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TpaHcnnaHTauus eTtanbHOM HEPBHOW TKaHW
npu xopee [ eHTUHITOHa — pe3ynbTaTbl LUECTUNETHENO

HabnaeHna

Xopes NenTnHrToHa (Huntington’s disease, Huntington’s
chorea) — HacnegcTBEHHOE MOHOMEHHOE HEYKITOHHO MPOrpeccu—
pytoLLiee HerpopgereHepaTMBHOe 3aborneBaHyie, NposBstoLLeecs
cneunryYeckMMn MOTOPHbIMI HapyLLEHKAMY (Xopeen), name—
HeHVeM NoBEAEHVIA 1 MPOrpeccupytoLLen aemeHumen. Heckonb—
KUMW rpynnamMun nccrnepoBaTener ons Koppekummn JaHHOro 3a—
H6oneBaHusa Gbin NpeanoXeH MeToh HepoTpaHcnnaHTaummn
dheTanbHOM TKaHW ronoBHOro Moara. Llensto HermpoTpaHcnnaH—
Taumm JonxHa 6bina cTaTb 3aMeHa HepBHOW TkaHu obnacTtu
CTpMaTyma B rofIoBHOM MOS3re PeLMNUEHTOB, (yHKLIMOHMPYHO—
LM TpaHcnnaHTaToM. VIMeHHo B 06nacT NofKopKoBbIX sipep
NpoucxoauT rubens HeMpPOHOB 1 TepsieTcs (YHKLMOHAaNbLHas
CBA3b C KOpow. [locne npeknMH1n4ecKkoro nayyeHns metoga [71]
HecKornbKko rpynn rnokasanv 6e30nacHoCTb U BbIMNOSHUMOCTb
Takunx Npouenyp B kKnnHuke [3-61.

6 neT HasaZ B pamkax OrpaHuUYeHHbIX KIMHUYECKMX UCMbl—
TaHU S naumeHTam ¢ xopeew [eHTuHrToHa (XI7) 6binm BbINON-
HEHbl BHYTPMMO3roBble TpaHCMNaHTaunn eTansHon HepBHOM
TKaHu Bo PpaHuy3sckom rocnmtane CHU Henri Mondor (Cretell,
France). KneTtouHbIn MaTepran nonyyany U3 rofloBHOr0 Mo3ra
neranbHO abopTMpOBaHHbLIX 3MBPUOHOB YenoBeka 7,5-9 He—
Lenb rectaumun. TkaHb nepecaxunBany CTepeoTakCuyeckm bu—
naTepunbHo Yepe3 4-5 TPekoB B XBOCTATOE AP0 U CKOPMyny.
KnuHunyeckoe ynydileHne (gBuratensHoe 1 KOrHUTUBHOE) Mpo—
LEMOHCTPMpOBanu Tpoe nauveHToB Yepe3 30 mecsues nocne
TpaHcnnaHTaumm [1-3], oguH naumeHT ymep Yepes 4 roga [3].
HonroBpemeHHoe LLecTu-neTHee HabnogeHne 3 nNaumneHTos,
NMPOLAEMOHCTPVIPOBABLUNX MOMOXMUTENbHbIA pe3ynbTaT Yepes 2
roga nocrne TpaHcnnaHtauum [2], npegcTasneHo B nocnegHeMm
oT4yeTe rpynnbl, onybnmkoBaHHOM B xypHarne Lancet Neurology.

3HauuTensbHoe ynyYlleHve aBUraTesibHom hyHKUMN U cTa—
6unmsauma Habnganock y 2 NauMeHToB B TEHEHNE BCEr0 Bpe—
MeHu (6 neT) n y ogHoro naumeHTa B TedeHne nepsbix 4 neT,
0[HAaKO Mocre 3T0ro BHOBb MOSIBMSNOCH YCUMEHNE AUCTOHUN.
NcuxomoTopuka 1 KOrHUTUBHbIE dyHKUMK no wkanam MDRS
(Mattis Dementia Rating Scale) n MMSE (Mini-Mental State
Examination) y Bcex nauMeHToB CunbHO BapbUpoBani C Nepyopa—
MW YNyYLLIEHWS, CTABUM3aLMN 1 YXyALLEHUS. 3nekTpodnamnonor—
YECKMI TECT Nnokasan ctabunmusaumio 3abonesaHUs B TedeHne 5
NEeT ¢ MOMEHTa TpaHcnnaHTauumm. MnocurHar, accoLUMpoBaHHbIN
C TpaHCMaHTaToM B CTpUaTyMe, Ha MarHUTHO—PEe30HaHCHOM To—
Morpadin ocTaBasncsa HeM3MeHHbIM B TedeHne 6 net. Hakonne—
HWe rTHKO3bl, M0 AaHHBIM NMO3UTPOHHO—3MUCCOHHOM TOMOrpadum,
B 3TOM 0611acTM 0OCTaBanoch CHUXXEHHbIM BCE Bpemsi Habnoae—
HVS, OOHaKO Ha TaKOM e YPOBHE, Kak 1 [0 TpaHCniaHTaumm.
Tem He MeHee, HaKOMMeHWe rnoKo3bl B kKope obnacTy nobHom
LONN YNyyLLanock 40 HOPMarnbHOro YpoBHA Yepes 2 rofda nocrne
npoLeaypbl 1 0CTaBanoch cTabubHbIM B TEHEHWE BCEr0 BPEMEHW
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HabntopeHus. Takas meTabonmyeckasn reTeporeHHoCTb Noc—
ne HenmpoTpaHcnnaHTauum cornacyetcsa ¢ fgaHHeiMu Furtado
S. [9]

ABTOpbI MCCNEaoBaHVSA LenatoT BbiBOA O JOTOBPEMEHHOM
TepaneBTMYecKoM 3dhhekTe METOLAA HEMPOTPaHCMNaHTaummn y
naumenToB ¢ XI. Yny4diueHve 1 ctabunmsavums npouecca KmHn—
YECKM U MO UHCTPYMEHTaNbHbIM AaHHbIM MCCNefoBaHNA akTUB—
HOCTM FOfIoBHOr0 MO3ra Habnoaanack y TpeX NaLUMeHToB U3 NATH
B TeyeHve 6 neT. ABTOpbI BbIENSIOT Nepuof 3HaYUTENbHOM
yAy4LLIEeHVs — NepBble 2 rofa Nocne TpaHCnnaHTaumm, 1 Nepuog,
cTtabunmsaunm — nocnegyrome 3—4 roga. /IHTepecHo, 4To noc—
ne TpaHcnnaHTauum Habnganock HbICTPOE BOCCTAHOBMEHWE
obnacTn NobHoM Kopbl, OCTanbHble 06r1acTy Nopaxanuce Npu
npofokatoLLecs nporpeccun 3abonesaHuns. B aHanornyHom
NUNOTHOM MCCneoBaHnM opyron rpynnel — Hauser [6] — Habno—
Lanv CXoAHble N3MEHEHWsT CUHOPOMAa XOpeu Yepes rof nocne
TpaHcnnaHTauum. XoTa B MCCNefaoBaHum He BbIfo KOHTPOMbHOM
rpynnbl, 8BTOPbI 3KCTPanoMpoBany CTaTUCTUYECKME AaHHbIE
naunenToB ¢ XI', nony4atoLLmx cTaH4apTHOE NeYeHne, 1 noka—
3anv 3Ha4YUTENbHYI0 Pa3HMLY MO CPABHEHUIO C NauMeHTamu,
NONy4MBLLMMU HEMPOTPaHCNNaHTaT. Tak, Hanpumep, N3BECTHO,
41O MeTabonunyeckas akTMBHOCTb 0bnacTu cTpmatyma y Takmx
nauneHTOB CTaHOAPTHO CHWXaeTcsa B cpeaHeM Ha 14% B rof
[8], cneposaTensHo, 3a 6 neT ata umdpa npubnmxkaetcs kK 60%,
OfHaKo y 3 aHanM3npyembix 60MbHbIX, MONYYUBLLNX TPAHCMNaH—
TaT, aHanorn4HbIA NokasaTesb CocTaBun Tonbko 7% 3a 6 ner.

K coxanenuto, B cutyaumm ¢ XI" pyHKLNOHUPYIOLLIIA TPaHC—
nnaHTaT, BHECEHHbIV C 3aMECTUTENBHOM LIENbHO, HE MOXET Mpo-—
TUBOCTOSATb MPOrPeccy HeMpoaereHepaumn B LIENOM, MOCKOMbKY
npu4nHon BonesHn ABNSETCA HacneACTBEHHbIN MrEHETUYECKNI
nedekT. TeM He MeHee, Ha ayToncUMHOM MaTepuarne 6bino no—-
Ka3aHo, YTO NepecaxeHHble HePBHbIE KNETKW ANUTENLHO Bbl—
XXMBAIKOT U HE MOABEPralTCs N3MEHEHUAM, XapaKTepHbIM s
XI" [4]. Taknm 06pa3om, BHYTPMMO3roBas TpaHcnnaHTaumns de—
TanbHOM HepBHOW TkaHW NaumeHTam ¢ XI', No npeasapuTenbHbIM
LaHHbIM, MOXET 06ecneynTb Nepuog yyHLLEeHNS 1 AIMTENbHON
cTabunnsaummn B TeyeHne 3abonesaHus. [onoxuTensHbIn ad—
dhekT MOXeT BbITb MOMyYeH N1LLb Yy PAAA NaUMeHToB, MO3TOMY
Heobxogum TaTenbHbI 0T6op 1 oTpaboTka KpUTEpPMEB AMA
npoBefeHns TpaHcinaHTaumn. Kak 1 B 0HKONorum, HeBponoram—
KAMHMUMCTaM 1 naumeHTam B ByayLlem, BO3MOXHO, MPUAETCH
BbIBMpaTh MeXAy CTEMEHBIO 1 MPOAOCIIKMUTENBHOCTHLIO OXMAae—
MOro TepaneBTUHecKoro adipekTa 1 puckamm, CBA3aHHbIMU C
XVPYPru4ecKnM BMeLLaTeNbCTBOM, UMMYHOCYNPECCUEN U T.4.
Bonee nHdyopmMaTrBHbIE AaHHbIE MO KIMHNYECKOM 3hheKTB—
HOCcTW MeTofa 6yayT nonyyeHbl Nocne NPoAoSIKEHNSA NCMbITa—
HWIN Ha BonbLUen rpynne NaumeHToB B HECKOMbKUX LIEHTPaX,
MPOXOASALLMX B HACTOSILLEE BPEMSI.
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AytoTpaHcnnaHTauusa CD34" kneTok gna neveHus
XPOHWUYECKOW NeYeHOYHOM HeJOCTaTO4YHOCTN — pe3ynbTaThl

NMJI1I0THOINO NCCJiegoBaHNA

B HacTosiLLee BpeMsi Bce TepaneBTUHECKUE NOAXOAb! K 1e—
YeHWto NeYeHoYHon HegocTaTtovHocTuy ([MH) ocTatoTesa mano-—
ahhekTBHBIMUW. TpaHcnnaHTaums neyvyeHy QOCTynHa NuLlb
HebonbLIOMY NPOLEHTY NALMEHTOB M3—3a HELOCTaTKa JOHOP—
CKWUX OpPraHoB W BbICOKOW CTOMMOCTW camoi npouenypbl. Psag
nccnepoBaTenen npegnaraet pewaTb npobnemy nedvexus MNH
METoAaMM KNeTO4HOM TpaHennaHTaumm. OoHUM 13 NePCNeKTUBHbIX
BMOOB KNETOYHOro MaTepuana afsi 3Toro CHATAT CTBOSOBbLIE U
MPOreHNTOpPHbIE KNETKW, BblAeNeHHbIE N3 KOCTHOrO Mo3ra unm
MOBuUnM3poBaHHble B nepudepryecknii kposoTok [1]. TpaHc—
nnaHTaumsa KOCTHOro Mo3ra unv MHgY3nsa reMornoaTUHecKmnx
cteonoBbIx knetok (MCK) Yyepes HesicHble MexaH13Mbl NpYBoaV—
na K pereHepaummn neyveHy B pasnuyHbIX 3KCNepPUMEHTaNbHbIX
mopenax MNH [11.

CK yxe paBHO 1cnonb3yroTca Ans penonynsaumm KpoBe—
TBOPHOW TKaHW Npu ee HegocTaTo4HocT [2]. O6LenpuHATLIM
mapkepom 'CK'y yenoseka cuntaetca CD34". [pyron nayyeH—
Hom cybnonynauven senatoTcs CD133 n CD34'/CD133" re—
MonoaTuyeckue knetku. B npownom rogy 6binv onybnmnkoBaHb!
pe3ynbTaThl NepPBbIX KIMMHAYECKNX HaBMHOAEeHN BHYTPUNOPTaNbHOM
ayToTpaHcrnnaHTaummn CD133" kneTok ana pereHepaumn pese—
LmpoBaHHoM neveHn, npoxoavsLLero B Heinrich—-Heine-University
of Duesseldorf (Duesseldorf, Germany]) [3]. Viccnenosaxue
NpoAeMOHCTPUPOBaso 6e30MacHOCTb Y BbINONHMMOCTb METOAN—
KW y TSXKENOW KaTeropuv nauMeHToB Nochne yaaneHust onyxonemn
nevenu [31.

Vlcxops n3 akcnepumeHTanbHbIX 4aHHbIX M ONMPasiCh Ha K-
HuYeckuin onbIT NnpumeHeHus CK, rpynnoi Gordon 13 Imperial
College London (London, UK]) 6610 npeanonoXeHo, Y4To MMeH—
HO dhpakumsa ouneHHbix CD34" kneTtok 6yneT obnapaTe pe—
reHepaTVBHbLIM NOTEHLMANoM y NaunMeHToB C XpoHmnyeckor MH.
PesynbTaThl NMNoTHOro MccnefoBaHms ornybnmMkoBaHbI B OH—NalH
Bepcum xypHana Stem Cells.

B nccnepnosarve 6bino BKNYEHO S naumeHToB (4 MyX4MHbI
n 1 xeHwwHa) B BospacTe oT 49 no 61 nert, ¢ xpoHnyeckon NH
pasnMYHOro reHesa, UMEeHLLMX NOBbILLEHHbIE YPOBHU CbIBOPO—
To4YHOro anbbymuvHa n/vnu 6unmpybuna, n/vnu NnpoTpombunHa
N He NoANeXaLLMX NeYeHN0 METOAOM TPaHCMNNaHTaUMmn NeyeHu.
NporHo3vpyemas NpoAoCIKUTENBHOCTb XKU3HW BO BCEX CIyHasnx
cocTaBnsana He MeHee Tpex MecsLEB.

C uenbto mobunuzaumm NCK B nepucepnyeckmin KpoBoTok
BCE NaLMEHTbI eXXeHEBHO Nomnyyan NoaKoXHbIe nHbekumm M-KCd
(rpaHynouMTapHOro KonoHMecTUMynupyoLero cakTopa).
CD34" kneTkun BbIgeNanM MeTogoM MarHUTHOrO COpPTUHIa U3
ahepesHoro NpoaykTa Ha S5—e CyTkM OT Havana Mobunmaauum.

KneTku BBogunu B neYeHb Yepes neveHo4Hyo apTeputo (2 na—
LmeHTa) nnv nopTanbHyio BeHy (3 nauneHTa) B konvyecTtse oT 1
o 200 mnH. Ha cnegytowmin geHb NauneHToB OTrNycKanu nog,
ambynaTtopHoe HabnogeHue.

OuHamnyeckoe HabrnoaeHNe NaumMeHToB NpoBoawIv B Te—
YeHne B0-Tr oHEeM ¢ MOMeHTa TpaHcnnaHTaumw. MpoBoaunmch
hyHKLMOHAMNBHbIE NEYEHOYHbIE TECTbI, BUOXMMUYECKIME aHaNM3bI,
WHCTPYMEHTanbHbIe TeCTbl (yNIbTPa3BYKOBOE CKaHMpOBaHWe
opraHa 1 KoMMbTepHasa TOMorpaMma).

ABTOpbI 0TMeYatoT 6e3onacHOCTL npoLeaypbl. He 6bino Bbl—
FIBNEHO HUKAKUX NOBO4YHbIX 3dDEKTOB, KpOME nerkom 6onm un
ouckomdpopTta B obnacTv BBefeHust knetok. Nocne nHdyaui
TakXe He 6bINo 0TMEYEHO NEYEHOYHOr0 1 NOPTanbHOro KPOBO—
TeyeHus, TPOMB030B COCYAOB, NHDEKLMN LN YXYALLIEHUS MeTa—
Bonunyeckoi hyHkUMK opraHa. Y Bcex naumeHToB Habnoganach
HopManuaaums ypoBHen bunmpybuHa, anbbymmHa n C-peakTe—
Horo 6enka, iBa NauMeHTa NPOAEMOHCTPMPOBANM Pe3koe ynyy—
LweHne metabonmyeckon yHKLUMKM nedveHn. Takum obpasom,
nepBsasi hasa KIIMHMYECKMX MCMbITaHWUI Noka3ana 6e30nacHoCTb
1 BbINOMHMMOCTb METOA TPAHCMIAHTaLMM MOBUIN3MPOBAHHBIX
CD34" kneTok naumeHTam ¢ XpoHundeckon MH.

Kpome Ha4ana KnMHUYecKMx UCMbITaHW, aBTOPbI NPOBENK
WHTEPECHbIE 3KCNEepUMEHTbI in vitro. beino obHapyxeHo, 4To B
ocHoBHo nonynaumm CD34" kneTok cyLecTByeT 2 cybnonyns—
LMK, pasnuyatoLLmecs cnocobHOCTbLIO aareawm K nnacTuky. Cno-
COBHbIE K aAresvn KNeTky coctaBnany npumepHo 1% obLuero
konnyectsa CD34*. Mopdhonornieckm oHW Bbinv MoXoxXm Ha Ma—
nble MIMMAIOLMTI, B HEGOMNbLUMX KONMYECTBAX 3KCMPEeCcCHpoBani
Ha cBoer noBepxHocT Monekynbl CD38, CD33, nHLA-DR. Bbino
rnokasaHo, 4T0 aaresvBHble 1 HeaareameHble CD34* kneTku oT—
nYaTCst MOPAIONOrMHECKm, PEHOTUMNHECKN, 8 TAKXKE Mo Npogiv—
NSIM 3KCMPECCUN PasnYHbIX FEHOB, YTO YKa3bIBAET HA Pasnuyms
nXx cBoOMCTB. Tak, HanpuMep, HeadreansHble CD34" knetku, B
OCHOBHOM, 3KCMPECCUPOBAny MoneKysbl, aCCOLMMPOBaHHbIE C
ancbhepeHUMPOBKOM FrEMOMO3TUYECKUX KIETOK. AAre3nBHbIe Xe
CD34" kneTkn Hapsigy C reMornoaTUYeCKMM MapKepamm 3KCrn—
peccupoBany HEKOTOPbIE MeHbl MeYEeHOYHOM, MaHKPEaTUYECKOWN,
HEPBHOW 1 cepaeYHon NMHUIA auddepeHUMpPOoBKNA.

Kpome TOro, aBTopbl npeanonaratoT, YTo MoBUInM3npoBaH—
Hble 'CK, umpkynvpytoLLe B KPOBU, HE COAepXKaT [OCTaTOHHOro
KonunyecTBa agreamBHbix CD34" kneTok, cnocobHbIx andde—
PEHUMPOBATLCA B renaToumnTbl, T.K. OHY COCTaBMSANM BCEro NMLLIb
1% wvx 0bLen nonynaunn. MNoatomy, BBEAEHNE 0OHWX (haKTOPOB,
npuBopALLMX K Mobunmnaaummn 'CK 'y 6onbHbix ¢ MH, MoxeT 6biTb
HefocTaTo4HbIM AN TepaneBTUYeckoro addekTa. BbisBneHHble
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