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This article represents results of work of Center of pediatric oncology and hematology of Regional pediatric clinical hospital Ne 1
of Yekaterinburg on Hematopoietic stem cell transplantation (HSCT) during the period 2006—2016. One hundred seventeen HSCT performed
during this time including 70 autologous, 33 allogenic, 14 haploidentical at patients with solid tumors (n = 55), acute leukemias (n = 27),
lymphomas (n = 9), non-malignant diseases (n = 11). Results of treatment depending on type of disease and HSCT were shown. It was
indicated that presence of minimal residual disease (MRD) before HSCT in case of leukemia and neuroblastoma was indicated as negative
prognosis. Possible way of treatment of persistent MRD after HSCT with the help of blinatumomab and donor lymphocytes infusion showed.
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TpaHcTuIaHTaLMS TEMOMO3TUYECKUX CTBOJIOBBIX KJIIETOK
(TTCK) — BbICOKOTEXHOJOTUYHBIA 3TaIl JIeYEHUSI MHOTHX
3JI0KAYECTBEHHBIX 3a00JI€BaHUIi, a TakKe psaa He3oKa-
YeCTBEHHBIX 00JIe3HEei, COMPOBOXAAIOLIUXCS Jerpeccueit
OTHOTO WJIX HECKOJIbKUX POCTKOB KPOBETBOPEHUSI.

B 2006 . mocje 3aBepllieHUsI CTPOUTEBCTBA M OC-
HalleHWs1 HOBOTo 31aHus LleHTpa AeTCKOil OHKOJI0TUU
u remarosoruu I'bY3 CO «O6GnactHasg KiIMHUYECKas
o6onpamia No 1» (ExarepuHOypr) B ero cTpyKType ObLIO
c(hOpMUPOBAHO OTAEJEHUE WHTEHCUBHOW Tepamuu,
peaHuManuu ¢ 0JJOKOM TPaHCIUIAHTALIMU KOCTHOTO MO3Ta
(KM). Otaenenue pacroyaraer 6 crieluajan3upoOBaHHbI-
MU OOKCUpPOBaHHBIMU TanataMu mjs nposeaeHust TTCK
y neteii 1 monpocTtkoB Ao 18 net. Takxke B cTpykType LleH-
Tpa ObLIM CO3JaHbl YMCThIE MOMEUICHUS A1 MaHUITYJIsI-
LM C TPAHCIUIAHTaTOM, UMMYHOMAarHUTHOM ceJleKInu,/
JeTUIeliud, KPUOKOHCEPBUPOBAHUS U AOJTOCPOYHOIO
HU3KOTEMIIEPATYPHOTO  XPAaHEHUS  TeMOIMOATUYECKUX
ctBosioBbIX KjeTok (I'CK) B xuakom azore. C mepBbIX
Jiet pabothl LleHTp AeTCKO OHKOJOTMU U TeMaTOJIOTUHr
AKTUBHO COTPYIHUYAJ1 C PETUMOHAIbHBIMU PETrUCTpaMU
noHopoB KM. TlepBasi TpaHCIUIaHTalMsl OT HEPOJACTBEH-
HOTO MOJIHOCThIO COBMECTUMOTO IOHOPA U3 POCCUNCKO-
ro peructpa (I'bY3 «YensabuHckas obysiacTHasi CTaHLMS
nepeavBaHUsl KpoBU») Oblia mpoBeneHa B LleHtpe met-
cKoli oHKoJiornu u remMarosioruu B aprycte 2007 r. O6be-
JNMHEHUE PETMOHAIbHBIX PETUCTPOB U CO3AaHUE €IUHOIO
HaunonaneHoro peructpa noHopoB KM 3HauuTenbHO
YBEJIMYUJIO LIIAHCHI HA MOJIOXUTEIbHBINA Pe3yJIbTaT MOUCKa
HepOACTBEHHBIX ToHOPOB [1]. B 2015 . B pamkax 1oroBo-
pa 0O COBMECTHOW AesTebHOCTA MexXay HalmoHanibHbIM
HayYHO-MPAKTUYECKUM LEHTPOM JAETCKOU reMaToJIOTUH,
OHKOJIOTUM YW UMMyHosioruu uMeHu mutpusi Poraue-
Ba (HHIILL ATOU um. Amutpusi Porauesa), HeMeLIKUM
pPErucTpOM HEPOACTBEHHBIX NOHOpPOB umeHu [lteda-
Ha Mopma u I'bY3 CO «OIKB Ne 1» EkarepunOypra
nanueHTke ¢ anemueit ®ankonu mposeneHa TI'CK or
HEPOJCTBEHHOTO JOHOPA U3 3TOT0 €BPOIMENCKOro peru-
ctpa. CoTpyaHHUYECTBO ObLIO MPOAOKEHO, U B (peBpase
2017 r. ycnewHo nposeaeHa TI'CK ot HepoacTBeHHOro
JIoHOpa U3 [epMaHUM MalMEHTy ¢ OCTPBIM MUETOUAHBIM
netikozom (OMJI).

PesynbraTbl

3a nepuog ¢ okrsiops 2006 o mekadpb 2016 1. GuLI0
BoinosHeHo 117 TI'CK. Hozosornueckasi CTpyKTypa
3abosieBaHuil ¥ BUIbI BbiNoJHeHHbIX TI'CK npuBeaeHbl
B Tabnuue. Cpeny MNaUMEHTOB C OCTPBIMU JIEMKO3aMU
B IIEPBOI PEMMCCUM TPAHCIUIAHTUPOBAHO § TAIIMEHTOB,
BO 2-i1 — 21, B 3-1i — 4, BHE peMUCCUU — TaKXKe 4.

P esyibmamol  MPAHCHAAHMAUUU  2eMONOIMUHUECKUX
CMe0A06blX KAemOK Yy NAUUEHmOoe6 C COAUOHBLMU onyxoaamu

B uwncio conauaHbix omnyxoneir (n = 55) BoLLIKU
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Hosonoeuueckas cmpykmypa 3a6onesanuii u munst gvinoanensix TICK

62 8 — 70

OT TMOJIHOCTBIO — 8 8 16
COBMECTUMOTO

POICTBEHHOIO

TIOHOpa

AyTosioruyHas
(ayro-TI'CK)

AnnoreHHas
(ano-TI'CK),
B TOM YHCIIe

OT MOJIHOCTBIO — 12 3 15
COBMECTUMOTO

HEPOICTBEHHOTO

TIOHOpa

raruIoOuAeHTUYHas — 14 — 14
ITyTTIOBUHHAsT KPOBb — 2 — 2

Hmozo 62 44 11 117
|

29 cnyvaeB Helipo6aactombl (HB) 4-it ctagum, 14 ciuy-
yaeB reHepajanm3oBaHHOI capkoMbl KOunra, 7 ciiyuyaes
MeayJI00J1aCTOMBI, 2 cllydasl TenaTo0JacToMBbl, 2 ciaydast
TePMUHOTEHHBIX OIyXoJiei, 1 ciayyail CBETJIOKJIETOYHOMN
CapKOMBbI MOYKU. BONBIIMHCTBY MAllMEHTOB C OMYXOJISI-
MM LIEHTPAJIbHON HEPBHOW CUCTEMBI U TEMaTo0J1acTOMOM
BBINTOJHSAIUCH TaHaeMHble ayTo-TI'CK. KonmuuunoHu-
pOBaHUE BKJIIOYAJIO B c€0sT BBICOKME J03bl KapOoIiaTuHa
M aTono3uaa, MeadanaH, oycyiabdas; ¢ 2014 1. ucnosb-
3yeTcsl TpeocyabgaH. MenuaHa KOJIMYECTBA TEePeUThIX
CD34"-knetok Ha 1 Kr Macchl Tesa O0JIbHOTO COCTaBUIa
7,8 x 10° (nmamasoH — 2,8—18,5). Pe3yabrarhl jiedeHUs
¢ ucnons3oBanreM TI'CK B 3Toil rpymnmne manydeHTOB
npeactapiaeHsl Ha puc. 1. JessatwietHss odomas (OB)
u OeccodbiTuiiHasg BbikuBaemMocTh (BCB) cocraBuiu
0,32 + 0,14 u 0,48 = 0,09 coorBeTcTBeHHO (pUC. la).
B aT0ii rpymnme 66110 2 JeTaIbHBIX UCXO0JA, aCCOLMUPO-
BaHHBIX C TPaHCIIAaHTAlMOHHBIM JieueHueM (Transplant-
related mortality, TRM); KymynsiTUBHasi BEpOSTHOCTb
TRM cocrasuina 0,04 + 0,03 (puc. 10).

Yactu namuyeHToB ¢ auarHozoM HbB u umHuuManb-
HbIM nopaxeHueM KM (n = 12) ObuUta BbINIOJTHEHA
UMMyHOMarHutHas cejekuuss CD34*-kneTok Ha ar-
napare Clinimacs Plus (Miltenyi Biotec, Iepmanus) [2].
PesynbraThl Tepanuu B 3TOH TpyIre NalMeHTOB oKa3a-
JIUCh JOCTOBEPHO XyXe, 4eM y 16 OOJIbHBIX aHAJTOTMYHOMK
rpynibl, HO 6e3 CD34*-cenekuuu (puc. 2). BepositHoit
MPUYUHON B3TOro sBisercs, To, yto CD34"-cenexuus
MPOBOJAMJIACH MTALIMEHTaM ¢ WHUILIMATbHBIM MTOpaXXeHUueM
KM, G0JBIIMHCTBO U3 KOTOPBLIX HA MOMeHT ayTo-TI'CK
WMEIU COXPAHSIOUIYIOCS MMHMMAJIbHYIO0 OCTaTOYHYIO
o6ose3nb (MOB). Ilpu aToM BpeMsi MPUKUBICHUS HEM-
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Puc. 1. Pezyasmamet TICK y nauuenmoe ¢ conuonvimu onyxoaimu: a — BCB u OB; 6 — TRM

TpoduinoB (MenmaHa — 12 mHeit, nuara3zoH — 9—40 oHeit)
UTPOMOOLIUTOB (MeanaHa— 24 s, iuarna3oH— 1 1—62 aHst)
CTaTUCTUYECKN 3HAYMMO HE OTIIMYAJIUCH IO CPaBHEHUIO
¢ malyeHTaMu 0e3 ceJIEKINI: MeIMaHa BpeMEHU ITPUKIB-
JIeHUs HeHTpodwioB — 12 mHeit (mrana3oH — 9—14 mHeit)
(p = 0,2510), TpomOoLIUTOB — 16 mHei (nuama3zoH — 11—
46 nneit) (p= 0,1778). B TOo Xe BpeMsl KOJIUYECTBO
(memmana) mepenuThix CD34*-xmeTok OBUIO Haxke He-
CKOJIBKO BBIIIIE Y MTALIMEHTOB C celeKkumeir — 12,6 x 10/kr
u 7,9 x 10°/KT COOTBETCTBEHHO, HO Pa3In4Ms OBIIN CTa-
TUCTUIECKHU HemocToBepHBIMU (p = 0,1330).

Haumnas ¢ 2010 ., maumentam ¢ HB Hapsimy co cralH-
JIApTHBIM LIUTOJIOTUYECKUM ucclienoBanreM KM 1poBo-

IUATCS OTIPeleICHNE SKCIIPECCHH OITYXOJIeCIICIIM(PUIHBIX
MapKepoB — 3Kcrpeccuu reHoB TH n PHOX2B meTonom
TIOJIMMEPA3HON IIEMTHONM peaKlMU B peKUME pPeaTbHOTO
Bpemenn (ITLIP-PB) [3—5]. DTo mo03BOJSICT BBHISIBISITH
nopaxkeane KM ¢ BBICOKOI aHaJIMTUYECKOM UYBCTBU-
TeIbHOCTRIO. MccaemoBaHme 3KCIIPecCUy TaHHBIX TEHOB
B IpoAyKTax adepesa rmeprdeprnIecKnX CTBOJOBBIX KJTe-
TOK JaeT BO3MOXHOCTH OIIPEACIISITh MX MHUHUMAJIBHYIO
KOHTAaMUHALMIO OIYyXOJIEBBIMM KJleTKaMu [6]. JBamuaru
nIeBITH TanueHTaM ¢ Hb BeICOKOTO pricka M MHUIIHAb-
HBIM TTopaxkeHreM KM OBII0 BEITIOTHEHO MCCIeIOBAaHME
aKkcrpeccun reHoB PHOX2B w TH B mipenapatax Iepu-
¢eprIecKIX CTBOJIOBEIX KIJIETOK, a Takke B KM mepen

a o
08 09
0,79£0,11
08 1 08t
0,71£0,12
07 07
g oe 8os
o
ga; gu
gos Fo4
o I 0,25¢0,13 | 03 0,27£0,15
02 02
L ] 01
p (log-rank)=0,043 p (log-rank)=0,076
L] : 0 A :
[ 1 2 3 4 E 8 ? 8 9 0 1 2 3 4 s g 7 & 9

Bpema HaSnioaesua, roae nocne TICK

Bpemn HaBniogenua, rogel nocne TICK

=== [launeHTsl 6e3 CD34-N03NTUBHON CeneKUnn
=== [launeHTsl ¢ CD34-no3UTUBHON CenekuMen
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Puc. 2. Pezyavmamor TICK y nauuenmos ¢ Hb 6 3asucumocmu om nposedenusi CD34+-cenexyuu: a — bCB; 6 — OB
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npoleaypoit agepesa KJIETOK IS MOCAEAYIOLIEH ayTon0-
TUYHON TpaHcIiaHTaluu. B 12 ciydasx Obuia BbIITOJTHEHA
CD34-no3utvBHasT UMMyHOMarHuTHas cenekuus. [lpu
5TOM HU B OJHOM cjydae skchnpeccuss reHoB PHOX2B
u TH B 00pa3liax ayTOTPaHCIIAHTATOB HE ObLIAa BbISIB-
JIeHa BHE 3aBUCUMOCTH OT TMPOBEACHUS MPOLEAYPHl UM-
MYHOMArHMTHOI cesekuuu. B 1o xxe Bpems y 6 (20,7 %)
MaluueHTOoB Iepes npoueaypoii Jieiikadepesa B KM Obuia
BbIsIBJIEHA dKcIpeccus reHa PHOX2B,y 7 (24,1 %) nauu-
eHToB — TH. T1porHo3 y JaHHbIX O0JbHBIX ObLT (aTab-
HbIM: gojrocpouyHast BCB coctaBuna 0,14 + 0,13, a OB —
0,00, Torna kak y nallu€HTOB, TOCTUTIIAX MOJIEKYISIPHOMI
pemuccuun B KM, mnokaszarenu coctaBuwiu 0,30 = 0,15
n 0,45 £ 0,16 cooTBeTCTBEHHO, [UISI O0OMX 3HAYEHUIA
p =0,003 (puc. 3). ¥ 5 (17,2 %) nauueHTOB 3KCIIPECCUSI
reHoB PHOX2B v TH B KM coxpaHsiiach Ha POTSKEHUU
BCell Tepanuu, 4YTO CBUIETEILCTBOBAIO O MEPCUCTEHIIUU
B OpraHW3Me XMMHUOPE3UCTEHTHOIO KJIOHA OIMYXOJIEBBIX
KJIETOK.

a
09 |
08 T
07 1
05 T
©-0

80.5 f

Lnn,d 1
N n=22

0,30+0,15
0.2 1
_ n=7
01 ‘ 0,1410,13 p=0.003
0 3 2 3 4 5 5 7 8 |
Bpewms, rogel
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n b B 1 ciydae mcronb3oBasicsas ATT-®dpeseHuyc.
IMocTTpaHciaHTalMoHHas TPOGUIAKTUKA JTOTOTHS-
Jack MukodeHonara ModeTuioMm. MeauaHa KoandecTBa
nepenutbix CD34*-ximeTok Ha 1 KT Macchl Tejla HmalneH-
Ta coctasmua 6,90 x 10° (nnamason — 2,80—9,20 x 10°).
MennaHa BpeMeHHU 10 TPVKUBJICHUS HENTPOGUIIOB CO-
craBuia 14 nueit (nuanazoH — 10—20 gHeit), TpoMOOLIM-
TOB — 15 nHel (nuana3zoH — 11—-31 geHb).

OB u BCB B 310¥i rpynme coctaBuiu 0,58 + 0,16
1 0,56 0,16 coorBeTcTBeHHO (pUc. 4a). TRM — 0,20 £ 0,14
(puc. 46). Octpoit PTTIX II1-1V crenenu B 310 rpymrie
He 3admKcupoBaHO. KyMylgTMBHaAs 4YacToTa pPa3sBUTHUS
pacnpoctpaHeHHo# xpoHnudeckoit PTTIX — 0,13 £ 0,09.

Onvim mpancnianmayuu 2eMonOIMU1eCcKux cneoa06blx
KACMOK y NAuyueHmos ¢ 106eHUAbHbBIM MUEAOMOHOUUmMAp-
HbLM 1€UK030M

OTaenbHO XOTE0Ch Obl OCTAHOBUTHCSI HAa PE3yJbTaTax
Tepanvuu 2 TAlWEHTOK C IOBEHUJIbHBIM MUETOMOHOIIM-

o
03

08

n=22
0,45+0,16

n=7
0,00

o 1 2 3 4 5 G 7 8 ]

Bpewms, rogbi

Puc. 3. Pezyaomamot mepanuu nayuenmos ¢ Hb 6 3asucumocmu om ewisigaenus sxcnpeccuu eenos PHOX2B u TH neped npouyedypoii agepesa. Kpugoie
KPAcHOo20 yeema — NAuUeHmyl ¢ HaAUMUeM IKCRPeccull; Kpueble CUHe20 Ueema — NauueHmol, y Komopwix sKcnpeccusi He bviaa gvisenena: a — BCB; 6 — OB

Pe3yabmamot ainocennoil mpancnaanmauuu 2eMono-
SMUMECKUX CMBOA0BLIX KACMOK Y NAUUEHMO08 C 0CMPbIMU
aelikozamu

Cpeau MalMEeHTOB M3 TPYMIbl OCTPHIX JIEMKO30B,
noayuuBiux amio-TI'CK, 66110 12 mauMeHTOB C OCTPbIM
auMdobaactHbiM Jeiikozom (OJIJT), 4 — ¢ OMIJI. Tlpe-
WMYIIECTBEHHO TIPOBOAWIOCH MMeN0abjJaTUBHOE KOH-
JULIMOHUPOBAHUE C  HUCIIOJb30BaHMEM OycyibpaHa
(c 2014 . — tpeocynbpana), daynapabuna, menadanaHa
unn Tuotensl. [lpoduiakTuka peakiuu <«TpaHCIUIaH-
Tat npotuB xo3siuHa» (PTIIX) Bkitouana B ceds couera-
Hue nukiocnopuHa (¢ 2010 . — Takposumyca) U METO-
tpekcata. Ilpu npoBeaeHun TI'CK oT HepoaCTBEHHBIX
W TaIUIOMACHTUYHBIX POACTBEHHBIX ITOHOPOB B PEKUM
KOHJAMIIMOHUPOBAHUSI, KaK MPaBUJIO, BKIIIOUYAJICS JIOIIa-
MUHBIA AaHTUTUMOLUTAPHBINA UMMYHOT100yIMH (ATTAM)
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TapHbIM Jielikozom (FOMMJI). O6e 6onbHbix 10 TI'CK
MOJIyJyaiu XUMUOTEpAnuio: 1-s MalueHTKa — MOHOTe-
panuio 6-MepKanTonmypuHOM, 2-s1 — KypChl HU3KOI03U-
poBaHHOro uMTo3apa U 13-1uc-PeTMHOEBYIO KUCIOTY.
VY 1-i1 nauueHTKu CPOK OT YCTAHOBJEHMS AUarHosa 10
TI'CK coctaBun 8 Mec, Ha MOMEHT KOHAWLIMOHUPOBA-
HUSI cTaTtyc 3a00JieBaHUsI OLIEHUBAJICS KaK <«aKTUBHOE
3aboneBaHue». Eit mpoBeneHa TI'CK ot poncTBeHHOro
HLA-uaeHtuyHoro noHopa. Yepe3 3 mMec KOHCTAaTUPO-
BaH pelUANB 3a00JIeBaHUSI C CUMIITOMAMU OTTOP>KEHMSI
TpaHcrianTara. [TanuenTtke nposeaeHa nosropHast TTCK
OT 3TOTO K€ JIOHOPA C TIOCTTPAHCIJIAHTAIIMOHHBIM BBE/JIE-
HueM nukinodocdana B kauectse npodunaktuku PTITX.
B Hacrosimiee BpeMst pe0eHOK HaXOIUTCS B PEMUCCUU OC-
HOBHOTO 3a06oJieBaHus, 6e3 nposiieHuit PTIIX, ¢ xopo-
LIXM Ka4yecTBOM Xu3HU. [lepuon HabmoaeHuss — 2 roaa.
Bropoii nauueHTke nposeneHa ramouaeHtTuuHasgs TTCK

2 2017 MIN



s IETCKOU

TEMATOJIOTMM u OHKOJIOT MU

0.9

0.8

0.7 1

OB 0,58%0,16
06

& ECEB 0,56£0,16

04

0.3

0.2

0

1

09 1

08

07t

06 T

05 ¢

04 T

KymynaTHeHan BepofTHOCTL

03
TRM 0,20£0,14

02

0.1

1] I + +

a 1 2 3 4 5 6 i
Bpemna HaBniogenma, rogs nocne TICK

0 1 2 3 4 5 g 7 8
Bpewms HaGmogenus, roas nocne TMCK

Puc. 4. Pesyavmamot arno-TICK y nayuenmos ¢ ocmpuimu aetikozamu: a — BCBu OB; 6 — TRM

HeMmaHuIyJrupoBaHHoro KM ¢ IOCTTpaHCIUIAHTAlIMOH-
HbIM BBeleHMeM LUKIodocpaHa. B Hacrosiee Bpems
y pedeHka miposiBieHus kumeyHoit PTITX Il crenenu,
MPOBOIATCS UMMYHOCYITPECCUBHAS M COITPOBOIUTEIbHAS
tepanus. [lepuon HabmoaeHusT — 7 Mec.

Pe3yabmamor  mpancnianmayuu - 2eMonodmuecKux
CIN60.106bIX KACMOK Y NAUUEHNO08 C He310KA4eCmME8eHHbIMU
3abo0aesanuamu

B rpynny naiMeHTOB ¢ HE3JI0KaueCTBEHHbIMU 3a00J1e-
BaHUSIMU BOIIUIM 7 OOJIbHBIX CO CBEPXTSKEN0M Mpuoope-
TEHHOI arutacTUYeCcKoit aHeMuel, 2 ¢ aHeMmueit @aHKOHU,
1 mamueHT ¢ Tanaccemueit, 1 ¢ cunapomMom HuiimereH.
VY 7 malueHTOB JOHOpaMU CTalyd CUOJMHIU U 4 NeTsIM
TI'CK nposeaeHa oT HLA-nIeHTUUYHBIX HEPOACTBEHHBIX
nmoHopoB. B 5 cayuasx ncrounnkom I'CK 6611 KM 1B 6 —
nepudepurdeckast KpoBb. PexxiMbl KOHIMIIMOHUPOBAHUS
cogepxanu ¢aymapadbuH, uukiaodochan, ATTAM nnsa
MaleHTOB C MPUOOPETEHHOM arjacTUYECKON aHeMUei,
JTOTIOJTHUTEJIbHO HU3KUE M03bl OycybdaHa MPUMEHSIUCh
y ManueHToB ¢ aHemueid MaHKoOHU U cuHApoMoM Huii-
MereH. [TanMeHTy ¢ TalaccemMueii mposeaeHo Mueaoabda-
TUBHOE KOHIMIIMOHUPOBaHUE: OycyabdaH, HUKI0hOoC-
¢dan, ATTAM. IIpodunaktuka PTIIX B GoJbIIMHCTBE
cllyyaeB IPOBOAMIACH C MCHOJIb30BAHUEM TaKpoJuMmyca
u MetoTpekcarta. [laluMeHThl TIocjiae TpaHCIUIaHTalluKu
OT HEPOJCTBEHHBIX TOHOPOB MOJIyYaar MOIMOJIHUTEIbHO
MuKogeHonata MoeTus. Y Bcex MalMeHTOB 3a(UKCU-
pOBaHO MPIXUBJIEHWE TpaHCIUIaHTaTa. MenuaHa KoJiu-
yectBa nepeantoix CD34*-kieTok cocrasuna 7,45 x 10°/kr
(mmamnaszon — 2,00—11,00 x 10°/kr). MeauaHa BpeMeHU 10
MPYCKUBJICHUST HeUTpodmiioB — 15 gHeit (mrana3oH — 6—18
JIHei1), TpoMOouMToB — 18 mHeit (quana3oH — 11—31 geHb).

Bce maimeHThl ¢ He3/710Ka4YeCTBEHHBIMM 3a00JIeBaHU -
MU, KoTopeiM Oblia mpoBeaeHa TI'CK, xubl. OB co-

crasisier 1,0. KymynsiTuBHasi 4actoTa pa3BUTHUSI OCTPOM
PTIIX IITI-1V crenenu — 0,09 £ 0,08, pacnpocTpaHeH-
Hoii xpoHuueckoit PTTIX — 0,10 £ 0,08. HaGnroaeHue 3a
ATOIl TPYNIIOM IAlMEHTOB IOKAa3aJl0 3aBUCUMOCTh pa3-
Butusl Tskenoit PTITX or GbIcTporo moCTUKEHUS TOJI-
HOTO JOHOPCKOTO XxuMepusMma Ha JeHb +28 [7], u, Hao-
0OpOT, IUTUTEJIbHOE COXPaHEHUE CMEIIIAaHHOTO XMepr3Ma
y OOJIbHBIX 3TOM TPYIIIbI ObLJIO ACCOIMUPOBAHO C OTCYT-
crBUeM Tskenbix popm PTIIX.

Pe3yavmamul  eanaoudenmuunoil
2eMON0IMU1eCKUX CHGOA08bIX KACMOK

B 9 cayyasx rammouneHtuyHoit TI'CK mposeneHa
neruenuss CD3/CD19*-knerok, KoTopasi mo3aHee Oblia
3ameHeHa Ha TCRof/CDI19-nemrenuio. Menuana xo-
JudectBa TepeauTbix CD34%-kmetok Ha 1 Kr Macchl
Tesa naureHTa cocraBuia 8,60 x 10° (quamason — 5,10—
14,70 x 10°). MeauaHa konudectBa nepeautbix CD3"-Kie-
ToK — 5,0 X 10* (mmamason — 0,1—-67,0 x 10*). Menuana
BpeMEHU A0 TPWXUBIEHUS HelTpoduioB — 15 mHeit
(mnamazon — 11-20 gHeit), TpoMOoLUTOB — 19 AHEH (AU-
ama3oH — 11—26 nHeii). Pe3ynbraTel NpUMeEHEHUs Ta-
mnouaeHtTnyHoit TI'CK mokazansl Ha puc. 5a. TRM co-
craBuiaa 0,30 = 0,13 (puc. 56). KymynsatuBHasi yactoTa
pazsutus octpoit PTTIX ITI-IV ctennenu — 0,08 + 0,09,
pacripoctpaHeHHas1 xpouudeckass PTIIX B atoil rpymnne
HE 3aperucTprupoBaHa.

C 2016 r. HayaTo TIpOBEIACHME TaIUIOUICHTUY-
HOM TpaHCIUIAaHTallMM HeMaHuIyJaupoBaHHoro KM
C  TOCTTPAHCIUIAHTAIlMOHHBIM  BBEACHUEM  ITMKJIO-
¢dochana. Hanuwiii  Bug TICK  Obu1  BBITOJHEH
y 5 MalueHTOB, OJHAKO KOPOTKUI CPOK HaOJIOACHUS
MoKa He II03BOJISIET CHe/laTh KaKue-JIMOO OIpelesieH-
HbI€ BBIBOIIBI O TOJTOCPOUYHBIX pe3yJbTaTax TaKoro BuIa
TpaHCILIaHTallUM.

mpancniaanmauuu
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Puc. 5. Pezyrvmamot eanaoudenmuunoii TICK: a — BCBu OB; 6 — TRM

Pesytvmamot mpancnaanmanuu nynoguHHol Kpogu

ITynoBuHHas KpoBb B KauecTBe uctounuka 'CK Obu1a
MCIOJIb30BaHa HaMU y 2 TIAalIMEHTOK B Bo3pacte 11 Mecsi-
1eB 1 4 roga. KoimuecTBO NMepeuThIX SAPOCOAEPIKAIITNX
KJIeTOK coctaBwiio 15,1 u 13,5 x 107/Kr COOTBETCTBEHHO.
B 06oux cirydasix MCIIOJIb30Bajach HEPOACTBEHHAS ITyTO-
BMHHasi KpoBb U3 CaMapcKoro 6aHka IyIOBUHHOI KpPO-
Bu (I'BY3 «Camapckuit 061acTHONM MEAULIMHCKUIA LIEHTP
«JIlunactusi»). boapHas OMJI, TpaHcCIIaHTUpOBaHHAs
B 11-MecssuHOM BO3pacTe, XKWBa B PEMUCCUU CO CPOKOM
HaboneHust 6 jer. YeTbIpexJIeTHSISI MallMeHTKa C aHa-
IJ1a3MpOBaHHON T-KJIETOYHOI HEXOIKKMHCKON JTUMbO-
MO MMOrubja OT MPOrPEeCcCUr OITyXOJIW B PaHHUE CPOKU
OCJie TPaHCIUTAHTALIU Y.

Poab MUHMMAJIBHOIT OCTATOYHOW 0O0JIE3HM MPH OCTPBIX
JIeK03ax

Bcem manmeHTaM ¢ OCTPBIMM JIEMKO3aMM BBITIOIHSI-
Jnoch onpeneneHrne MOB MeTomamu MPOTOYHON LIUTO-
METpUM, a MPU HAJTUYMKU XMMEPHOTO TPaHCKpUMTA WJIU
runepakcnpeccuu reHa WT1 — meronom I1IIP-PB. BCB
6 marmmeHToB ¢ OJIJT MOB-tto3utuBHbIX iepen TT'CK co-
craBwia 0,00, a cpenu 16 MOB-HeraTMBHBIX OOJBHBIX —
0,49 = 0,13 (p =0,214). KymyaaTuBHasi BEpOSITHOCTb pa3-
BUTHUS peluanBa B rpyine nauueHToB ¢ OJIJI u Hannuuem
MOB 6bu1a 0,67 £ 0,01, MOB-HeratuBHbIX — 0,30 = 0,11
(p = 0,584) (puc. 6). BoisgBieHHass HaMU TEHACHIIMSI CXO-
’Xa ¢ paHee ONMyOJIMKOBAaHHBIMU JaHHBIMU O HEraTUBHOM
nporHoctuueckoit poau coxpaneHuss MObB nepen TI'CK.

HckiaroyeHreM U3 9TO 3aKOHOMEPHOCTM SIBJISIETCS
5-mecstunblil manyeHT K. ¢ nuardHozom OJIJI, mHunm-
aJlbHbIM HEWMpOJeHKO30M M HaluyheM TpaHCIOKaluU
t(4;11)(q21;923), moayyaBmIUi Je4eHUE IO TMPOTOKOJIY
MLL-Baby. HecmoTpst Ha mocTuKeHUE KJIMHUKO-TeMa-
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TOJIOTMYECKON PEMHUCCUU K OKOHUYAHUIO MHIAYKIIMOHHOM
Tepanuu Ha 36-i1 IeHb, y MallMeHTa IJIMTeIbHOE BPEMSI CO-
xpaHsiack MOB, a mocie nmporokona Il mpowu3oliio 3Ha-
YUTEIbHOE HapacTaHKue ee BeInurHbl. HaMu paHee ObLI0
nokaszaHo HebOjarompusiTHoe 3HaueHue MODB B pamkax
nporokosia MLL-Baby [8, 9]. Ha ocHoBaHuU 3T0Or0 06110
npuHaTo peweHue o nposeaeHun TI'CK or HLA-uneH-
TUYHOTO POACTBEHHOIo NoHOpa. KoHAMIIMOHUpOBaHME
BKIIOYaao OycylbdaH, 3Tomno3ua, uUukiopochamus.
TpancrmanTtar cogepxan 7,1 x 10%/kr CD34*-kneroxk.
IIpopunakruka PTIIX mnpoBoaunach TaKpoOJIUMYyCOM
1 MeToTpekcaToM. [IprKuBiIeHue coCTosIoCh Ha AeHb +21.
OpnHako Ha aeHb 128 nocie TI'CK Obu1a BHOBb BBISIBJIE-
Ha MOB B KM. IMauueHT noay4yusa TapreTHyIo Tepanuio
nperapaTtomM OJMHATYyMOMaO B COYeTaHUU C UHQPY3Uei
JoHopckux auMdouutoB. [Tocae 2 KypcoB ¢ OGaMHATY-
momabom MOD He ompezessiiach Kak METOIOM MHOTIO-
LIBETHOI MPOTOYHOI LIMTOMETpUH, TaK U MeToaom ITL[P-
PB. B HacTos11iee BpeMs MallMeHT HAXOAUTCS B CTOMKOI
PEMUCCUM CO CPOKOM HaOJIIOJACHHUs TOC/e ITOCIeTHEeM
MHQPY3UU JOHOPCKUX JUMdounuToB — 1 roa. PesyabraThl
onpeneneHusi MOB MeTogamMyu MHOTOLBETHO# MPOTOY-
Hoii uutometrpuu u ITLP-PB ¢ BoIsiBIeHMEM HOpMaIN30-
BaHHOTO KOJIMYECTBA XMMepHOro TpaHckpunta MLL-AF4
no u nocae TI'CK, a Takxke moCTTpaHCILUIAHTALIMOHHOTO
JIOHOPCKOT'0 XMMepH3Ma IpeCTaBIeHbI Ha pUC. 7.

PeakTuBamms BMpPYCOB Ipynmbl repmeca mocJjie TpaHC-
TUIAHTAIMA TEMONO3THYECKHX CTBOJIOBBIX KJIETOK

N3BectHO, utO0 yacteiM ocioxHeHueM TICK,
OCOOEHHO TaIUIOMACHTUYHOM, SIBJISIETCSl peaKkTHBa-
IS BUPYCOB TPYIIIBI Teprieca: ILMUTOMerajJoBUpyca
(LIMB), Bupyca mpoctoro repreca 6-ro tuma (BIIT
6-ro Tuma), Bupyca OImureiitHa—bapp (BDb) [10].
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JNETCKOU

HOAro

[Mo HammM JaHHBIM, KyMYJISTHBHAS BEPOSITHOCTH pe-
aktuBauyu LIMB mocie TICK cocrasuna 14,8 %,
B®b — 22,0 %, BIII' 6-ro Tuna — 44,0 % (puc. 8).
B psne cnyyaeB umena Mmecto MUKcT-uHbexms [11].

oA :..‘t BNI-6 Tuna 0,440 (95% [ 0,304-0,638)
=
E B
% 0.3
E - B36 0,220 (95% OM 0,126-0,399)
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% 024
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Bpesn nocne TICK, mecau

Puc. 8. Kymyaamusnas eepoamuocmos peaxmusayuu 6upycog epynnol
eepneca y nayueHmog nocae asioeennou u eanaoudenmuunoii TICK

Jlnsa olleHKM BO3MOXKHOTO MYTH IIepeadyu C Ipera-
pataMu KpoBHU 3TUX BUpPycOoB Hamu MetomoMm IIL[P-PB
ObLIM oOcnenoBaHbl 83 AOHOpa TPOMOOLIMTOB, a TAKXKe
MPOAYKThI TpoMOOLIMTO(DEpe3a moce coopa Ha anmnapaTe
Haemonetics u ¢unsrpaunu. HecMoTps Ha BBISBICHUE
BB u BIIT 6-ro tuna B LeibHOI KpoBU 10HOPOB (19,2 %
1 2,4 % COOTBETCTBEHHO), HU B OJHOM CJIy4ae 3TU BUPYCHI,
a takke IIMB He GbuiM 0OHapyKeHbl B TPOMOOKOHIIEH-
TpaTe, 4YTO UCKJTIOYAeT FeMaTOTeHHBIN MyTh nepenauu [ 12].

TexHoiorust 3aMOpaKUBaHUSA reMONO3THYECKIX CTBOJIO-
BbIX KJIETOK

Hnsg coxpannoctu 'CK Hamu Oblla oTpaboTaHa TeX-
HOJIOTHSI KPHOKOHCEPBHPOBAHUSI C HCIIOJIb30BaHUEM
pacTBopa JeKCTpaHa C MOJIeKYIsIpHOW Maccoit ot 50
000 mo 70 000 da u 3aMopakuBaHUs Ha MPOrpPaMMHOM
3aMopaxuBatene Ice-cube 15M (Sy-Lab, Asctpus).
brun momoGpaHbl ONTUMAaJbHbIE YCIOBUSI, KOMIICHCH-
pYIoIIe 3K30TePMUUECKHUIT BEHIOPOC B MOMEHT KpHUCTAJI-
ym3anuu (puc. 9, 10) [13]. I1pu 3TOM XM3HECIIOCOOHOCTh
pasmopoxkeHHbIx ['CK, olleHnBaeMasi ¢ UCIOJIb30BaHUEM
7-AAD Ha MPOTOYHOM LIMTOMETPE, cocTaBuia 6osee 97 %.

B 3akioueHue xodercsl MOAYEPKHYThb, YTO HMEIO-
muecss B LleHTpe AeTCKOl OHKOJOTMU U TeMaTOJOTUU
I'bY3 CO «OJIKBb Ne 1» TpaHCIIaHTALIMOHHbBIE MOIIHO-
CTH, BO3MOXHOCTH COTIPOBOAUTEBHON TEPaNiy U CaMble
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Puc. 9. Buibpoc menaa 6 kaemke 6 MOMeHM KPUCMAANU3AUUU

Temnepatypa 8 ofpasue

3anporpaMMUPOBAHHAR TEMNEpaTypa
B kamepe N3

Puc. 10. Kpusvie 3amopaicusanus c Hopmanuzayueli 3K30MepmMu4ecKoeo
gblOpoca

COBPEMCHHLIC na6opaTopHLIe TEXHOJIOTUUN I1O03BOJIAIOT
npoBoauTh TI'CK He Tonbko manueHTam u3 CBepioB-
CKOI1 00J1acTH, HO M AETSIM, IIPOXKUBAIOIIMM B IPYTUX pe-
ruoHax P®.
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