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TUIMPOBAHHBIX JOHOPOB KPOBETBOPHBIX KieTok (OpeHOypr, Ile-
Tpo3zaBojck, Camapa). [Ipu mpoBeneHHN HCCICOBAHUS UCIIONb-
30BaHbl CIEYIOIIUE METO/IbL: METO/l HH(OPMAIIMOHHOTO TTOKCKA,
METOJl MOJICIIMPOBAHUs, METOJ aHanm3a "3arparbl — dpQeKTus-
HOCTB", @ TAK)KE MOJICKYJIIPHO-T€HETHIECKHE, TeMaTOJIOT HUECKHUE,
MMMYHOJIOTHYE€CKUE METOIbI JTA00OPaTOPHOW TMArHOCTHKH.
Pe3ynomamut u oocyycoenue. J{1is OLCHKU BBITOJIbI, aCCOLIUH-
POBaHHOI C KOIMYECTBOM 00pasiioB B Perucrpe, Mbl CMOZICITUPOBA-
I BEpOATHOCTH 1toa0opa 00pasuos [1K paznuunbix ypoBaeit HLA-
COBMECTHMOCTH, KOJIMIECTBO BO3MOXKHBIX TpaHciuianTamii [1K u3
Perncrpa 1 MX CTOUMOCTB, TOIbI COXPAaHEHHBIX JKM3HEH! TallMeHTOB,
a TaK¥Ke paccunTainy (PMHAHCOBbIC 3aTpaThl Ha coznanue OankoB [TK
B 3aBHCUMOCTH OT KostyecTsa 00pasuoB. B nepuon ¢ 2008-2010 rr.
Peructpom 66110 006padoTano 270 3anpocoB 1o Moadopy MOAXOJIs-
nwx 1o reHorumy obpasuos 'CK. 3a 310 Bpemst mpou301uio yBe-
nmyenne Perucrpa 6anka [1K ¢ 2500 1o 4000 equnun. Perpocnek-
THBHO MBI [IPOAHATIN3UPOBAIM COOCTBEHHBIE PE3y/bTaThl mogdopa
Y OLICHWJIM BEPOSITHOCTh HaXOXKACHHUS moxxonsmmx oopasuos [TK
B Perucrpe B 3aBHCHMOCTH OT BO3pacTa MAIMEHTOB, KJIETOYHOCTH
o6pastos I1K 1 oosema Peructpa. BepositTHOCTh Mooopa 00pasiios
[IK npu paneneiimem ysenuuennu peructpa ao 200 000 exanauig
OblJIa OCHOBAaHA Ha TAHHBIX MEKTyHAPOIHOTO JIOHOPCKOTO PETHCTPa
KOCTHOTO Mo3ra. J[yis OIeHKH YKOHOMHYECKOM 11eNIecO00pa3HOCTH

yBenu4eHust perucrpa oopasuos IIK Mbl onupanuch Ha oka3areib
(hapMaKOIKOHOMHYECKOH 11e71eCO00pa3HOCTH — "TIOPOT TOTOBHOCTH
wiatuts" (ITI'TI), KoTopblit OTpaXkaeT Ty CyMMy, KOTOPYIO OOLIECTBO
TOTOBO IIOTPATUTh HA NOCTIIKEHUE OIPEIEICHHOIO TepareBTHIe-
ckoro 3 pexra. CormacHo peKOMEHAAIMSAM KOMUCCHH TT0 (hapMaKo-
sxoHoMuku BO3, B cootBercTBuu ¢ Kotopoii ITI'TI paccuntsiBaercs
ImyTeM yMHOXkeHHs Ha Tpy BBII cTpansl, paccunTaHHOrO Ha Jynry
Hacenenus. [ Poccun Ha ocHoBanmm nanveix o BBII Ha mymmy
Hacemenust 32 2010 . TIT'TT cocrassier 943 436 py6. (31,5 Toic. $
CIIA). C yeenmuennem oobema peructpa ot 2000 o 200 000 exu-
aur [TK mporcxoauT Kak yBennueHHe 3aTpar — CyMMBI 00X (u-
HaHcoBbIX BioxeHul (TC) ¢ 463 mun py6. no 1,3 mipx pyo., Tak u
yBerm4aeHne 3((EKTUBHOCTH, BEIPAXKCHHOE B TOJAX COXPAHCHHOM
k3 ¢ 3900 mo 5498. MHkpemeHTanbHBIN MOKa3aTenb '3arpa-
tei-3¢dexruBHOCT" (ICER) yBenmuusaercst ot 132 ThIC pyod. 10
1,3 mMuH pyO. Ha roj COXpaHEHHOH KU3HH.

3aknwuenue. B ycnoBusx 3apaBooxpanenuss PO ¢ yderom
II'TI nenecooOpa3sHO CO3AaHUE HALMOHAJLHOrO IyOnuuHoro Pe-
ructpa o6pasuos [1IK oosemom 1o 100 000 eauHMLL, ITPU 3TOM 10~
Ka3aTeJib YBEJIMYEHHs] CTOMMOCTH TO/la COXPAaHEeHHOH JKH3HH COCTa-
BUT 724 Thic. py0./ICER. HeoOX0nuMo aKTUBHOE MEXKIyHApOIHOE
corpyaandectBo (Netcord, BMDW) misi yBenmmdeHns] KOTHYECTBa
BO3MOXHBIX TpaHciutanTarmii [1K n3 Poccuiickoro Perucrpa.

Pacnpenenemne HLA-rannotunos y 60/1bHbIX OHKOreMaTosiornyeckumm
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Beeoenue. Hanbornee TpeAnouTUTENBHBIH JOHOP TPH TpPaHC-
IUIAHTAIUM  QJUIOTEHHBIX T'€MOINOATHYECKUX CTBOJIOBBIX KJIETOK
(TT'CK) — HLA-unentuunbiii cudc (cuOChl — MOTOMKH OJHUX U
TeX JKe poiuTeliel, ot sibs — sisters/brothers). COBOKyITHOCTh FeHOB
HLA, nexanmx Ha ogHOl xpomocome — HLA-ramorum, Ha o0e-
nx xpomocomax — HLA-reHorum. ITockonbKy HacienoBaHHE Ta-
miotunioB HLA momuunsieTcst 3akoHam MeHiensi, BEpOSTHOCTh CO-
BIaJIcHUs (TaKKe KaK M TIOJHOrO HecoBraaeHus) HLA-reHoTumnos
y cubcoB cocrapiser 25%, BEpOSTHOCTh COBIAJICHUS OJHOTO M3
HLA-rammoruno — 50%. YBenuuenue yucia cUOCOB TOBBIIIACT
maHchl Haiitu cpeny Hux HLA-unentuunoro ponopa I'CK. He-
KOTOpBIe HAOMIOACHHUS TOBOPSIT O HEPABHOBECHOM PACIIPECIICHUH
pomuTenbckux rarmioTumnoB cuctembl HLA B cempsix, Tie nmeer-
csi peOCHOK, OOJIBHO JIeHKO30M, U 0OoJiee YacToe, 4eM CIIEAyeT
U3 MEHJICJICBCKOTO PACHICIUICHHS, HAXOKACHUE B TaKUX CEMBSX
HLA-unentrysbix cndcoB. OHAKO 3TH HAOMIONCHHS CIENAHbI JI0
IIMPOKOTO BHEApEHHs] B mpaktuky MetonoB JIHK-tumipoBanus
HLA-cuctembl. Llens HacTOSIIEro HCCIEIOBAHUS — OIPEISIHTD
BEpPOSTHOCTH HaxoxkaeHns: HLA-uaeHTnuHOro cudca /st 00JIbHBIX
OHKOT€MaTOJIOTHIECKUMI M TeMaTOJIOTHYECKUMH 3a00JIeBaHUSAMH
npu HLA-TunmmpoBanun B COOTBETCTBUM C COBPEMEHHBIMH TPeOo-
BaHMAMH K 110160py HLA-HIEHTUYHOIO POACTBEHHOIO IOHOPA.

Mamepuanst u memoowst. B uccnenosanue BriarodeHsl 200
OOJBHBIX OHKOTEMAaTOJIOTHIECKUMH M TEMATOJIOTHUECKIMH 3a00-
JeBaHuAMH U 269 ux cubcos, TunupoBaHHbix ¢ 2009 r. o ¢es-
panb 2012 r. o 5 noxycam HLA-cucremsr —A/B/C/DRB1/DQBI.
Nmenocs 3 rpynisl 0onbHBIX: 1-s rpynma (n = 150) — 6osbHBIE ©
oHUM cuOcoM, 2-s rpymmna (33 6osbHBIX U 66 CHOCOB) — C ABYMS
cubcamu, 3-10 TpyHIly coctaBmiin OonbHbIe (1 = 17), y KOTOPBIX
UMeNoch Tpu cubca u domnee (Bcero 53).

Pezynvmamot u 06cyscoenue. [IpoBeicH aHaIM3 HAOMIOIAEMOTO
u Teoperndeckoro paciierieHuss HLA-ramnorunos (IlnoxuHCckui,
1970). B 1-i1 rpynne HLA-denoTunmuecky NOSHTHYHBIA (CoBMa-
JAIOIUI ¢ OOJIbHBIM HA YPOBHE, COOTBETCTBYIOILEM TUITHPOBAHUIO
py "HU3KOM pasperieHun", T.e., antureHos HLA) cuGc ObL1 HalineH
y 41 (27%) 6ombHOTO. Y 42 (28%) OONBHBIX CHOCHI PACXOIMIIHCH
¢ OONMBHBIMH TI0 000UM TaruIoTHIaM, Y 67 (45%) GONBHBIX MOX-
HO ObUTO mpefnonarars Hamure HLA-raruionieHTiHYHOTO croca.
Bo 2-ii rpynne HLA-¢peHOoTHITNYECKN MISHTHYHBIA CHOC HalineH
y 13 (39%) GonbubIx. B 3-if rpymnme — y 8 (47%)00/bHBIX, U3 HUX
y 1 6ombroOro 6610 2 HLA-uaentnunsix cubca. B coorBercTBrn
¢ EFI cranmapramu Bo Bcex ciydasix HLA-reHOMAEHTHIHOCTH
HLA-(deHOTHITHYECKH HICHTHYHOTO JOHOpa OblLia MOITBEPIKIC-
Ha WM TOYHBIM BBIBEICHHEM BCeX yeThipex poautensckux HLA-
rarwioTUNoB (MpU TUIIMPOBAaHUM poxUTENed M Ombkaimmx pon-
CTBEHHUKOB), WU IIPU TUIIUPOBAHUU IPU "BBICOKOM pasperieHun"
(na yposHe aseneit) tokycoB HLA kmacca I w/mmm 11

3aknrwuenue. Pactipenenenue ponutenbckux HLA-rammo-
THUIIOB Cpey O0CIIeI0OBaHHBIX OOJBHBIX M MX CHOCOB COOTBET-
CTBOBAJO OXHMIAEMOMY IO MEHJIEIEBCKOMY PAaCIIEIICHUIO.
lanc naittu HLA-uaeHTHYHOro KOHOpa Y OOJBHOTO C OAHUM
cuOcoM He npeBbIcuil 27%. Y GOIBbHBIX € ABYMS U~ OOJIBIIUM KO-
JIMYECTBOM CUOCOB BeposTHOCTb HaiTu HLA-uneHTudHOro pos-
CTBEHHOTO JIOHOPA MoBbImanack. OIHAKO Taxe y OOIbHBIX, HMe-
IOIIMX He MeHee 3 cubcoB, oHa He gocturaia 50%. Ymensnenue
qucina OONBHBIX, A1 KOTOPBIX HMEETCSI BO3MOYKHOCTD ITO00paTh
HLA-naeHTHYHOro poJCTBEHHOIO I0HOPA, TAKKE CBSI3aHO C CO-
KpalleHUEeM YHuciIa MHOTOAETHBIX CEMEH U cpeHero ko3hdunu-
eHTa poxkaaeMoctu. Jjis 3Tux 60abHbIX Heo0xoauM mouck HLA-
COBMECTHMOTO HEPOACTBEHHOTO JIOHOPA.

Cencuc, BbI3BaHHbIN 3HTepo6aKTepuaMU ¢ NpoayKumeil B-nakTamas paclUMPeHHOro CeKTpa,
y 6onbHbIX remo6nacrosamu
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Beedenue. B nHacrosiiee BpeMsi OTMEYAETCSl yBEIUYEHUE Ya-
CTOTHI CETICHCA, BEI3BAHHOTO SHTEPOOAKTEPUSIMH C MPOIYKIHCH
B-nakrama3 pacupennoro crekrpa (BJIPC).
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Ilenp uccinenoBaHus — U3y4YEHHE DPE3YIbTATOB JIEUCHUS
[epBOT0 U MOBTOPHOTO 3MU30/0B cerncuca, BbisBaHHOTo BJIPC
OPOAYLUPYIOINMHI YHTEPOOAKTEPUSIMH, Y OTHHX U TEX XK€



lpunoxeHue

001bHBIX IreMOo0JacTO3aMH IIOCHIE JBYX KypCOB XUMHUOTEpa-
nuu (XT).

Mamepuanst u memoodsl. B uccienoBanue BKJIIOYEHBI 00JIb-
HblE reMo01acTo3aMu U cerncucoM, odycnosienHoM BJIPC mpo-
qyuupyoumMu saTepodakrepusM. Jlerekiust BJIPC y sHTepo-
GakTepuii OblIa IPOBEECHA B COOTBETCTBUM ¢ MexXJyHapOIHBIMU
crangapramu (CLSI).

Pesynomamut u oocyycoenue. Cencuc, BoizBaHHbIN BJIPC
HNPOAYLUPYIOMNUMH OaKTEPUSIMH, Pa3BUICS Y 73 OOIBHBIX B BO3-
pacte ot 17 no 78 ner (MeaumaHa Bo3pacta 41 rox) 3a mepuon
¢ 2007 mo 2010 rr. B oty rpynmy Bommm 19 (26%) GonpHBIX
OCTpBIM JIeHK030M, 36 (50%) — num¢pomoii u 18 (24%) — npyru-
MU reMo0iacTo3aMy; peob1agano pa3BUTHE CElCHca Ha dTalle
uHayKun (40%) u xoncomuaammu (26%) XT; y 68 (88%) 60imb-
HBIX OblJIa IpaHyJIOUUTONEHUs. B 3THONOrNM Ccencuca JOMHHU-
pytommumu npoayuentamu bJIPC Obutn E. coli (47%) u K. pneu-
moniae (44%), pexe BeisBIsIM E. cloacae (7,5%) u P. mirabilis
(1,5%). Bolnenenue 6aktepuii U3 KPOBH BO3HUKIIO Ha (hOHE MPU-
€Ma aHTUOUOTHKOB Y 23% GOIBbHBIX, U3 HUX Y 5% OO0IbHBIX Oblia
npodmiakTrka GTOPXUHOIOHOM, a'y 18% MPOBOIUIOCE JICUSHHE.

Jleuenue kapOareHeMaMH CEIICHCA, BBI3BAHHOI'O SHTEpOOaKTepu-
smu ¢ npoxykuuei BJIC, 6pu10 mposeneno 49 (67%) 00IbHBIM,
W3 HUX Kak npenaparsl 1-i muaun 0buin HazHadeHb! 10 00mbHbBIM,
Kak npenaparsl 2-it muHud — 39 6ombHBIM. OctanbabM 21 (29%)
OOJIBHBIM JICUEHUE MPOBOIAMIN JIPYTHMH [(-TaKTaMHBIMH aHTH-
6uotukamu. B stoit rpynne ymep 1 (4%) GonbHO# 0T cemncuca,
BbI3BaHHOTO K. pneumoniae. Heo0XonumMocTh B HA3HAUCHUHU Kap-
GareHema mociie 2-ro Kypca XT 00JIbHBIM, paHee HMEBIIUM Cell-
CHC, BBI3BaHHBIN dHTepoOakTepusimu ¢ npoxykuueil BJIPC, Obl1a
pexe (67% npotus 35%; p = 0,007).

3axnwuenue. Ilpu cencuce, BeizBanHoM BJIPC npomynmpy-
IOIIUMH YHTEPOOAKTEPUSIMHU, ObLIA 3apErUCTPUPOBAHA BBICOKAsS
4acTOTa JETalIbHbIX UCXOJ0B, OHAKO, OCHOBHYIO JIOJIO COCTAaBU-
JIM TTALIMEHTHI C PE3UCTEHTHBIM BapUAHTOM TEUEHHs reMo0IacTo-
3a. [Tocne 2-ro kypca XT nosiBiaenue (heOpUnbHON JTHMXOpaIKy,
KakK U BbIJIEJIEHUE TeX ke 3HTepobakTepuii ¢ mponykuueii BJIPC
U3 KpoBH, 4To U npu 1-M kypce XT, ObUIO HE Y BceX OOJNBHBIX.
Cyl1ecTBEHHOE COKpAIllCHHE B Ha3HAUCHUU KapOaleHEeMOB I10-
cie 2-ro kypea XT npu GpeOpuIibHO HEHTPOTICHUH He IPUBETIO K
YBEJIMYEHUIO JICTAJIbHOCTH.

MOHIIITOpIIIHr XUMEPHbIX TPAHCKPUNTOB C yYacTieéM reHa MLL ANA OUeHKN NPOrHoCcTuYyecKoro sHayeHunAa
MVHUMaNIbHOI OCTaTOYHOI 60s1e3HM Npy ocTpom NM$Oo6acTHOM NleKo3e y fAeTell MepBOro roga »nusHu,
nonyvatowux Tepanuio no nporokony MLL-baby
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Beeoenue. OnHuM M3 BaXHBIX METOJOB, MOMOTAOLIMX
OLIEHUBATh CTENEHb PEOYKLUH OIYyXOJEBOTO KJIOHA, SBISETCS
MOHHUTOPUHT MUHUMaJIbHOW octaroyHoit Oonesnu (MOB), nox
KOTOPOH TTOHMMAIOT HAaJM4YHe B OpraHu3Me OOJNILHOTO OITyXoJle-
BBIX KJIETOK B KOJMYECTBAX, HE PACIIO3HABAEMbIX CTaHIAPTHbI-
MU IUTOJIOTHYeCKUMHU MeTonamu. Jlist onpenenenus MOB npu
octpom nuMpobaacTHoM Jeiiko3e (OJIJT) mpuMeHSFOTCS Takue
BBICOKOYYBCTBUTEIIHBIC METOJIbI JMAarHOCTUKU, KaK IMOJUME-
paszHas uenHas peakuus (ITLIP) u MHOromseTHas mpoTOYHAs
nutomeTpus. Llens paboTel — olleHka MPOTHOCTUIECKOTO 3HaUe-
Hus Hannuusg MODB, onpeneneHHOM MyTeM BBISBICHUS XUMeEp-
Horo TpaHckpunra (XTp) y nereit nepsoro roaa sxuzuu ¢ OJIJI
¥ HaIMIUEeM TIepPecTpOoeK TeHa MLL, momydaromnux TEParnio 10
nporokoixy MLL-Baby.

Mamepuansl u memoodsl. B nccienoBanue BKIOYCHBI 39
00JbHBIX B Bo3pacTe oT 1 jHs 10 11 Mec ¢ pa3inyHBIMU Hiepe-
cTpoiikamMu reHa MLL, noiayyaBUIMX TEpPaNmUIO0 IO MPOTOKO-
1y MLL-Baby. MOBbB BeisBisinu merogamu IIIP ¢ obparHoii
tpanckpuniueit (OT-ITLP) u IIL[P B pexxume peaasHOTO Bpe-
meHu (ITL[P-PB) ¢ ngerexiueil pa3au4HbIX XHMEPHBIX TpaHC-
kpunros (XTp) ¢ yuactuem rena MLL. MOBb-HeraTuBHbIMU
cunTaiu o0pasiibl, B KOTOpbiX XTp HE ObLT OOHAPYKEH B XOJIC
kak OT-IILIP, rak u I1LIP-PB ¢ uyBCcTBUTEIHHOCTHIO HE HUXKE
1 x 10 OOpa3ipl KOCTHOrO MO3ra ObLIM B3SThIl HA MOMEHT
JMUArHOCTUKH, Ha 15-i (Touka Habmomenus 1 — TH1) u 36-it
(TH2) nuu MHAYKUMOHHOW TEpamuy M Jajee Mocie KaxJIOoro
Kypca HOJHOCTbIO TpaHc-peTHHOeBOM kucnorsl (TH3-THY).
Pe3ynbraThl Tepanmuy OIEHHWBAIHM MO BEIHYMHE 0eccOOBITHII-
Holi BeDKHBaeMocTH (BCB) 1 KyMynaTUBHON BEpOSITHOCTH pas-
BUTHUS PELIUIUBA.

Pezynomamol u oécysycoenue. CXOOUMOCTH Pe3yNbTa-
toB OT-IILIP u [IIIP-PB cocrtaBuna 97,3%. Jluckopnantusie
oOpa3ibl OB MCKIIIOYEHBI M3 JajibHeifero ananusa. Bee
6osbHBIe 06T MOB-no3utuBHel B TH1. 3areM npoucxoanio
nocTeneHHo Hapactanue aonu MOB-HeraTuBHBIX OOJBHBIX:

¢ 8% B TH2 no 67% B THS. Hanbonee panuneit TH, mis ko-
TOpOH OBUIM IMOJIyYECHbl CTATUCTUYCCKH 3HAYMMBIC Pa3JINYHs
B pe3ysibTarax Tepanuud Mexay rpynnamu MOB-mo3uTHBHBIX
u MOB-HeraTuBHBIX 00NBHBIX, sABIsIack TH4. B aToii Touke
Habmoznenus BCB B rpynne MOB-HeraruBHbIX 00JIBHBIX OblTa
BBIIIC, & KyMYJATHBHas BEPOSTHOCTb DPAa3BUTHUS pEUUAMBA
HHUXKE, YeM Y OOJBHBIX C BhIABICHHBIM HamuurneM MOB (0,79
+0,09u 0,13 £0,11, a takxe 0,20 + 0,01 u 0,85 + 0,03 coor-
BercTBeHHO; p = 0,001 B 0o0oux ciyuasx). OueHKa BIMSAHUS
pa3nu4YHBIX (AKTOPOB HAa BEPOSTHOCTH PA3BHUTHUS PELHIUBOB
rokasaja, 4To Takue nmokasarenu kak Hannuune XTp MLL-AF4,
nHunuanpHoe nopaxenue HHC, MHMIMANBHBIA JIEHKOIIUTO3
Beimie 100 x 10°/71, xonmuvecTBO 6acToB B 1 MK mepudepu-
4ecKoil KpoBU Ha 8-if meHb Tepamuu Oosee 1000 u psn opy-
I'MX, OKA3aJIUCh CTaTUCTHYECKH HE3HAYUMBIMH, & MPOTHOCTH-
YeCKU HeOMaronpusaTHBIMU (akTOpaMH B UCCIIeyeMOU TpyIIe
OONbHBIX, sABIANNCH coxpaneHne MOb-nosutuBHoct B TH4
(p =0,003) u Bo3pact muazute 6 mec (p = 0,001). ITpu cpaBHe-
HUH THX ITapaMeTPpoOB B MHOTO(AKTOPHOIN MOJIENTH €AHHCTBEH-
HbIM HE3aBHCHMBIM HPOTHOCTHYECKUM (PAKTOPOM OCTaJIOCh
coxpanenue MOB-nosutusHoctu B TH4 (oTHOwIEHHE omac-
Hoctu 3,771; 95% JAU (1,033-13,674; p = 0,044)). Coxpane-
Hue MObB B TH4 6110 cBsI3aHO C HEOIATONPHUSATHBIM HCXOJIOM
3a00JieBaHUsl U BHYTPH TPYIIBI BHICOKOTO pUCKa (OOJBHBIE C
HanuaueM XTp MLL-AF4). Eme omHAM MPOTHOCTHYECKU He-
OnmaronpuaTHeIM (akTopoM sBisulack BennunHa MOB Gonee
0,1% B TH3 — orHomenue onacuoctu 4,250; 95% AU (1,159—
15,585; p = 0,029). ITpu cpaBHenun Benuunabl MOB Gonee
0,1% B TH3 u coxpanenuss MOb-nozutusnoctu B TH4 mexny
co0o0ll moka3aHO, YTO 3TH IOKa3areau oOnanarT mpulIu3u-
TEJIbHO PaBHBIM IIPOTHOCTHYECKUM 3HAUYCHUEM.

3aknwuenue. Pesynvrarel onpenenenns MObB umeror Bax-
Hoe mporHoctuueckoe 3Hauenue npu OJIJI ¢ Hammumem nepe-
cTpoek reHa MLL y nereit mepBOTO Tofa JKW3HU, MOTYUYAIOIIIX
Tepanuio 1o nporokoay MLL-Baby.
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