OT PeTPOBMPYCHbIX BEKTO-



poB He o6ecneynBaeT «6ECCMEPTHOro» npebbiBaHUS
B K/ETKE BHECEHHOro reHa, TO Mpoluefypa TeHHO
Tepanuu [O/KHA perynspHo nosTopaTbes. OfHako,
ecnM B 3TOT Mepuoj nNayueHT nepeHeceT 6GaHaNb-
HY0 afleHOBMPYCHYH UWH(EKUWUto, TO MocneaHss
MOXeT CMpoBOLMPOBaTb MMMYHONOTMYECKYHD aTaKy
Ha fAaHHbIA BekTop. Kpome TOro, B cClyyae «BCTpe-

uM» BEKTOpa C AWKMMMW LITaMMaMW afleHOoBMpYcCa,
KOTOpble  MOTyT TaKkXe MNomacTb B OPraHM3m
nayuMeHTa, CYLECTBYET OMACHOCTb WX KOMMIMMEH-

TapHOro B3auMMOJEWCTBUS, B pe3ynbTaTe 4Yero Mo-
XeT ObITb TeHepupoBaH MaToreHHbIi afeHoBUpYC.
Bce aTu Bompochbl TpebykT LONOMAHUTENbHbLIX 3KC-
NepuMeHTaNbHbIX WUCCNeA0BaHWA, XenaTenbHO B CU-
cTeMax, MOJenupyLlmnx CcooTBeTCTBYlOWee 3abone-
BaHWe. B CBf3M C 3TUM HYXHO YNOMAHYTb O He-
faBHel ceHcaunMm — co3fjaHnMM MbILWWHOW Mogenu Mmy-
Kosucumposa [4, 16].

B 3aknoueHne xoTenochb 6bl OTMETUTb, YTO HECMOT-
pa Ha BCe npobnembl, CTOAWME Mepes rEHHOW
Tepanueil HacNeACTBEHHbIX 3a60/1eBaHWii OpraHoB fAbl-
XaHusa, OfAWMH W3 BeAyLWWUX NMAEpoB B 3TOR o6na-
ctu g-p Crystal HacTpoeH [OBOMILHO ONTUMWUCTUY-
HO, W, MO ero OoueHKam, KIUHUYecKue WUCNbITaHWUA
JOMKHbI HayaTbCA B OnuXKaWlMe HeCcKONbKo JleT.

[TocnecnoBue

Korga paHHbli 0630p yXe Haxogunca B pe-
fJakuuu, ctano M3BecTHO, 4yTto KomuTeT no Hagsopy
3a paboToil ¢ pekombUHaHTHbIMM AHK HaunoHanb-
HbIXx WHcTuTyTOB 3p0poBba CLUA yTBEpaun B fAe-
Kabpe 1992 roga Tpu NPOTOKOMA TFEHHO Tepanuu
MyKOoBUCUMAO03a. B Hux 6ypeT Mcnonb3oBaH ajeHo-
BMPYCHbIA BEKTOP, C MOMOLLbK KOTOPOro HOpMasb-
Hblli CF-reH 6yfeT [OCTaBNATHCA B aNUTeNuaNbHble
KNeTKn nofioCTM Hoca (3TOT MPOTOKON CTapTyer,
BeCHoin 1993 ropa) wAnM ke nerkux (gBa COOTBET-
CTBYIOLMX MPOTOKOMA MJAHUPYeTCA HayaTb B 3TOM
Xe rogy, Ho B 60Jiee no3gHue CPOKW).
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