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HoBocTn kneTo4HbIX TexHonorun. Kneto4yHaa TpaHcnnaHtonorus / Human study

Horo rnobynuHa. OTkas oT npuMMeHeHus uuknodocthammnaa
B Liensax Mobunnaauum CTBOMOBbIX KNETOK B nepudepuyeckmn
KPOBOTOK, MO MHEHWD aBTOPOB, ABWICS MPUYMHON Marnou
3thheKTUBHOCTM NPOLERyPbl, B CPaBHEHWUN C APYrMMU UCChe—
poBaHvaMK [B], ogHaKo CHU3UA TOKCUYHOCTbL. [na TpaHcnnaH—
Tauum 6bino nonyyeHo B cpegHem 1,3 munnmorHa CD34+ kne—
TOK Ha KMnorpamMm Macchkl nauueHTa. BoigeneHvne knetok
NpPOM3BOAMIM C NMOMOLLILH0 NOCNEA0BATENLHOr0 (PPaKkLMOHNPO—
BaHWA Ha annapaTtax CS—-3000 Blood Cell Separator (Baxter
Healthcare) n CliniIMACS Miltenyi Biotech). OpgHa 13 naumner—
TOK MepeHecna TpaHcnnaHTaumio B Bo3pacTe 14 net ¢ nocne—
OytoLLe HeMeaneHHoM OTMEHOWM KOpTMKocTepougoB. Pesynb—
TaToM sfBMNacb ANUTeNbHas peMUccusi, cocTaBnsawoLan
44 mecsua Ha MOMeHT nybnukaumn. Bropaa geBoyka nogsep—
rnack npouenype B Bo3pacTte 9 neT, 6esctepongHas pemmuccus
npogomkanachb B TedeHe 9 Mecsues, nocne Yero Habnopanm
peunaoms TpomboumToneHun. B obomnx cnyyanx 6bino oTMedeHo
MOCTTPaHCMNaHTauUMOHHOE OTCYTCTBME ayTOPEaKTUBHbIX aHTU—
Ten. Takxe Habnopganock [OBOMbHO 6bICTPoe (B Te4eHue
9 pHel) BOCCTaHOBMEHME HOPMAasbHOrO KOMMYeCTBa HENTPO—
dhmnoB v nocTeneHHoe (B TeYeHWe rofa) BOCCTaHOBMEHME KO~
NNYECTBa PasnMYHbIX NOMyNAUMN UMMYHHbIX kneTtok (CD3+,
CD4+, CD8+, CD19+, CD56+). lcnonb3oBaHue LWaaaLlero
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pexuma KOHAMLMOHMPOBaHWS (B TOM YUCHE, 0YeHb HN3KKX 03
MeTUNNpPenHN30n0Ha) 1 0TMEeHa KOPTUKOCTEPOMAOB MOCHe
TpaHcnnaHTaumMm no3sonunu nsbexatb AanbHenwero passu—
VA Taxeénoro cuHgpoma KyuwimnHra (cTepovpaHoro reHesa)
y nepson aeso4ku. [Npumenerve TAIK no3sonuno en Bblpactu
Ha 5 cM 3a nepBble NONrofa Nocne Npouenypsbl, X0TA 40 3TOro
€€ pocCT ocTaBarncs CTabubHO HU3KMM B TedeHne 7 neT. Takum
o6pasom, nevenne pedpaktepHoro CKB y geten metogom TAIK
MOXET UMETb MPENMYLLIECTBA NMEPEL, B3POCSIbIM KOHTUHIEHTOM
nauveHTos. OgHako 6onee 3Ha4YMMOe 3aKHYeHNE MOXHO By—
[eT coenaTb nocne aHanusa 6onbluero vucna HabniogeHui.
B Lenom, MoXHO OTMETUTb, Y4TO pe3ynbTaTbl 3TUX UCCenoBa—
HUM OeMOHCTPUPYIOT 3hheKTUBHOCTb TpaHCNIaHTaumMm ayTo—
NOMMYHBIX FEMOMO3TUYECKUX KETOK ANS WHAYKLMWA PEMUCCUN
pedipaktepHon CKB. Takoe neyeHue okasbiBaeTcs adhekTne—
HblM 6orbLUe, YeM B MOMOBUHE CIy4aeB, OOHAKO HE MOXET
KOppernpoBaTb reHeTu4eckuii oedekT, 0bycnosnmeaoLLmmn e—
HOMEH ayTOMMMYHHOW arpeccuun. B To e Bpems, CMepTHOCTb
nauveHTOB OCTaeTCs Ha BbICOKOM ypoBHe. besonacHocTe npo—
Luenypbl TpaHcnnaHTaumMm mMoxeT 6biTb gocTturHyta 6onee
TLaTeNbHLIM 0TBOPOM NaLMEHTOB 1 LLaASaLLMM NoAroTOBUTENb—
HbIM PEXUMOM.
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TpaHcnnaHTauua renaToumMToB npw
HacnegcTBeHHoM pgedvumte VIl dhakTopa

Koarynaumm

TpaHcnnaHTauma renatoumtos (T) Npu HacnedcTBEHHbIX
mMeTabonuyeckmnx gedektax y geter — ogHa 13 HeMHOrMX Kne—
TOYHbIX TEXHOMOMUA, MPUMEHSEMBIX B KNMHMKe. Tak, adidek—
TUBHOCTb annoreHHon TpaHcnnaHTauumM TPynHbIX renaToumToB
6bina nokasaHa npu cuHapomve Kpurnepa—Hansapa (Hapylue—
Hve obmena 6unupybuna) [1, 6], gedekrte nepokcucom [2],
pasnu4YHbIX HapyLLeHnsx obmeHa Mo4eBuHbl [3, 4, 6] n rmmko—
reHa [5]. OgHaKo LUMPOKOMY KAMHNHYECKOMY PacnpoCTpaHeHNo
MEeTOAa NPensTCTBYET OTCYTCTBME AaHHbIX O AONIrOBPEMEHHON
MeTabonM4ecKon KoppekLmmn 1 CRoXHOCTb TexHonorun. Cospe—
MeHHas MeToAvKa TpaHCnnaHTauMm renaToumMTos nogpasyme—
BaeT BBEAEHVE TPYMHbIX KNETOK B CUCTEMY BOPOTHOW BEHbI,
YalLLle Bcero B BpbixeedHble cocyabl. [pouenypa nponssognT—
CA B KPYMHbIX LIeHTPax nepecapky nevexHn. B HegasHem Home—
pe Transplantation coobLLaeTcsa 06 ncnonb3oBaHWM MeToda Ans
Koppekuun HacneacTeeHHoro aechuumta VIl dhakTopa Koarynsa—
umn. JeTm-romMosuroTbl C 3TOM NaTonornen ymuparT OT Yac—
TbIX FEMOPPAarn4ecknx MHCYNbTOB 1 TPEBYHOT MOCTOSHHOrO BBE—

feHna thakTopa cpasy nocne poxgeHusa. CToumocTs BBEOEHNA
pekombuHaHTHoro rFVlla oueHnsaeTtcsa B 1 MynNnnoH fgonnapos
CLLIA B rog Ha ogHoro pe6éHka. Tl seinonHsnu B King's College
Hospital (London) agsym 6paTtbsaM C NOATBEPXAEHHBLIM ANarHo—
3om fgecvumta VIl dhakTopa 1 annsogamMmn  remMmopparuyecKmnx
WHCYNLTOB B aHamHese. [enatouunTbl BbIAENANN N0 METOANKE
Mitry [7] n3 cermeHToB TpPyMHbLIX OPraHoB, COBMECTUMbIX MO
ABO, He rogHbIX K TpaHcnnaHTaumu. [Ins nepsoro peuunueHTa
— 3 0HOro opraHa, Ans BTOPOro — 13 Tpex opraHos. KneTtku
BbIMn MCNOMb30BaHbl ANA TPaHCNnaHTaumMm HemedneHHo (Ans
BTOPOro peuunueHTa) unn nogsepranncb KpaTKoBPEMEHHOMY
KproxpaHeHuto (ans nepsoro peuvnuenTa). Knetkvu sBogunu B
posax 1 n 2 munnuapga Yepes KaTeTep, YCTaHOBNEHHbIN B HAX—
HIOIO BpbKEeYHY0 BEHY nanapoToMuMYeckum goctyrnom. Vim-—
MyHOCYNpeccust BKMYana MeTUnnpegHU3onoH (G nocnegyto—
MM nepexofgoM Ha MpefHusonoH) M Takponumyc.
MeTabonunyeckasn Koppekums Habntoganach B Nepsble AHW NOC—
ne BBEAEHWA KNETOK 1 NPOABNANAach B NOCTENEHHOM MOBbILLE—
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HWK KoHueHTpaumn FVII B nnaame n cHxerna goael riVila. Josy
pekomMBrHaHTHOro Npenapara yaanock NogaepXXmBaTh Ha ypoB—
He 20% OT MpepALecTByOLLE CYTOYHON [03bl B TEYEHNE HE—
CKonbkunx mecsues. Hepes 6 mecsaues nocne Tl cyTo4Hble f03bl
rFVlla BHoBb NoTpeboBanoch yBENN4YUTb 0 UCXOAHbIX, YTO, BO3—
MOXHO, BbIfo CBA3aHO C noTeper hyHKUMWM TpaHcnnaHTaTa.
Kpome Toro, 3a 3T0 Bpems Habntoganoch pa3BuTUe KaTeTep—
Horo cencuca (KynMpoBaHHOMO aHTMBUoTMKamu) 1 3NM30[0B
thneboTpomb030B y 06oux geTen. 370 BbIN0 CBA3AHO C HAXOX—
[OEeHVEeM KaTeTepOB Ans MHY3Un B HUXHEN BpbikeeyHom 1 ne—
puchepryeckmx BeHax. B cBA3W ¢ BbICOKMM pUCKOM MHULM—
poBaHuA, KpoBoTeYeHun 1 dneboTpombo30B 6bIN0 NPUHATO
peLLeHne He NPoM3BOANTb MOBTOPHLIX T, @ BbINOMHUTL TPAHC—
nnaHTaumnio NeyYeHn Npyu JOCTYMHOCTM AOHOPCKOro opraHa, 6e3
TekyLLen oTMeHbl BBegeHus riVila. Hepes 7 n 8 mecsues noc—
ne T kaxgomy pebeHky ycnellHo bbina nepecaxeHa neYeHsb,
YTO MPWBENO K MOMHOM KOppeKumn MeTabonnyeckoro aedexra.
B HacTosiLee BpsiMA 3TL AeTW YyBCTBYKOT cebs xopoLllo. 3710
6bin nepebIn onbIT TI y geten ¢ gedomumtom VIl chakTopa Koa—
rynsaumn. EQUHCTBEHHBIM paguKkanbHbIM METOA0M feveHns na—
TONMOrMM MOXHO CHUTaTb TpaHcrnnaHTaumo nedenn [8]. MNoato-
My MOMUCK MEeTOAO0B «(KMEeTOYHOM 3aMeHbl» qyHKLNK
NMOBPEXAEHHbIX renaToLMTOB OCTAETCA akTyanbHon 3apgayen. B
JaHHOM crnyyae Bbina nokasaHa BO3MOXHOCTb KOpPPeKUmn Ha—
CMEefCcTBEHHbIX Koarynonatui B LIeoM, XOTH MeTabonmn4eckui
athhekT nopaepXxmMBancs Tofbko B TedeHve nonyroga. OgHako,
3TO VMEHHO TO BPEMS, KOTOPOE MOXHO BbIMFpaTb A9 nomcka
opraHa, nogxogsLLero ana TpaHcnnaHTauun. Kpome Toro, 6bino
nokasaHo, 4YTo Jaxke Mocne KpvokKoHcepsaummn (4To 6bino Bbi—
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MOMHEHO y peumnueHTa 1) AOHOPCKME renaToumTbl CrocOo6HBbI
BOCMOMHUTbL AeULMT Nna3meHHbIX hakTopoB Koarynsaumm B Te—
YEHMEe HECKONbKMX MECHLEeB, YTO BaXHO [ANA CO3[aHWA Kne—
TOYHbIX KprobaHkoB 1 TI' B 3KCTPEHHbIX CUTyauumsx. PestoMun—
pys MMpOBOW OMbIT KnNHu4deckor TIT nocnegHmx 10 net, MoXxHO
cAenaTb CrepyloLyve BbiBOAbI:

— TI noka He MOXET CMyXWTb CaMOCTOATENbHLIM METOLOM
neyeHVss TSXXENbIX 3aboneBaHUin 1 NOBPEXAEHWUN MeYeHwy, a
ABMNAETCH NWLLb KMOCTOM) K TPAHCMNaHTaLMM JOHOPCKOro opra—
Ha;

— MEeTOA MO3BONSET HapEXHO KoppervposaTb meTabonun—
yeckne AedhekTbl (Kak HACneaCcTBEHHbIE, TaK 1M BO3HMKAOLLME
npv pasBUTAN OCTPOV MNEYEHOYHON HELOCTATOYHOCTY Pasnny—
HOro reHesa), CBsi3aHHble C HapyLLeHeM thyHKLMX renaToumTa
B TEYeHMEe HEeCKONMbKUX MeCsLEB;

— METO[ MHBa3UBEH, CBA3aH C YCTAHOBKOW KaTeTepa B CU—
CTeMy BOPOTHOW BEHbl M C UHTEHCWBHBIM HabmtofeHnem nep—
CoHana TPaHCMMaHT-LEeHTPa, NO3TOMY AOCTYMNEH TOMbKO B CO—
OTBETCTBYIOLLUMX GonbHMLIAX;

— Gonee LIMPOKOE PacnpocTpaHeHVe MeToAa B KIMHUKE Y
pa3sutne T Kak camMoCTOATENBLHOrO HanpaBneHus GyaeT cBA—
38HO C MOMCKOM HOBbIX WCTOYHMKOB KIETOYHOro maTepuana
(cTBONOBBLIE KNETKM TPYMHOM MEYEHW, KNETKM KOCTHOrO MO3ra,
AndhchepeHLMpPoBKa 1 3KCMaHCKs COBCTBEHHbIX CTBOSOBbIX Kie—
TOK), MEHEE MHBa3UBHbIX NyTel BBeAeHW: (aHrnockonus u aH—
rmorpadivisi, KaTeTepm3saums nynoYHON BEHbI, NanapockonmM4ec—
KW [OCTYN) M BO3MOXHOCTb BbIMOMHATL MHOIMOKPaTHbIE
MHpy31K (yCoBEPLLEHCTBOBAHME KATETEPOB 1 METOAOB UX UM—
nnaHTaummn).
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AyTonorn4yHasi BHyTpuUnopTanbHasa TpaHcnnaHTauus
CD133+ knetok ans pereHepauun neveHu

3BecTHO, 4TO NeYyeHb OTNMYaAETCH BbICOKOW CMOCOHGHOC—
TblO K penapaTmBHOM pereHepaumny 3a CHET renaTtoumtoB U
cobCcTBEHHbIX CTBOMOBbLIX KneTtok. OgHako, YacTo penapaTtvie—
HbIX cnocobHocTen opraHa HbiBaeT HeJOCTaTO4YHO OMA MOMHON
KOMMeHcaumn thyHKLMW, 1 NauneHTbl yMUPaKOT OT NeYEHOYHON
HepocTaTo4HocTh. OcobeHHo ocTpon aTa npobnema ABnAeTcs
B XVPYPruYeckon renatonorum, Korga octato4Hbil 06bEM ne—
YyéHo4Hom TkaHu (O0IM) (venee 25% oT 06Lero o6bEma) noc—
ne obwwpHbIX pesekunn (bonee S cermeHToB) He cnocobeH
nopaepXmBatb MeTabonuyeckyto hyHKLMIO OpraHa Ha [OomK—
HOM ypoBHe. [nqa yBenn4eHnss 06bEMa OCTaTO4HbIX CErMEHTOB
neyeHn nocne e€ o6LUMPHbIX pe3ekumin Bbino NpeanoXXeHo nc—
rnonb30BaTb METOA NPEONepaTVBHOW CENEKTUBHOW NMopTansHom
BeHO3HoW ambonunaaumnn (CIN3) koHTpnaTepanbHbIX CErMeHTOB.

MeTop okasancsa foBonbHO 6e30nacHbiM U NMPUMEHSIETCS Ons
pereHepauunn nesbix 6okoBbix cermeHToB (Il n lIl), npu npaso-—
CTOpPOHHen TpucermeHTakTomum [1, 2]. OgHako y HekoTopbIx
naumeHToB, 0COBEHHO C NEPBUYHBLIMU 1 BTOPUYHBLIMW OMyXonsa—
MW NeYeHV, AMUTENbHOE 0XMUAAHWE Nepeq pe3ekumen (coctaB—
naowee kak MuHuMym 150 gHen [2]), Heobxogmmoe anst ooc—
TUXEHUA afekBaTHon Macchl pereHepupytoern 00N, moxet
6bITb HEOOMYCTMMO B CBA3W C BO3MOXHOW BbICTpOM Nporpec—
cvien 3aboneBaHNsa 1 pasBUTUEM MEYEHOYHOW HeJoCTaTO4YHO—
ctu. Vigea ctumynsaumm pereHepaumm neyeHn ayTonornYHbIMm
CTBOSIOBbIMU KNETKAaMW KOCTHOrO MO3ra He HOBa U OnvpaeTcs
Ha boraTyto akcnepumeHTanbHyto 6a3y [3, 4]. Nonynauns
CD133+ 6bina onncaHa kak paHHWE NpedLleCTBEHHUKM remMo—
NMO3TUYECKNX KNETOK B KOCTHOM Moare [5, 6] u cumtaetca og-
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