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B cmamue npedcmaesnenst pesyabmamol cpagHeHus QPeKmueHocmu mpaHcnAGHMAYUYU 2eMOno3mu4eckux cmeonosvix kaemok (TICK)
C PA3AUMHBIMU O UHMEHCUBHOCIU DeNCUMAMU KOHOUUUOHUPOBAHUS Y Oemell U NOOPOCMKO8 ¢ MUEA00UCNAACMUYECKUM CUHOPOMOM
(MJIC). B uccnedosanue exarouervt 59 nayuenmoe 6 eospacme om 1 do 18 nem ¢ MJC, noayuuswux arnoeenuyio TICK (anno-TICK)
¢ 1996 no 2016 2. (30 nayuenmog ¢ muea0abAamueHsIM PelCUMOM KOHOUYUOHUPOBAHUS U 29 — C PENCUMOM CO CHUICEHHOU UHMEHCUB-
Hocmuvto 003 (PUK)). Anaausz obueti u 6eccoObimuiiHoll 8biicugaemocmu 8 00eux epynnax nokasdi conoCmagumyr) 3p@heKxmusHocms.
Aemopui obcyncoarom 03moxncHocmy uchoavsosanus PUK kak anemepnamuernoeo eapuanma konouyuonuposarus npu aino-TICK y de-
meii u noopocmros ¢ MJIC.
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Treatment results of hematopoietic stem cells transplantation (HSCT) with myeloablative (MAC) and reduced intensity (RIC) conditioning
regimen in children and adolescents with myelodysplastic syndrome (MDS). Fifty seven patients aged Ito 18 years who received allo- HSCT
Sfrom 1996 to 2016 (30 patients with MAC and 29 patients with RIC) are included in the study. Analysis of overall and event-free survival in
both groups showed comparable efficacy. The use of RIC as alternative conditioning regimen in children and adolescents with MDS.
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Baenenue JKEHUEM TeMOITOATHYecKoil cTBosoBoii KieTku (I'CK),
MuenoaucriacTU4ecKuii CUHAPOM,/Mueonpoinde- B OCHOBE KOTOPBIX JIeXKaT cOMaTUYECKUEe MyTalluu pa3-
patuBHBIe 3a0oneBanus (MJC/MII3) — rereporeHHasl JIMIHBIX T€HOB W/MJIN SMMMTCHETUISCKON PETYISIIIUN, UH-
IpyTIia KJIOHAJIbHBIX 3a00J€BaHUIA, CBSI3aHHBIX C MOpa- AYyLMPOBAHHON HapyllIeHUEM MUKPOOKPYKEHMUS. Y neTei
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MJIC/MII3 Bcrpeuaercst B 2—5 % BCexX 3710Ka4eCTBEHHBIX
3abosnieBaHuit KpoBu [1]. ExeronHas 3aboseBaeMOCTb —
1,8 Ha 1 maH geteit B Bo3pacte ot 0 1o 14 et

B cootBeTcTBMM ¢ Kiaccudukanueit BcemupHoii opra-
HM3auu 3apaBooxpanenus (BO3) 2016 . k MAC/MII3
JIETCKOTrO BO3pacTa OTHOCATCS MUEIOUIHbIE TMpoaude-
paTUBHBIE COCTOSIHUS, CBSI3aHHbIE ¢ CUHApPOMOM JlayHa,
IOBEHWJIbHBIM MMeToOMOHOUUTApHbIN Jeliko3 (FKOMMIJI)
nu MJIC, BxIoyalmoluii pedpakTepHyO LUTOMNEHUIO
(PLI), MIC ¢ u30bITKOM 0J1aCTOB, OCTPbIi MUETOUAHbBIN
sneriko3 (OMJI), pasBUBLIMICS W3 MpeallecTBYIOLIEH
muenoaucmiaszuu [2]. IlocnenHue BapuaHTbhl Haubosee
4acTo paccMaTpuBaloTcs Kak nepBuuHbii M C, pa3BuB-
LIUCcS y paHee 310POBBIX AETEH.

OTIMYUTENbHONM OCOOEHHOCTBIO SBJISIETCS TO, YTO
y 30 % uMeeTcst KOHCTUTYLIMOHAJIbHAS ITPEAPACITONOKEH -
HocTb K MIIC, HanipuMmep, y neteit ¢ cuHapomom JlayHa,
BpOXJIeHHOU HelTponeHueir (cuHapoMm KocTMmaHHa),
cuHapomoM HyHana, anemueit @aHkoHM, Helipoduopo-
mato3oMm | tumna, cunapomom IlIBaxmaHa—/laliMmoHAa,
mytauueit GATA2 v ap. DTU COCTOSIHUS MPEIoJaratoT
BTOpuuHbIiA xapaktep M C, Hapsiny ¢ BTopudHbiM MJIC,
pa3BUBILIMMCS TIOCJIEe MPOBeAeHUsT KypcoB xumuo- (XT)
u JyyeBoil Tepanuu npeamectsyrommx MJC 3mokaue-
CTBEHHbIX 3200JI€BaHUIA.

M/C y neteit uMeeT pa3HOOOpa3ue KIMHUYECKUX MTPO-
SIBJICHUI, YTO OMpeNessieT BbIOOP CUMIITOMAaTUYECKOMN
U XapakTep WMHTEHCUBHOU Tepanuu. [IporHoctuyeckue
wkansl MIC pnst B3pocibix (IPSS, IPSS-R, WPSS,
WPSS-R) npu MC y neteil He UMEIOT SIBHOTO MPOTHO-
CTUYECKOTO 3HaueHwus [3], BBUAY 0COOEHHOCTE maTodhu-
3UOJIOTUM, CBSA3aHHOU C pa3IWyusIMU B 4aCcTOTE MyTallUU
TeHOB, y4yacTBylOLIMX B maTtoreHede. Cpenu HUX peakas
BCTPEYAaEMOCTb, 110 CPABHEHUIO CO B3POC/IbIMU MallUeHTa-
mu, mytaumit, cea3aHHbix ¢ PHK-crnalicunrom (SF3B1,
SRSF2, U2AFI1, ZRSR2), TET2-mytauuu [4, 5]. Bce netu
¢ MJIC/MII3, 3a uckimroueHNuEeM MalleHTOB ¢ CUHIPOMOM
HayHa, uMmeroT KpaiiHe HeOaronpusiTHbiii mporHo3. MJIC
y IeTeil sBisieTcsl Oe3yCTIOBHBIM TMOKAa3aHWEM K BBIIOJI-
HEHUIO AJUIOTEHHOW TpaHCIUIAHTAlMU TeMOITOATUYECKUX
ctBosioBbIX KieToK (amo-TI'CK). MctouHukoM remomno-
9TUYecKuX cTBOJIOBBIX K1eTOK (I'CK) MoryT ObITh COBME-
ctumble 1o reHaM HLA-cuctembl poCTBEHHbIE JOHOPHI,
HEPONCTBEHHbIE TOHOPBI C JOMYCTUMON CTEMEHbIO HECO-
BMecTuMocTu o reHaM HLA-cuctemsl, B ciiyyae ux oTcyT-
CTBUS pAaCCMATPUBAETCSI BAPUAHT MOJTyYeHUS] TPaHCILIaH-
TaTa OT POJACTBEHHOIO rarIOMAEHTUYHOTO JOHOpa [6].

PesynsraTtel amno-TI'CK y geteii 3aBucsT OT BapuaHTa
MAC, 5-netHsas obwas BbkuBaeMocTh (OB) nocturaet
63 % npu pedpakTepHOil aHEMUU C M3OBITKOM 0JIACTOB,
32 % — npu OMJI, pa3BuBILEMCSI U3 MPEALIECTBYIOIIErO
MAC [7]. OCHOBHbBIMU TPUYMHAMMU, OINPEAESIONIMMU
JIETAIbHOCTb, CBSI3AHHYIO C TPAHCIUIAHTALIMEH, SIBIISIIOTCS
TOKCUYECKNE U UHQEKIMOHHBIE OCIOXHEHUS, PeaKius
«TpaHCIUIaHTaT MpoTuB Xxo3sguHa» (PTIIX), B ormaneH-
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HOM niepuone — peuunussl. [Tpu nposenenuun auio-TI'CK
y nmereit ¢ MIC/MII3 TpagulIMOHHO WCHOJIB3YIOTCS
MUEIOA0JaTUBHBIE  PEKUMBbI KOHAULIMOHUPOBAHUS
(MAK), 5-netuss OB u 6eccoonituiinas (bCB) BekuBae-
MOCTb cOCTaBJISIOT 55 % 1 49 % coorBeTcTBeHHO [8, 9]. Co-
BEpLIEHCTBOBaHUE TexHojoruu nposeaeHus auio-TICK
HamnpaB/JIeHO Ha CHWXEHUE LMTOCTAaTUYECKOW Harpys3Kw,
MpU 3TOM CTENEeHb BBIPAXXEHHOCTU MUMMYHOAIONTUBHOTO
abdekTa nocie NpuKUBACHUS AJUIOTEHHOTO TPAHCTUIAHTA-
Ta MOXET SIBJISIThCS peliatoiuM (hakTOpoM B dpaauKaliuu
3JI0KQYE€CTBEHHOTO KJIOHA KJIeTOK. [IprMeHeHre pexXxruMOB
KOHIULIMOHUPOBAHUS CO CHUXEHHOW WHTEHCHUBHOCTHIO
1103 (peayurMpoBaHHAs UHTEHCUBHOCTb KOHAUIIMOHUPOBA-
Hust — PUK) umeeT ocoOyro mpuBIeKaTeaIbHOCTb Y AeTeil
BBUJY YMEHbIIIEHUS PUCKA KaK PAHHUX, TaK U OTJAJIEHHbIX
OCJIOXKHEHUI, B TOM YMUCJIe PUCKA PA3BUTUS BTOPUYHBIX
3J10KaueCcTBeHHbIX HOBooOpa3zoBaHuii. B 2007 r. nosiBuI0CH
coobeHue B. Strahm u E Locatelli 00 ycrienrHoM npume-
Henuu PUK 'y nereit ¢ P11 [10].

Iens Hamero mccieaoBaHus — CPaBHUTH dG(HEKTUB-
Hoctb MAK u PUK, dakropoB, cBA3aHHBIX C MallUeH-
TOM U noHopoM, Baustommx Ha OB neteit ¢ M C nocie
amno-TI'CK.

MarepuaJibl 1 METOIbI

B perpocnekTuBHOE MCCileAOBaHME BOUUIA 59 mauu-
eHToB, U3 HUX 20 (33 %) nesouek u 39 (67 %) MaIbIYMKOB
¢ MAC/MII3. MennaHa Bo3pacTa MallUEeHTOB COCTaBU-
na 7 et (mHTepBas — 1—18 neT). Becem maumenTam ¢ 1992
o 2016 r. B kiunuke HWUW JOIuT um. P.M. TopbaueBoit
obu10 BhIMoJHeHO 72 anno-TI'CK (13 mauueHTam TpaHC-
TUTAHTAlMSl BBIMOJHEHA MOBTOpPHO). Pacmpenenenue ma-
LIMEHTOB MO JMarHosaM comiacHo kiaaccudukanus BO3
2016 . 6buT0 caemytomm: MJIC ¢ U36BITKOM 6JaCTOB —
15 (25 %) maupenTtoB, OMIJI, cBSI3aHHBIN ¢ MUETOAMCILIA-
sueit, — 21 (35 %), FOMMIJI — 10 (18 %), PLL — 13 (22 %)
nereii. [Meppuunbiii MJIC 661y 47 (80 %) mauuenTos. M3
HUXKOHCTUTYLUOHAJIbHYIO ITpenpacnonioxkeHHocTb K MIIC
umenn 6 (13 %) nmaumeHTtoB: Heipodubpomaros 1 Tumna
(n = 1), cunapom KoctmanHa (n = 2), cemeliHyio Gopmy
MOHOCOMUM 7-i1 xpoMocoMbl (n = 2), aHemuto [1IBaxmaHa—
Haitmonpa (n = 1). Bropuunsiit MIIC, 00yc/IOBJIEHHBI Te-
panueit mpealecTBYOIUX 3aboieBaHuil (HelipoodiacTtoMa
(n = 1), HedpobaacToma (n = 1), anaacTuyeckass aHeMuUst
(n =38), numdoma (n = 1), ocTpblit TMMPOOIACTHBIN JIeii-
K03 (n=1)), 611y 12 (20 %) GONBHBIX.

Y Bcex MaiueHTOB ObUIO BBHITIOJIHEHO LMTOTEHETH-
YecKoe HcCienoBaHue, TP 3TOM HOPMAaJIbHBIA Kapu-
orun ycraHosieH y 20 (34 %) malueHTOB, MOHOCOMMSI
7-i1 xpomocoMbl — y 18 (15 %), KOMIUIEKCHbIE TOJOM-
ku —y 9 (15 %), npyrue 1MTOreHEeTUYECKUE aHOMATUN
(del 13q, del5q, t (6;9) (p23;q34), t(8;21), t(1;7), Tpuco-
Must 8-t xpoMocoMbl) — y 12 (20 %) GonbHbIX. Y 15 ma-
IIMEHTOB BHITIOJIHSTIOCH MOJIEKYJISIPHO-TE€HETUUECKOe UC-
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clenoBaHNe, U3 HUX Y S JeTeil BhISIBJIEHBI COMaTUUECKUe
mytauuu: NRAS (n =2), PTPNI11 (n=2),CBL (n=1).

Teparnus g0 amwto-TI'CK nposenena 48 (81 %) naru-
eHTaM: Bbicokoao3Hast XT (nmporokouibl JeyeHust OMII) —
23 (39 %), Tepanus HU3KUMHU O03AMMU LIMTOCTATHUYE-
cKMX TipenapaToB, audbepeHIIMpoOBOYHAs Tepamnus,
rUMoMeTUIMpyolnue mpenapatel — 25 (42 %), He mo-
nydanu nedenus: 11 (19 %) mereit. B 3aBucuMocTtu ot
coctostHus KocTHOoro Mo3sra (KM) no amno-TI'CK ru-
nokaeTouHblii KM 6611 BeIsiBiieH y 20 (34 %) GOJIBHBIX,
HOPMOKJIETOUHBIN —y 33 (56 %), runepkieToutblii KM —
y 6 (10 %). KonuuecrBo GiactoB MeHee 5 % 3aduk-
cupoBaHo y 33 (56 %) nauuenToB, 5—19 % GnactoB —
y 20 (34 %); 6oaee 20 % GnactoB —y 6 (10 %) GONLHBIX.
ITpoaonxuTe bHOCTh HAOTIOEHUS OT MOMEHTA MoCTa-
HOBKM JMarHosa 1o nposeaeHus: nepsoit amio-TICK
coctaBuia ot 30 no 4183 nHeit (MenuaHa — 451 neHsp).
B 3aBucumoctu ot ucrounuka 'CK u3 72 amno-TI'CK
POICTBEHHBIN, coBMecTUMBbINH Mo reHam HLA-cucte-
Mbl, JOHOpP Mcnoab3oBad npu 10 (14 %) amno-TI'CK,
HEpOJICTBEHHBI, coBMecTUMbIt Mo reHamMm HLA-cu-
creMbl, foHop npu 48 (67 %) amno-TI'CK; 14 (19 %)
amno-TI'CK Ob110 BBIMOAHEHO OT TarIOUAEHTUYHOTO
noHopa. ITosropubie amno-TI'CK (n = 13) Obutn uc-
KJTIOYEHBI U3 aHaJN3a.

B kavectBe ucrounuka I'CK wucnonszoBamu KM
y 43 (73 %) nauueHTOB, TiepudepuyecKre CTBOJOBbIC
kietku Kpou (ITCKK) —y 13 (22 %), KM B kombuHa-
uyu ¢ IICKK —y 3 (5 %) 6onbHbix. Conepxanune CD34*
B TpaHCIUIaHTate coctaBmio 3—10,5 x 10°/kr Beca manu-
eHrta (MeauaHa — 5 x 10°/kr Beca maiLeHTa).

MAK wucnons3oBamu y 30 (51 %) maumeHToB: OycCy/ib-
(baHconepskanme pexumbl (OycyiabdaH 14—16 mr/kr +
urkinodochan 120 mr/kr; Oycynbbhan 12 mr/kr + 1m-
kinodochan 2 r/mM? + uurtozap 4 r/mM?> + JOMYCTMH
120 mr/m?) 24 mauMeHTa; TpeocybdhaHcoaepka-
e pexumbl (Tpeocyibdan 42 r/mM> + nmkiodochan
120 mr/kr) — 6 6GombHbix. PUK mnpumensiiu y 29
(49 %) naumentoB: daymapadbud 150—180 mr/m? +
oycynban 8 wmr/kr — 12 manueHToB; diynapadbuH
150—180 mr/m? + mendanan 140 mr/m?> — 12 GOJNBHBIX;
dynapabunl50 mr/m? + uuknodocdan 40 Mr/kr — 3 ma-
LIMeHTa; npyrue BapuaHtel — 2. [IpodunakTuka octpoii
PTIIX npoBoaunach LUKIOCIOPUHCOAEPXKAIIUMU CXe-
Mamu (CsA) y 35 (59 %) manmeHTOB, TaKpOJIMMYCOCO-
nepxainumu cxeMamu (Tx) y 19 (32 %). dpyrue BapuaH-
Tl ipodwiakTuku octpoit PTIIX ucnonb3oBanuch y 5
(8,5 %) nanmeHTOB.

CepornpoduiiakTiKa ¢ aHTUTUMOILIUTAPHBIM TJIO0YJIN-
HoM (ATT) B cocTaBe pexxuMa KOHIMIIMOHUPOBAHUS MTPU-
MeHeHa y 40 (68 %) nauueHToB, 0e3 ucnoab3oBaHus ATT
anno-TI'CK BeimonHeHna y 19 (32 %) GonbHbIX. [Toapo6-
Hasl XapaKTepUCTUKa MALIMEHTOB MpeAcTaBieHa B TabJ. 1.

CTaTuCTUYECKUI aHAIU3 BBITIOJHEH B IpOrpamMmax
SPSS Statistics v.17. BepkuBaemMocTh paccurMTaHa Mo Me-
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tony Kamnana—Maiiepa. CpaBHeHUE BBIXKMBAEMOCTHU
MPOBOIMJIOCH TIPU ToMoIIH log-rank Tecta, CpaBHUTEb-
HBIIf aHAIU3 Pa3HOCTH JI0Jieil — TouHOoTOo Tecta Duinepa.
CTaTuCTUYECKN 3HAYMMBIMU CUUTAIUCH Pa3INuus TPU
p < 0,05. OB o1ieHrBanach OT MOMEHTA MPOBEACHUS all-
n0-TT'CK no matel mociiegHero KOHTakTa/IaTbl CMEPTH.
BCB — ot natsl BeinosHeHust auio-TI'CK go gatel peuu-
JIMBa/NaThl CMEPTH.

Pe3ynbraThb

OB nanuenTtoB ¢ MJIC/MII3 y nereii 1 mOAPOCTKOB
B obmeit rpymme (n = 59) 6buta 44 % (puc. 1). Ipu-
xupieHne ['CK mocturHyro Ha 11-43-ii neHp mocie
ano-TICK (meauana — 21 neHb) y 46 (78 %) nauueHTos,
u3 Hux y 22 (75 %) 6oabHbIX Mociae PUK, y 24 (80 %) —

Tadomuua 1. Xapakmepucmuxa nayuenmos u arno-TICK (nauano)

Yucao

ITapameTpsi cpaBHeHAs e o %
Yucao nayuenmos 59 100
Iloa My>KunHbBI 39 66
KeHImHbI 20 34
Bospacm no kaac-  Jletn go 10 36 61
cugpuxauuu BO3
TlonpocTku crapie 10 23 39
Jluaznos PLI 13 22
M/IC ¢ n36bITKOM 15 25
0J1acTOB
OMJI, cBsI3aHHbII 21 35
C MUEJIOANCIUIa3Uen
IOMMUJI 11 18
Kapuomun HopmanbHblii 20 34
-7 18 31
KoMruieKcHbIE MOJIOMKHA 9 15
[pyrue uToreHeTuye- 12 20
CKUe aHOMAaJTHH
Tepanus 0o mpanc- Boicokonosnas XT 23 39
naanmauuu KM
(TKM) HuddepeHnpoBoy- 25 42
Hasl Teparus 1/uim
TMIIOMETUIMpPOBaHUEe t
HU3Kue 10361 XT
bes Tepanuu 11 19
Kaemounocme KM [UnokjieTOYHbI 20 34
na momenm TKM
HopmoxkieTouHbIit 33 56
TunepkieTouHbI i 6 10
Koaunecmeo <5% 33 56
6aacmog na
momenm TKM 5-19 % 20 34
>20 % 6 10
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Taomna 1. Xapaxmepucmuka nayuenmos u aino-TICK (okonuanue)

Tun oonopa PoncrBeHHbII

HeponcTeeHHbIN 44 75

TarmtonneHTUYHBII 6 10
Bospacm donopa Io 30 net 27 46

Crape 30 et 32 54
Iloa donopa MyzkunHa 31 53

KeHmuHa 28 47
Hcmounux KM 43 73
mpancnianmama

TMCKK 13 22

Komb6unarus 3 5
Kaemounocmeo CD34*/kr > 5,0 x 10° 32 54
mpancnianmama

CD 34*/kr < 5,0 x 10° 27 46
Pexcum konouyuo- MAK 30 51
HUposanus

PUK 29 49
Ilpogpuraxmuxa CsA-copepxkaias 35 59
ocmpoui PTITX

Tx-conepxartiue 18 31

INpyrue 6 10
Ceponpoguaax- ATT B pexume KOH- 39 66
muka JUITMOHUPOBAHUST

TPUMEHSUICS

He npumensinach 20 34

nocie MAK (p = 0,761). Iarunetsss OB mainumeHTOB,
JMOCTUTIINX TIPVKUBICHUSI, coctaBuia 57 % (puc. 2).
B 3aBucmMoctM OT pexuma KOHIAWIIMOHUPOBAHMS
y nauuentroB ¢ PUK OB 6buta paBHa 55 %, y nauueH-
ToB ¢ MAK — 61 % (p = 0,495), BCB cocraBuna 55 %
u 50 % coorBerctBeHHO (log-rank = 0,499) (puc. 3).
YacroTta passutus peruauba B rpyrmne PUK Gbina 18 %
(n=4), Brpynme MAK — 21 % (n=5) (p = 0,987).

Yactora pa3BuTHS WHQEKIIMOHHBIX OCIOXHEHUN
B paHHeM Tiepuoe rociie auto-TTCK y maimmeHToB mocie
MAK u PUK He BbIsiBWIa 3HAUMMBIX Pa3INYUil, OMHAKO
YacToTa paHHUX TOKCUYECKMX OCJIOXHEHWI, TaKUX KakK
TOKCUYECKUI TeTaTuT, JIEWKOdHIIehaIonaTusi, MyKO3UT
III-1IV cTeneHu BbIpaXkKeHHOCTH, ObLJIa TOCTOBEPHO BhILIIE
mpu ripoBeneHny ayto-TT'CK ¢ MAK (1a6:1. 2). B rpymme
PUK u MAK npuyvHbI CMEPTU HE UMEIU OTJIAUYUTEIb-
HBIX CBOWCTB M OBUIM TIpeICTaBIeHbl MH(MEKIIMOHHBIMU
ocnoxuenusimu (p = 0,350), PTIIX (p = 0,474), mporpec-
cueit 3a6oneBanms (p = 0,070).
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Puc. 1. OB demeii u noopocmicos ¢ MJIC/MI13 nocae arno-TICK
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Puc. 2. OB demeii u nodpocmicos ¢ MJIC, y komopbix docmueHymo npuicug-
senue donopekux ITCK nocae anno-TICK

ECB

4%

PUK 55% (N=22)

o e

MAK 50% (N=24)

Log-Rank 0,488
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Puc. 3. 5CB demeii u nodpocmicog ¢ MJIC/MI13 nocae arno-TICK 6 3a6ucu-
MOCMU OM UHMEHCUBHOCMU PeNCUMA KOHOULUOHUPOBAHUS
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Tadmana 2. Ocaooncnenus arno-TICK 6 3agucumocmu om pexcuma
KOHOUUUOHUPOBAHUS

Octpasg PTIIX 11 (50 %) 16 (67 %) 0,370
Hudgpexuuonnote ocaoncnenus

MHBa3uBHBII MUKO3 3(14 %) 6 (25 %) 0,464
BupycHble nHdeKInn 6 (27 %) 521 %) 0,734
BaktepuanbHbie uHbekuun 12 (54,5 %) 10 (42 %) 0,565
Toxcuueckue ocaoxncnenusn

ToKCHYECKUIA FenaTuT 3(14 %) 11 (46 %) 0,026
HeitpoToKCHMYHOCTh 3 (14 %) 10 (42 %) 0,050
Mykosur 111V crenenun 1(4,5%) 10 (42 %) 0,005

Ananu3 ¢aktopos, onpenesomux OB u bCB manu-
eHToB, gocturiux npuxusieHus 'CK nonopa, mpen-
cTaBjieH B Ta0. 3. [1pu 9TOM He BBISIBJIEHO BIMSIHUS M0J1a
u Bo3pacra mauuenTta: OB neBouek — 55 %, OB manbuu-
KOoB — 62 % (p = 0,981); OB neteit B Bo3pacte 1-9 ner
cocraBuna 63 %, nogpoctkoB ot 10 mo 18 met — 49 %
(p = 0,182). JNuarHo3 TakxXe He oOKaszajl 3HAa4YlMOro
pmusHUA Ha OB manmeHTOB, KOTOpasl COCTaBWIIA TIPHU
PL — 71 %, npu MC ¢ u3dbiTkoM 6y1actoB — 51 %, nipu
OMUJI, cBg3aHHOM ¢ Mmuenoguciviasueii, — 47 %, npu
IOMMUJI - 75 % (p = 0,558). Takxe u ¢ BCB: PLL — 70 %;
MJC ¢ usbsitkoM 6imactoB — 50 %; OMIJI, cBs3aHHBII
¢ muenonuctuiazueit, — 39 %; FOMMJI — 55 % (p=0,714).
He 0bU10 TIOTYYeHO BIMSHUS KapUOTHUIIA: Y TTAIIICHTOB
¢ HopMaJbHbIM KapuoturnoMm OB cocrtaBuma 55 %,
BCB — 39 %; npu Haau4uu MOHOCOMUM 7-I XpOMO-
combl OB cocraBuna 33 %, BCB — 32 %; npu Kom-
miekcHbiXx monomMkax OB u BCB — 83 % u 83 %
COOTBETCTBEHHO, JpPyIrie IIMTOTCHETUYCCKUE II0JIOM-
ku (del 13q, del5q, t(6;9) (p23;q34), t(8;21), t(1;7),
tpucomus 8): OB — 61 % (p = 0,716), BCB — 58 %
(p =0,648). OB 1 BCB He nMenu JOCTOBEPHBIX pasTUUUiA
B 3aBUCUMOCTH OT KojinuectBa 6;1actoB B KM Ha MOMEHT
amto-TI'CK: menee 5 % — 65 % u 50 %; 5—19 % 6na-
ctoB — 49 % u 47 %, 6onee 20 % GnactoB — 33 % u 23 %
cootBeTcTBeHHO (p = 0,142).

B 3aBucuMoctu ot kietouHocth KM Ha MOMEHT
amo-TI'CK: 5-nmetnsis OB u BCB npu HOpMOKJEeTOY-
HoMm KM (n = 23) cocraBuiu 70 % u 56 % coorBet-
CTBEHHO, TP THUITOKJICTOYHOM/TUIIepKIecTOUHOM KM
(n=23)—46 %139 % coorBercTBeHHO (p=0,045;p=0,042).
B 3aBucumoctu ot npoBoaumoii 1o amo-TTI'CK tepanuu
MMAIlMeHTHI OBLIN pa3lesicHBl Ha 2 TPYIIIBL: ITOJyJYaBIINE
Teparuio (n = 37) u rpynma 6e3 gedeHus (n = 9), 5-1er-
Hsast OB u BCB cocraBum 54 % u 35 % u 80 % u 80 %
COOTBeTCTBEeHHO B rpymmax (p = 0,047; p = 0,040).
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Mpu1 ouenwnn Bimustnue Ha OB 1 BPB momrensHOCT!
WHTEepBajia MeXIy ITOCTAHOBKOI JMarHo3a U BEITTOTHEHN -
em anno-TI'CK. Meauana HabmoneHust 1o auno-TICK
coctaBuna 451 nens. [latunernss OB npu HaGmoaeHUU
10 451-ro nas cocrasuia 65 %, nocie 451-ro gus — 40 %
(»=0,049), BCB — 65 % 1 35 % cootBeTcTBeHHO (p = 0,048).

Tun moHOpa He OKa3asl BIUSIHUS Ha BBDKMBAEMOCTh
nauueHToB. [Ipu amio-TT'CK oT HepoACTBEHHOro Mo-
Hopa OB cocraBuna 57 %, BCB — 50 %; poacTBEHHOIO
poHopa — 44 % u 42 %; rariouaeHTUYHOro TOHOpa —
67 % u 67 % (p = 0,766 u p = 0,801 cOOTBETCTBEHHO)
(puc. 4). o Hammm nanHbiM, Ha OB u BCB nocroBepHO
BJIMSIT ICTOYHUK TpaHCIUIaHTaTa. Tak, TpU MCIOJIb30Ba-
Hun KM OB u BCB 6b11u 73 % 1 53 % coOTBETCTBEHHO,
npu [NCKK — 46 % u 46 % coorBerctBeHHO (p = 0,026;
p = 0,012). ITon noHopa He oka3zan BausiHusl Ha OB
nubCB (p=0,301up=0,918). BozpactHas rpymnima 1oHOpa
(mo 30 net) okazana BaussHue Kak Ha OB, tTak u Ha BCB
(»p = 0,047 u p = 0,035). Ilpu onpeneaeHUU BIAUSHUS
KJerouyHocTu TpaHcruiaHtata Ha OB u BCB Bcex nauu-
€HTOB pa3Ie/IIM Ha 2 TPYIIBI 10 MeOWaHe ComepsKa-
Hust CD34%/kr: npu comepxanun CD34%/kr < 5,0 x 10¢
(n =17) OB cocraBuna 42 %, npu CD34"/xr > 5,0 x 10°
OB 6bina paBHa 65 %, n =29 (p = 0,147).

bCB

[annonpeHTreHan THM B7%(N=3)

PopcTteenHan TKM 66% (MN=8)

HepogcTteeHHan TKM 48%(N=35)

Log-Rank 0,801

T T T T
0 100 200 300 400
Bpems nocne anno-TFCK (mec)

Puc. 4. 5CB demeii u noopocmios ¢ MJIC/MII13 nocae aano-TICK 6 3a6ucu-
Mocmu om muna doHopa

JlaHHbIe O BAMSIHUMU pa3nauvHbIX (akTopoB Ha OB
n BCB npeacraBieHsbl B Ta0. 3.

Oo0cyxaeHue

B psiie KIMHUYECKUX UCCIIEAOBaHUI, MPOBEACHHBIX
B mocjieqgHue roabl B EBporie 1 AMepuke, ObLIM TOTY-
YyeHbl yoenuTeabHble AaHHbIe, yTo auio-TICK momkHa
cTaTh 00s13aTesIbHBIM 3TanoM Tepanuu MJIC/MII3 [11].
Hcropuuecku cioxuiaoch, yto y nereir ¢ MIAC/MII3
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Tadmuua 3. Bausnue paznuunvix pakmopoe na OB u BCB demeii u nodpocmkoe ¢ MJAIC/MI13 nocae ano-TICK (nauano)
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[UnoxIeTOYHBII/TUTIEPKIIETOUHBIIA
<5%

5-19 %

>20%
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MyzkunHa
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16
30
28
18
12
13

15

12

37

23
23
28

30
16

35

24
2
26
20
33

29
17

57 %
62 %
55 %
63 %
49 %
71 %
51%

47 %

75 %
55%
33 %
83 %

61 %

54 %
80 %
70 %
46 %
65 %
49 %
33%
65 %
40 %
44 %
57 %
67 %
62 %
50 %
52 %
63 %
73 %
46 %
0%
65 %
42 %

0,981

0,182

0,558

0,716

0,047

0,045

0,142

0,049

0,766

0,047

0,801

0,026

0,147

49 %
55 %
45 %
52 %
47 %
70 %
50 %

39 %

55%
39 %
32 %
83 %

58 %

35%
80 %
56 %
39 %
50 %
47 %
23 %
65 %
35%
42 %
50 %
67 %
60 %
34 %
50 %
45 %
53%
46 %
0%
55 %
41 %

0,780

0,286

0,714

0,648

0,040

0,042

0,596

0,048

0,801

0,035

0,918

0,012

0,178
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Ta6mna 3. Bausnue paziuunvix pakmopoé na OB u BCB demeii u nodpocmkos ¢ MJIC/MII3 nocae aano-TICK (oxonuanue)

24

Pexcum MAK 61 % 0,495 50 %
KOHOUUUOHUPOGAHUSL 0,499
PUK 22 55 % 55 %
Tpoguaaxmura CsA-comepxariast 28 62 % 54 %
ocmpoui PTITX
Tx-conepxalye pexxuMbl 15 46 % 0,134 45 % 0,160
Jlpyrue 2 0% 0%

nepen amwio-TI'CK ucnonb3oBanucs MAK. C ydyetom
COBPEMEHHBIX TEHACHIIMUA I10 CHIXKEHWIO WHTEHCHUB-
HOCTU Tepamnuu y NeTeil U TMOAPOCTKOB C Pa3IUYHBIMU
3JI0KAaYECTBEHHBIMU 3a007€BaHUSIMUA KPOBU C LIEJIbIO
MpeayNpekAeHUS] PAHHUX OCJTIOXHEHUI U, 4To 60Jsiee 3Ha-
YUMO IIJIs1 IETCKOTO BO3pacTa, OTAAIEHHBIX MOCIEICTBUI
B psiie WCCIAENOBAaHWN OBUTA TIPEIIPUHSITHl TTOTBIT-
ku mipoeneHus1 awo-TI'CK ¢ PUK [12]. B pabote
B. Strahm, coBmectHo ¢ E Locatelli PUK amno-TT'CK
ObUIM BBITIOJHEHBI ¥ 19 manMeHTOB B Bo3pacTe OT 1 roga
1o 17 nercaunarnosom PLI. Tpexnetnsst OB cocraBuna 84 %,
BCB — 74 % [13]. B HaiieM uccieqoBaHUKM MbI CPaBHU-
au 3¢ dektuBHOCTh auio-TT'CK y neteit 1 MogpOCTKOB
¢ MIC/MII3 B 3aBUCMMOCTH OT WHTEHCHUBHOCTH pe-
>KMUMOB KOHAMITMOHUPOBAHMS TIO CJIEAYIOIINM KPUTEPH-
SIM: 4acTOTa MPWXKUBJIEHUI, YacTOTa PEUMUIUBOB IOC/E
amwo-TI'CK, konuyecTBO paHHUX oOciaoxHeHuit, OB
u BCB. Pe3ynbrarhl, NoJlydeHHbIE 11O BCEM MEPEUMUCIICH-
HBIM KPUTEPUSIM, COITOCTABUMBI B 00€UX TPYIITIax, pa3jiu-
YU TOJTYYEHBl TOJTHKO B YAaCTOTE PAaHHUX TOKCUYECKUX
ocnoxHeHuii. B rpynmne ¢ PUK yacrora paHHuUX TOKcH-
YeCKUX OCJI0XKHEHU Obl1a foctoBepHo HUXe (p = 0,032).
Takum 00pa3oM, OTCYTCTBUE Pa3IUUUil MOXKET CBUIETEb-
CTBOBaTh O cornoctaBuMoil apdexktruBHOoCcTU aao-TICK
¢ PUK u MAK, a Takxxe 00 yMEHbIIEHUU OCJIOXKHEHUIA
B IMOCTTPAHCIUIAHTALIMOHHOM MEePUOIE.

B namem wucciaegoBaHumn BeinojHeHue aino-TICK
MOKa3aJ10 CBOIO OMUHAKOBYIO 3(PHEKTUBHOCTD y MallUCH-
TOB ¢ pa3IMUYHLIMU BapranTamMu M C/MII3, B ToM umic-
jie n 'y nauumentos ¢ FOMMII (p = 0,558). Kpome Toro,
anno-TI'CK HuBenupoBaia BIUsIHAE Ha MPOTHO3 Heb1a-
TOTIPUSITHBIX IIUTOTEHETUYECKNX abeppalinii, TaKuX Kak
MOHOCOMUS 7-1 XPOMOCOMBI, JIeJIeIIMsI KOPOTKOTO Tijieya
7-11 XpOMOCOMBI I KOMIUIEKCHBIE abeppauuu (p = 0,716).
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Ha 5-nernioro OB u BCB Biausuio Mopdosoruyeckoe
coctosiHue KM manueHta Ha momeHT ano-TI'CK, OB
1 BCB 0OblIM DOCTOBEPHO BbILIE Y MAlMEHTOB C HOP-
mokyieTouHbiM KM Ha momeHT amno-TI'CK (p = 0,045
u p = 0,042 COOTBETCTBEHHO).

J1o cuX Mop He CYIIEeCTBYET YETKUX PEKOMEHIAIIN 10
cpokaM mnposeneHus amno-TI'CK u Tepanuu, KOTOpPyO
HEOOXOIMMO BBITTOTHUTH A0 TpaHcIiaHTauuu. [To nure-
paTypHbIM JaHHBIM, BbicoKomo3Hass XT go amno-TI'CK
HeOJTaronpusaTHO BiusieT Ha ucxon [11]. Pe3ynbrarsl Ha-
1IeT0 MCCEeNOBaHUs Takke TMokaszauu, yto ao-TTCK
HEO0OXOIMMO BBITIOJTHSTH KaK MOXHO ObICTpee (B TeUeHUe
450 gueit). [MpoeaeHue tepanuu nepen awio-TI'CK no-
croBepHo yxynmaet OB u BCB (p = 0,047 u p = 0,040 co-
OTBETCTBEHHO), 32 UCKJIFOUEHUEM TIOSIBJICHUSI TIPU3HAKOB
tpancdopmanuu MIC B OMJIL.

Bce Buapl amno-TI'CK mokazanu oauMHaKOBYIO 3(-
dexruBHOCTL (p = 0,766). Takum oOpa3oM, I MaLMeH-
TOB, HYXIAIOIIMXCSI B IPOBEICHUH JAHHOTO METO/Ia Jieue-
HUS, HE CYLIECTBYET MpobaeMbl oTcyTcTBUs JoHOopa 'CK
(pOICTBEHHBIN, HEPOJNCTBEHHBINM, TaTUIOUICHTUIHBIN).
B BeiOOpe nmoHopa 'CK HeobxomuMo, Tipexne BCero,
DPYKOBOJICTBOBAThCSI BO3PACTOM, IPEUMYIIECTBO MMEIOT
mosoablie (1o 30—31 roga) noHopsl (p = 0,035). Jlns nereit
¢ MJIC/MII3 B kauectBe uctouHrka ['CK nmpeanoureHue
caenyet otaaBath KM (p = 0,026).

BoiBoabl

Anno-TI'CK sBnsgercs 3(pheKTUBHBIM METOIOM Tepa-
i MJIC/MII3 y neteit (OB — 57 %). B kauecTBe pexku-
MOB KoHauuroHuposanus nepen awio-TICK Bo3MoxHO
ucnoabs3oBanre PUK, nx mpumeHeHne He yBeIMUMBAET Ya-
CTOTY PEeLUUIMBOB, HO MPU 3TOM JOCTOBEPHO CHUKAET KO-
JINYECTBO paHHUX TOKCUYECKUX ocioxxHeHu (p = 0,032).
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