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PED®EPAT

MpencTaBneHbl pedynbTaTbl anfioreHHoW TpaHCnIaHTaumMm reMorno3TMYeCcKnxX CTBOMOBbIX KneTok (annoTlFCK) y 10 geten
(4 manbumka n 6 geBoyek B Bo3pacTe 4—17 net, cpegHuin Bo3pacT 9,8 roga) ¢ peumaneamm OCTPOro NMMdo61acTHOro
nenko3sa (OJ1JT) co cnuTHbIM reHom TEL-AML 1. MNpogomKMTensHOCTL NEPBOM pemuccumn Bapbuposana ot 20 go 70 mec. (B
cpegHem 39,9 mec.). TpaHcnnaHTaumsa 6biia BbinosHeHa 6 60/bHBLIM BO BTOPOW Ui 6051e€ remMaTosiorm4yeckon peMmmccun,
a y octanbHbIX 4 — npu peumamneax. TpaHcnnaHTar oT HLA-cOBMeCTUMbIX POACTBEHHbIX (N = 3) U HEPOACTBEHHbIX (N = 3)
[JOHOPOB UCMONb30BaH y 6 60sbHbIX, Y 4 NALMEHTOB B CBA3W C OTCYTCTBMEM [OHOPA MPUHATO PELUeHnEe O BbIMOSIHEHWUU
ranfioungeHTUYHON TpaHcnnaHTauuu. B 8 HabnogeHnsax pexnmsl KOHOULUOHUPOBAHUS 6binv MUenoabnaTuBHbIMKU, B 2 —
CHWKEHHOW MHTEHCUBHOCTU. YCMEeLLHOoe NPUXnBIeHne TpaHcnnaHTara nveno mecto y 9 (90 %) 13 10 6onbHbIX. B cny4vae
e HenpwXuBneHus TpaHcnnadTaTta y 1 605bHOro 6bina NpoBefeHa [OMONHUTENbHASA FanfioAEHTUYHAA TPaHCNIaHTaums.
MOHWTOPUHI NeYeHns oCyLLIEeCTBAANM C MOMOLLIbIO CEPUAHOIO ONPEAESIEHNs YPOBHSA SKCNpeccumn cnutHoro reHa TEL-AML1,
YPOBHS1 OHOPCKOro XMMepU3ma, a Takxxe cofepXaHus 6r1acTHbIX KIEeTOK B KOCTHOM MO3re 1 KpoBu. VccneposaHue rnoka-
3aro 410, y 4 60MbHbIX B BO3pacTe Ao 4 net akcnpeccus reHa TEL-AML1 vimena MecTo Ha BCex aTanax Jie4eHusi, BKno4vas
npegd- 1 NOCTTPaHCNAaHTaUMOHHbIN Neprodbl. B COOTBETCTBUM C STUM U3MEHSANCH TakXXe JOHOPCKUIN XMMEPU3M U codep-
XKaHve 6nacTHbIX KIETOK B KOCTHOM MO3re u/vnu Kposu. Hanpotus, y 3 apyrux 60nbHbIX aKcnpeccus reHa TEL-AML1 ne-
pen annoTICK 6bina HA3KOM, a Mocne ee BbIMONIHEHNS — He 06HapyXuBanachb.

B uenom 7 60nbHbIX OCTalOTCA Nof HabnaeHneM B TedeHne 178-2627 gHen (B cpegHeM 870 gHewn), BKtoYasa 2 na-
LMEHTOB C MOCTTPAHCMAaHTaUNOHHbIMWU peunansamn. B 1o xe Bpems 3 605bHbIX yMepnu Ha 20—-263-1 geHb nocsne
annoTICK. O6Hapy>XeHHble pasnuMynsa pesynbraTtoB Tepanvy NpeanonoXnTenbHO MOryT 6biTb 06bACHEHbI BO3MOXHO-
CTb0 BOBJIEYEHMS B JIEMKO3HbIN NPOLIECC HE TOMbKO FEMOMO3TUYECKMX, HO N ME3EHXVMHbIX S/IEMEHTOB, 4TO AN 60/1b-
HbIX C JAHHOW naTosiorven 6bifo NnokadaHo B uccrnegosaHun S. Shalapour n coasT. (2010). OgHako 3TO HyXpaeTcs B
NOATBEPXAEHUN.

Knrouesblie cnoa: OJ1J1, TpaHcnokaums t(12;21)(p13;922), annoTICK, MoneKkynsipHbIi MOHUTOPUHN, pa3Huua B OTBETE Ha
neyeHue.

MpuHATO B nevartb: 22 masa 2014 .

H.H. MamaeB — fi-p MeA. HayK, npodpeccop Kadbeapbl reMatonoriy, TpaHey3monoruy 1 TpaHenaHTauum, +7 812 233 1243, nikmamaevs24@gmail.com
E.B. CemeHOBa — [-p Mef. HayK, AOLEHT Kadpeapbl reMaTosioru, TpaHcqy3nonorun u TpaHcnIaHTaLmm

H.B. CTaH4yeBa — KaHA. MeA. HayK,3aBefyloLas OTAeNeHNeM TpaHCcnnaHTauum eTckoro BospacTa, n.stancheva@mail.ru

B.A. KatepuHa — (penbaliep-nabopaHT nabopatopun TPAHCMAAHTONOMMM MOMEKYNAPHOI remaTonorum

.M. bapxatoB — KaH[. MeZ. HayK, 3aBefytoLLnii nabopaTopuelt TPaHCMNAHTOOMMN U MOJIEKYSIAPHON remaTosiorum

A.B. EBLOKMMOB — Bpay-nabopaHT f1abopaTopuy TPAHCMIAHTOIOrMN MOJIEKYNIAPHON remaTonornm

9.I. bo4yeHKo — A-p MeA. HayK, 3aBeAyHOLLNiA OTAeNeHnemM remaronorun, boychenko-elmira@yandex.ru

T.J1. TnHaMHA — KaHL. Me[. HayK, 3aBefytoLLas. nabopaTopueil LMTOreHeTUKI U AMArHOCTUKY HACcNeACTBEHHbIX 3a60neBaHuii, tatgindina@gmail.com
B.M. KpaBuoBa — 3aBefytoLLas KnuHu4eckoin naboparopueit, lab-omt@mail.ru

J1.C. 3ybapoBckas — f-p Mefl. Hayk, npodheccop, 3aMecTuTeNb AMpPekTopa, bmt@spb-gmu.ru

b.B. AdpaHacbeB — fi-p mef. Hayk, npocheccop, aupektop HAW [eTckoit OHKONOrM, reMaTonorui U TpaHCNIaHTONOor K

nm. P.M. Top6a4ésoit. Mepsblit CaHKT-MNeTepbyprekuii rocynapCTBeHHbIN MeLULMHCKNA YHUBEPCUTET UM. akagemuka U.11. Masnosa,
Cankr-lNeTepbypr, director-bmt@spb-gmu.ru

Lns nepennckn: H.H. Mamaes, 117022, yn. JTbBa Tonctoro, a. 6/8, CaHkT-leTepbypr, Poccuiickas ®enepauns, +7 812 233 1243, nikmamaev524@
gmail.com

Ansa yntnposanms: Mamaes H.H., CemeHoBa E.B., Ctan4eBa H.B., KatepuHa B.A., bapxatos I1.M., Esgokumos A.B., boitueHko 3.I'., uHanHa T.J1.,
Kpasuosa B.M., 3y6aposckas J1.C., Acdhanacees b.B. AnnoreHHas TpaHcnnaHTaums reMono3T4eckix CTBONOBLIX KIETOK Npu 0CTPOM numMd0-
61aCTHOM eiiko3e ¢ TpaHcnokauuen t(12;21)(p13;922). KnuH. oHkoremaron. 2014; 7(3): 327-34.

327



Allogeneic Hematopoietic Stem Cell Transplantation for ALL Patients with
t(12;21)(p13;922) Translocation

N.N. Mamaev', E.V. Semenova’, N.V. Stancheva’, V.A. Katerina', M. Barkhatov', A.V. Evdokimov’,
E.G. Boichenko?, T.L. Gindina’, V.M. Kravtsova', L.S. Zubarovskaya', B.V. Afanas'ev’

"R.M. Gorbacheva Memorial Institute of Children Oncology, Hematology and Transplantation under I.P. Pavlov State Medical University,
L'va Tolstogo str., 6/8, Saint-Petersburg, 117022, Russian Federation
2 1s Municipal Children’s Hospital, Avangardnaya str., 14 A, Saint-Petersburg, 198205, Russian Federation

ABSTRACT

The results of allogeneic hematopoietic stem cell transplantation (alloHSCT) in 10 pediatric patients (4 boys, 6 girls at the
age of 4 to 17 years, mean age is 9.8 years) with relapses of acute lymphoblastic leukemia (ALL) with TEL-AMLI fusion gene
are presented. The first remission duration ranged from 20 to 70 months (mean duration 39.9 months). Transplantation was
performed in 6 patients during the second (and further) remission, whereas 4 patients underwent transplantation during the
relapse. Six patients received a graft from matched related (n = 3) or unrelated (n = 3) donors, haploidentical HSCT was
performed in four other patients because there was no donor. Conditioning regimens were myeloablative in 8 cases and
RIC (Reduced Intensity Conditioning) in 2 cases. Successful engrafting took place in 9 (90 %) of 10 patients. Additional
haploidentical transplantation was performed in 1 case, when the transplant was rejected.

Monitoring of treatment was performed by means of serial testing of TEL-AML/ fusion gene expression level, of serial donor
chimerism and the blast cell count in bone marrow and peripheral blood. The study demonstrated that four patients younger
than 4 years had TEL-AML1 gene expression at all stages of their disease, including pre- and post-transplantation period.
Due to it, even the donor chimerism and blast cell count in bone marrow and/or peripheral blood changed. On the contrary,
in 3 more patients, TEL-AML1 gene expression levels were low before alloHSCT, being absent after HSCT.

In general, seven patients have been monitored for 178-2627 days (at the average of 870 days) including two patients with
post-transplant relapses. At the same time, 3 patients died on days 20-263 after transplantation.

The observed difference in response to chemotherapy might be supposedly explained by involvement of not only hematopoietic,
but also mesenchymal cells into the leukemic process (this fact was demonstrated for this group of patients by S. Shalapour
et al., 2010). But this fact should be confirmed in further studies.
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BBEJIEHUE

CaMbIM YacTbIM HapyllIeHUEM KapHOTHIIA TTPH OCTPOM JIUMO-
osactHoM Jetikosze (OJIJI) y neteil siBasiercs TpaHCIOKaLMs
t(12;21)pl13;922) ¢ dopmupoBanuem cautHoro rena TEL-
AMLI. Dta ckpbitas (KpUNTHUECKAs) TpaHCJIoKauus Oblia
otkpbita B 1994 1. MeTonoM (h/I00peCLieHTHO! THOPUIU3aLUK
in situ (FISH) [1]. B GoabluvHCTBe cityuaeB OHA MPOTHOCTH-
yecKu OJIaronpusiTHA, MPUUEM He TOJIbKO y JeTel [2—6], Ho
1y B3pocabx [7, 8] Tlokaszatenn obuie# U Ge3pelIMBHON
BbDKMBAEMOCTH Yy TaKWX OOJIbHBIX 3HAYUTEJLHO —BbILIE,
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yeM y nauueHToB ¢ ee otcytcTBueM [4, 6]. ITo nocienHum
JIaHHbIM, pelWanBbl 3abo/eBanust B EBporie pasBuBaiotcs y
17—25 % Goabhbix OJIJ1 ¢ Tpaneaokaumeit t(12;21) 9, 10].
B 1o xe Bpemst B CIIA, rme MHTEHCHBHOCTb Teparuy MpH
9TOM BHJIE JIeiK03a Bblllle, YeM B EBpore, yacTota peluanBoB
3HauuTesbHO Hike [6]. CynbGa GOJIbHBIX C PELUIUBAMH He-
OIIHO3HAUYHA. Y YACTH M3 HUX YIAETCS MOJYYUTb JOCTATOUHO
MPOJIOJKUTE/bHBIE PEMUCCHH Ha (POHE OJIHOH XMMHOTEpaIiiH,
B TO BpeMsl KaK y JIpyrux 3aboJieBaHue XapaKTepusyercs He-
NPEPLIBHO PELUIUBUPYIOLIAM T€UEHHEM, YTO CTABHT BOMPOC O
1e716CO00PA3HOCTH BBIMNOJHEHHS JITIOTEHHOH TPaHCTIAHTALUH

KIMHUYECKAS OHKOTEMATOJIOTHAS



Octpblii numthobnacTHblii neiiko3 ¢ (12;21)(p13;922)

reMOMOITHUECKUX CTBOJIOBBIX KieToK (an10TI'CK). CornachHo
ony6GJMKOBAHHBIM JJAHHBIM, K HACTOSALILEMY BpeMeHH Obliia Mpo-
BeJieHa TosibKo onHa anioTI'CK npu takom BapuaHTe Jieiiko3a
y B3pOCa0ro GOJILHOTO, MPOAOXKUTENLHOCTD YKU3HH KOTOPOTO
nocJie TpaHCIIaHTaLMK COCTABUIIA OKOJIO D J1eT [ 7].

B Hacrosiell pabote npeacraBjeH PeTPOCHEKTHBHbLIN
aHaJiM3 pesysnbTaToB pasiuuHblX BuaoB amioTI'CK, BbI-
MOJIHEHHBIX B VIHCTUTYTE IETCKOH OHKOJIOTHH, FeéMaTOJNOTHH
1 TpaHcriantosorud um. PM. Top6aueBoii y 10 nereit ¢
peupmuBamu OJLJT ¢ t(12;21)(p13;q22).

MATEPWAIbI U METO[1bl

Kak BunHO U3 naHHbIX Tabs. |, Bo3pacT GOJbHBIX HA MOMEHT
nposeneHust ano TT'CK BapbupoBas ot 4 1o 17 siet (cpennuii
Bospact 9,8 rona). JInuTebHOCTb MEpBOH KJIMHUKO-reMaTo-
JIOTHUYECKOH U MOJIEKYJIIPHOH peMHUccHil Kosebanach ot 20 1o
70 mec. (B cpeaHem 39,9 Mec.). ¥ 6 GOJbHBIX TPAHCTIAHTALHSA
6bia BoinosHena or HLA-coBmectumbix ponctBeHHbix (Ne 6,
7, 10) u HeponetBeHHbIX (Ne 1, 3, 5) IOHOPOB, Y OCTaJIbHBIX
(Ne 2, 4, 8 9) — OT ranJoWeHTHUHbIX POICTBEHHHUKOB.
B kauecTBe pexKHMa KOHIMIIMOHHPOBAHMSI Y OOJIbLIMHCTBA
GOJIbHBIX OTJAJIM MPEANIOUTEHHE MHEN0a0JaTHBHBIM, a Y JIBYX
(Ne 2, 8) — pexkUMaM CO CHHKEHHOH HHTEHCHBHOCTBIO JI03.
B urore ycrneiHoe npuxKuBjeHUE TPAHCTIIAHTATA HMEJIO MECTO
y 9 naupueHToB, a HenpukupaeHue —y 1 (Ne 2), yro nocraBuiio
Hac nepeji HeoOXOIUMOCTbIO B JAHHOM HAOJIIOIEHUH TPOBECTH
MOBTOPHYIO, HA 3TOT Pa3 rarvioneHTHYHYI0, TPAHCIVIAHTALIMIO.

B cugty oco6ennocteit storo tuna OJ1J1 st nocraHoBKu
OKOHUATEeJIbHOTO JIMarHO3a W MOHHUTOPHMHTA Pe3yJbTaTOB
€ro JiedeHuss Obl HCIOJb30BAH MOJIEKYJISIPHBIH  METOJ
KOJIMUECTBEHHON TosinMepasHoi tenno# peaxiuu (ITLP)
npumenuresibhio K TEL-AMLI. O6Go6lieHHble Pe3y/bTaThl
[TLIP-uccaenoBanus npejctaBieHb B Tab1. 2. Kpome Toro,
CEpUIHHO aHAIM3UPOBAJIH YPOBEHb JOHOPCKOIO XUMEPHU3MaA U
coliepkaHue OJACTHBIX 9J1€MEHTOB B KOCTHOM MO3Te€ U KPOBH.

PE3YNbTATbI N ObCYXAEHUE

Kak Bujino u3 ganubix tabdut. 2,y 4 (No 1 —4) u3 6 60JibHbIX J10
10 et sxenpeccust rena TEL-AML1 Gbiia oTMedeHa Ha BCex
sTanax 3adoseBanus, B T. 4. nocyae amioTI'CK. Tlpu stom
NPOCMATPUBAETCH COMPSAKEHHOCTb ITHX JAHHBIX, C OJHOMH
CTOPOHBI, C MaJeHHEM YPOBHS JIOHOPCKOTO XHMepH3Mma, ¢
JIPyrol — ¢ HapacTaHUeM ColepxKaHusi OJIAaCTHBIX 2JIEMEHTOB
B KOCTHOM MO3Te U KPOBH.

Y npyrux ke 6osbHbIX (Ne 5—8 n 10) skenpeccuto reHa
TEL-AMLI B mocTTpaHCMIAHTALMOHHBIH MEPHOA HJIH CO-
BCEM HE PETHCTPUPOBANH, WM OTMEUaJH €€ B €IMHHUYHbBIX
u3Mepenusax. Ocobblil HHTEpeC MPEACTaBJIAIOT Pe3yJbTaThl
onpenenenust skcnpeccuu rena TEL-AMLI y opHoit W3
Hawmux OosibHbIX (Ne 9). Ilepen tpancnsanrauuert u npo-
JIOJKUTEJIbHOE BpeMs TOCJe Hee SKCIPECCHIO I'eHa peru-
CTPUPOBATHL HE YIABAIOCh, HO B TIEPUOJL TEMATOJOTHUECKOTO
peLyIMBa OHA JIOCTUT/IA BBICOKOTO YPOBHS, UTO, €CTECTBEHHO,
COMPOBOXKIAJNOCH MapasieibHbIM CHHKEHHEM JIOHOPCKOTO
xumepuama (31.05.2013; cm. taba. 2).

B wuTore ko BpemeHM HamucaHusi CTaTbd MoJ HabJI0-
JIeHUEM ocTaBasioch 7 GoJbHBIX, BKtouas aByx (Ne 3, 9) B
peuyarBe 3a6osieBaHust, 3 GosbHbIX (Ne 1, 4, 5) ymepau.
[TpuunHamu cmepTH cTanu peuuaus (1 = 1), nporpeccupo-
BaHue 3aboJieBanus (n = 1), a TakyKe XpOHUUECKasi peaKiyst
«TpaHcmaantar npotuB xo3suHa» (PTIIX) III—-IV crenenu.
[Tockonbky 0OLIME CPOK HaOMIONEHUS 3a TMepPEeHEeCHINMU
a0 TI'CK 6GoJibHBIMH [TOKA HEeOOJIbIIOH, JeJaTh BbIBOALI O
1esiecoo6pasHoCTH Takoro nojaxoia npu peuumusax OJIJT ¢
Tpancaokauuein t(12;21)(pl3;q22) noka npexueBpeMeHHO.
Heo6X0auMo JiMlllb  OTMETHTb, UTO MPOJAOJLKHUTENbHOCTD
JKU3HH 2525 jHeill Oblia 3aperucTpypoBaHa HAMH Y MOJ-
poctka 17 ser (Ne 10), kortopbiit nosyuuna aaioTI'CK ot
HLA-coBmectumoro Gparta. B To xe Bpemsi MUHHUMAaJIbHAsT
NPOIOKUTENLHOCTD KU3HHU Oblia y 1eBoukHd 8 jieT (Ne 4), y
KOTOPO#H TpaHcmianTat Obi nosiyden ot HLA-coBmecTmoro
POINCTBEHHHUKA, a JabopaTopHble MPU3HAKK peliuanuBa 3a60-
JieBaHUs1 0OHAPYKUBAJIMCh KAK HA MOMEHT TPaHCIJJIaHTaLH,
TaK W MocJie Hee.

OTMeueHHasi pa3HULIA B KJIMHHYECKOM TeUeHUH 3aboJie-
BaHMS Y TIALMEHTOB C OJIHUM U TEM K€ LUTOreHETHUECKUM U
MosieKyssipabiM oarunom OJLJI 3ac/yKuBaeT BHUMaHHUS.
[unoTeTnyeckn oHa MoKeT ObITb 0ObSICHEHA BOBJICUEHHEM
B MATOJIOTHIECKHH npolece OO0JbHbIX B Bo3pacte 10 9 JieT
M3 MPOrHOCTHYECKH HeOJIAronpUsITHOH TPYMIlbl HE TOJBLKO
reMOMO3THUECKHX, HO M ME3EHXUMHbIX (CTPOMAJIbHbIX)
9JIEMEHTOB, UTO ObIO HEJABHO MPOAEeMOHCTpHpoBaHo [11].
B uactHocTH, B 3THX HCC/eIOBaHUSIX ObLIO MMOKA3aHO, UTO
CBOHCTBEHHbIE JIEHKO3HBIM 3/1eMEHTaM U3MEHEHH S XDPOMOCOM
onpegensanch merogoM FISH B 11 u3 49 tectupoBaHHbIX
KyJIbTypaX ME3eHXUMHBIX KJETOK, B T. 4. OT 5 GOJIbHBIX C
o6cyxnaemol B paboTe TpaHcaokauuein t(12;21)(pl3;q22).
CJ/ielyeT OTMETHTD, UTO BCE HHTepecylole Hac GoJIbHbIE Ha
MOMEHT M0CA/I0K KYJILTYP ME3EHXMMHbBIX KJIETOK U3 4CMTUPATOB
KOCTHOTO Mo3ra Oblid B peMHccHH. Ha ocHOBaHHMM JaHHBIX

Tabnuua 1. Xapaktepuctuka 605bHbIX

Wms, Bo3pacr, Jleyenve fo NnutenbHocTb 1-t Crtatyc nepep MPoACIXUTENBHOCTb XMU3HU
bonbHoit Ne non annoTICK pemuccum, Mec. annoTICK Tun annoTICK Wcxopn nocne annoTICK, ghu
1 3.E, 4, x NHL-BFM-90 7 Peu. H/p CmepTb 263
2 H.B., 6, X COALL-92 ¢ 42 Peu. lanno Pem. 324+
3 PT,7,m COALL-92 1 22 Pew. H/p Pey,. 178+
4 C.B., 8, x COALL-92 | 24 Pew. lanno CmepTb 20
5 M.A, 9, X ALL-BFM 90 20 Pem. H/p CmepTb 140
6 K.0., 10, x ALL-MB-2002 62 Pem. Pog. Pem. 332+
7 B.M.,12,m COALL-92 | 70 Pem. Pon. Pem. 1321+
8 AA,12,m COALL-92 1 45 Pewm. lanno Pem. 505+
9 DA, 13, X ALL-BFM-2000 24 Pem. fanno Peu. 803+
10 KA, 17, m COALL-92 |, 23 Pem. Pop. Pem. 2627+

[anno — rannonaeHTYHbIA; H/p — HEpPOACTBEHHbIA; PeM. — pemuccus; Pel. — peunans; Pof. — pOACTBEHHbIA; 1 1 | — NPOTOKOAbI XMMMOTEpanuu ans

60JbHbIX C BbICOKAM W HU3KUM PUCKOM COOTBETCTBEHHO.
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Tabnuua 2. Pe3ynsrartsbl MOHUTOPYPOBaHUS YPOBHS akcrpeccum reHa TEL-AML 1, BOHOPCKOrO XMMepU3Ma 1 OTHOCUTENIbHOTO COLEpPXaHns
61aCTHbIX KNNETOK B KOCTHOM MO3re/KpoBu y 601bHbIX € peumaveamu B-OJ1J1 ¢ TpaHcnokauver t(12;21)(p13;922) oo v nocne annoTICK (n = 10)

YpoBeHb 3KCnpeccuu reHa

LloHopcKuit XuMepu3m,

bonbHoi Ne  Wms, Bo3pact,non  [lata annoTICK  [lata ananu3a TEL-AML1 % bnactHble knetku KM/kpoBb
1 3.E, 4, x 31.08.10 13.07.09 - 95,0/40,0
09.03.10 - 86,1/21,0
28.04.10 - 1,0/~
28.06.10 - 2,5/
27.07.10 0,224 1,6/0
23.08.10 - -/1,0
26.08.10 - -/10,0
27.09.10 - > 95 1,6/0
01.10.10 - -1,0
14.10.10 0,418 > 95 0,6/0
25.10.10 - >95 -/0
01.11.10 - 90-95 -/0
08.11.10 34,7 50-60 49,8/0
07.12.10 29,98 50-60 63,0/0
13.12.10 - >95 /0
27.12.10 - 90-95 /5,0
29.12.10 76,0 40-50 96,2/8,0
08.01.11 - 90-95 —/-
31.01.11 31,86 50 23.4/0
10.02.11 - - —/18,0
15.03.11 36,9 - /4,0
13.04.11 - 80-90 /8,0
2 H.B., 6, x 04.06.12 08.12.11 589,0 - -/19,0
06.01.12 50,28 - 22,2/0
25.01.12 - - 8,4/8,0
22.02.12 7,8 - 0/0
28.03.12 1,19 - 2,4/2,0
28.05.12 0,8 - 0,8/0
26.06.12 - - /-
11.07.12 0,13 5-10 1,0/1,0
Henpux. 21.08.12 0,06 <h 3,0/-
KM-peu, 18.09.12 0 <5 2,0/-
15.11.12 22,2 - 8,4/0
26.12.12 30,0 - /-
15.01.13 0,8 - /2,0
24.01.13 4,5 <5 0,8/0
21.02.13 10,0 - 2,4/0
14.03.13 18.04.13 0 >95 0,8/0
21.05.13 0 1,4/0
20.06.13 0 >95 0/0
14.08.13 0 >95 0/0
11.09.13 0 > 95 0/0
18.09.13 0 - —/-
25.01.12 - - 8,4/8,0
22.02.12 7,8 - 0/0
28.03.12 1,19 - 2,4/2,0
& PT.,7,m 07.08.13 06.05.11 - 81,0/38,0
24.05.11 - 52,0/
14.06.11 - 16,0/
20.07.11 0,1 2,0/0
05.09.11 0,04 /-
15.11.11 - 5,8/-
21.03.12 0,046 2,2/-
31.05.12 0,008 3,4/
26.07.12 0 3,6/—
12.09.12 - -/0
25.10.12 0 5,010
13.11.12 0 -/0
21.02.13 0,2 0,4/0
21.03.13 10.3 4,6/-
14.05.13 539,3 31,8/0
26.06.13 302,0 26,0/0
16.07.13 2,45 7,4/0
23.08.13 - >95 2,00
05.09.13 0,89 - 0,4/0
01.10.13 - >95 -/0
07.10.13 20,0 >95 1,2/0
23.10.12 - - -/1,0
31.10.13 20,65 - 20,0/0
06.11.13 0,05 - -/0
19.12.13 16,48 >97 1,0/0
09.01.14 - - -/0
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YpoBeHb 3KCnpeccun reHa JI0HOPCKUiA XUMEpPU3M,

bonbHoit Ne  WUms, Bo3pact,non [lata annoTICK  [laTta aHanu3a TEL-AML1 % bnactHbie knetku KM/kpoBb
4 C.B., 8, x 11.01.12 01.06.09 - -1,0
15.06.09 - 452/5,0
03.08.09 0,14 —/-
14.09.09 0 —/-
08.10.09 - -/0
29.07.10 - -1,0
30.09.10 - -/9,0
10.12.10 - -/20,0
20.06.11 891,0 —/-
22.08.11 18,92 85,0/~
19.09.11 203,0 72,8/0
22.09.11 - -/3,0
26.09.11 - -/6,0
29.09.11 - -1,0
03.10.11 - -1,0
06.10.11 - -/3,0
07.11.11 22,6 421,0
10.11.11 - -0
17.11.11 - -1,0
24.11.11 - -/5,0
19.12.11 487,0 -
20.12.11 - 16,0/
30.12.11 - —/-
5 M.A., 9, X 02.07.09 18.06.09 0 - —/-
14.07.09 - 80-95
16.07.09 0 > 95 0,8/
21.08.09 - > 95
30.09.09 - 1,4/-
01.10.09 0 >95 -/~
14.12.09 - > 95
29.12.09 - > 95 -0
6 K.0., 10, x 06.03.13 26.01.13 - 2,0/~
20.02.13 0 4.8/0
26.03.13 0 > 95 3,4/0
01.04.13 - > 95 =
08.04.13 - > 95 ==
06.05.13 0 > 95 -
21.05.13 - > 95 ==
28.05.13 - > 95 ==
19.06.13 0 >95 ==
7 B.M., 12, m 21.06.10 08.02.10 103,4 - 80,0/0
26.03.10 0 - -/-
11.06.10 0 - -/-
15.07.10 0 80-90 1,0/0
26.08.10 0 - 0/0
02.09.10 0 >95 2,5/-
30.09.10 0 - 1,0/~
11.10.10 0 90-95 -/0
21.10.10 0 90-95 -/-
25.10.10 0 - 2,5/-
23.11.10 0 - 1,5/-
16.12.10 0 >95 5,0/~
20.12.10 0 - 1,0/~
30.05.11 0 >95 4,4/-
12.07.11 0 > 95 -/-
14.03.12 - 90-95 -/-
12.07.12 - >95 1,8/0
26.08.13 0 > 95 2,8/-
8 AA, 12, m 14.09.12 19.09.11 27,57 -/-
07.10.11 0,022 -/-
27.10.11 0 ==
25.11.11 0 -/-
01.02.12 0 -/-
15.03.12 6,37 1,2/0
17.04.12 0 -/-
06.09.12 0 - 3,2/0
15.10.12 0 > 95 3,6/0
13.11.12 0 > 95 3,4/0
06.02.13 - >95 /-
15.03.13 - >95 -/-
12.04.13 - > 95 ==
04.07.13 0 > 95 ==

OKoH4aHue Ha creg. CcTpaHnye
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Ta6nuua 2. OkoHYaHVe

YpoBeHb IKCNPeccun reHa

JloHOpCKHMit XUMepu3m,

bonbHoit No  Wms, Bo3pact,non  [lata annoTICK  [lata aHanu3a TEL-AML1 % bnactHble knetku KM/kpoBb

9 DA, 13, x 21.12.11 31.10.07 - - 93,0/-
01.01.10 - - -/0
18.10.10 - - 0,5/-
30.03.11 0 - 0,8/-
23.06.11 15,47 - -/-
20.07.11 - - 217,0/-
10.08.11 - - 9,0/-
31.08.11 - - 11,0/-
19.09.11 - - 27,0/~
12.10.11 - - 3,0/-
21.11.11 - - 2,0/
08.12.11 - - 0/~
16.12.11 - - /0
20.12.11 - - 0/0
27.12.11 - - /0
01.03.12 0 - 1,6/0
06.01.12 - 80-90 -/-
10.01.12 0 90> 95 0,8/
18.01.12 0 - 0/~
20.01.12 - - -/0
06.02.12 0 90-95 0/~
13.02.12 - >95 /0
20.02.12 - - -/0
01.03.12 - - 1,6/
05.03.12 0 - -/-
03.04.12 0 >95 3,0/~
16.04.12 - >95 -/-
23.04.12 - >95 -/0
05.05.12 - >95 -/-
14.05.12 - >95 -/-
31.05.12 - >95 1,8/-
28.06.12 - >95 -/0
09.07.12 >95 -/0
11.07.12 0 >95 1,4/-
16.07.12 - -/0
06.12.12 - - 1,0/0
29.08.13 - - -/0
06.12.12 0 - -/-
16.05.13 61,2 >95 1,8/0
31.05.13 148,0 70-80 23,0/2,0
04.07.13 8,84 90-95 1,0/~
08.07.13 - - -/0
19.07.13 - - /0
18.09.13 83,7 70-80 -/0

10 KA., 17, m 23.11.06 05.05.04 ++ - 95,0/
01.04.06 - - 85,4/-
08.02.07 - 50 3,0/
10.04.07 - - 2,6/
16.04.09 - - 4,8/0
29.05.09 - >95 4,0/0
12.08.09 0 >95 -/-
22.10.09 0 >95 2,6/0
12.04.10 - - 2,6/0
24.01.11 0 >95 -/-
12.04.12 0 >95 2,6/0
06.12.12 0 - -/-
19.08.13 0 >95 -/-

KM-peL,. — KOCTHOMO3r0BOW peLuamnB.

MPVMEYAHWE. MonyX1pHbIM WPUDTOM BblAeNEHbI JaHHbIE M0 COAEPXaHUI0 61AaCTHBIX KNIETOK B KOCTHOM MO3re Uin KpoBw, npesbiwarowme 5 un 0 %

COOTBETCTBEHHO. «—» — pe3ynbTaTbl UCCNEA0BaAHNA B 3TOT JeHb OTCYTCTBOBANN.

00 MJIEHTHYHOCTH LIUTOTEHETHYECKUX HAXOJOK B JIEHKO3HbBIX
1 CTPOMAJIbHBIX dj1eMeHTax 60JibHbIX OJIJ] Gbl10 BbicKazaHo
NPEINoaoKeHHe O BO3HHKHOBEHHH TaKMX YHMBEPCAJbHbBIX
NaToJOTMUECKUX CTBOJIOBBIX KJETOK ellle Ha yTare BHYTpH-
yTPOGHOTo pasBUTHS TJI0/1A.

Otciona TpaBOMOYHO MPENoJOKEeHHe, 4TO Orpejie-
JsiemMas y 4acTH Halux OOJIbHbIX Ha BCEM MPOTSKEHHH
3aboJjieBaHusi BbicoKast skcnpeccust rena TEL-AMLI morna
ObIThb CBSI3aHa HE TOJILKO C TeMOMOITHUECKUMHU, HO U C ME3€H-
XUMHBIMU 3JIEMEHTAMH.
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Uro kacaetcs pakTa OTCYTCTBHSI PELMAMBOB JielKo3a
B rpynrne Takux OOJIbHBIX M3 aMEPHKAHCKHX W KaHAJCKHX
LEHTPOB, KOTOPBIX JIeUHJIH OoJiee HHTEHCUBHO, TO 3TO JaeT
OCHOBaHHE MpeArnoJaaratb, 4YTo B YCJOBHSIX HHTEHCUBHOH
Tepanuu OTpUUATEbHOE BJMSHHE HA Pe3yJbTaThl ee Jiek-
KO3HOH CTpoMbl HUBeJupyeTcsl. EctecTBeHHO, 4TOOBI OT-
BETHTb HA BCE 3TH BOMPOCHI, HYy’KHbI HOBbIE NapaJJie/bHble
MCCJIe/I0BAHUSI TEHOMHOIO CTaTyca B KPOBETBOPHbBIX U CTPO-
MaJIbHbIX 3J1€MeHTaX KOCTHOTO MO3ra OO0JIbHbIX JIeHKO3aMH
C 3aBeJIOMO HM3BECTHBIMH XPOMOCOMHBIMH MepecTporKaMH,
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KOTOpble MOTYT ObITb HICHTHMUUMPOBAHBI B HHTEP(A3HbBIX
kietkax metogaom FISH. ITo-Buaumomy, 0CHOBHOI aKieHT
B 3THX HUCCJEIOBAHUSAX J0JKEH ObITh clesiaH Ha GOJIbHbBIX
10 10 set, y KOTOpbIX BEPOSATHOCTL BHYTPUYTPOOHOTO BO3-
HUKHOBEHUS Jieliko3a GoJiee BbICOKA, a PE3UCTEHTHOCTb
K Tepanuu W TMOCTTPaHCMJIAHTALMOHHbIE PELUIUBLI 3a60-
JIeBaHUs, 10 HAlUIUM COOCTBEHHBIM NaHHBIM, BCTpevaloTes
yaue. Moumocrpauuell ckazaHHOMY MOTYT CJyXKMTh [pH-
BeJICHHbIE HMXKE KpaTKHe BBIMUCKH M3 HUCTOPHH 0O0Je3HU
HEKOTOPBIX HALIMX MallHEHTOB.

KNWHWYECKOE HABJIKOAEHME 1

BoasibHoii PT., 7 net (Ne 3). [TepBble cuMnTOMbI 3a00J1€BaHUS
(60J1b B KOJICHHBIX CyCTaBaX W LICHHOM OTAEJE MO3BOHOU-
HHUKA, TIOBbILLIEHUE TeMIepaTypbl Tes1a 10 PeGpUIbHBIX LIHGP)
nosiBujiMch B Konlle anpesisi 2011 r. [1pu o6GcsieioBanuu mo
JganibiM Y3W Oblia BhisiBJEHA renaTo- U CIIJIEHOMEraJius, a
TaKxKe yBeJnueHue nouek. B ananuze kposu ot 06.05.2011
MOMHUMO aHEMHH, JIEHKONEHUH H TPOMOOLMUTOTIEHUH OblIH
oGHapy»KeHbl OsacTHbie KaeTkn (38 %), comeprkanue
KOTOPbIX B acrupaTe KOCTHOrO Mo3ra Obl10 TOAAB/SIONIUM
(95 %). TIpu LMTOXHMHUYECKOM HMCCJIEI0BAHMM OHH He 06-
HapYKUBAJIM PeaKUMI HAa MEPOKCHAA3Y W JIUIHJbI, HO ObLIH
PAS-nosutustbiMu ¢ ummyHogenotunom CD45—, CD34—,
CD10+, CD19+, CD38+. Ilpu cTaHIapTHOM LIUTOTEHETH-
YeCKOM MCC/IEIOBAHHM MU3MEHEHHE XPOMOCOM HE BbISIBJICHO.
CBOHCTBEHHAs1 JJaHHOMY JieliKo3y TpaHcaokauus t(12;21)
(p13;q22) ¢ o6pazoBanuem cauthoro rena TEL-AMLI Gbina
BbISIBJICHA TPU MOJIEKYJSPHOM HccaenoBaHud. [lpu Jse-
YyeHHH OOJIBHOTO MO cTaHaapTHoMy mpotokoay ALL MB
2008 pemuccuu He noJyueHo. [Ipn 9ToM B cepuiiHO B3ATHIX
acrnpatax KoctHoro mosra ot 24.05.2011 u 14.06.2011
coziepKanre OJIACTHBIX 3J1eMEHTOB ocTrano 52 u 16 %
cootBeTcTBeHHO. [TosiHas KJIMHMKO-TemMaTtojiornueckasi pe-
muccust (ITKI'P) 6b1a nocturiyta ToJibKO MocJje MepBoro
BbICOKO03HOrO Os0ka HR| mpotokosia ALL-BFM 2000,
KOTOpast JaJiee Oblia 3aKpernieHa NPoBeJIcHUEM elile D TaKUX
6si0koB. Ha 3ToM doHe comepkaHue GJIACTHBIX KIETOK B
KOCTHOM Mo3re BapbHpoBaJio ot 5,8 10 1,8 % (cm. Taba. 2),
a yposeHb skcnpeccuu rena TEL-AMLI 6bin B npenenax 0, 1
1 0,04 (or 20.07.2011 n 05.09.2011 cooTBeTCTBEHHO), YTO
JI0Ka3blBaJI0 HaJM4Ke y 60JIbHOrO MUHUMAJILHOH OCTATOYHON
6osie3Hu. B To e Bpems TeCTHPOBATL ME3EHXUMHBIE KIETKH
Ha MpeIMeT MX BOBJIEUEHHS B MATOJOTHYECKHH Tpoliecc ¢
nomotiibio metona FISH noka we ynasnocs.

Hecmotpss  Ha  HempepbiBHO — MPOJOJIKAIOLLYIOCS
XUMHOTEPANUIO C YepelOBAHUEM PEHHIYKIMOHHBIX H TOJ-
JIEP’KUBAIOLIMX KYPCOB, 3pauKaluK JIEHKO3HOrO KJOHA
JIOCTHUb He yaajocb. HamnpoTus, ypoBeHb OTHOCHTEJbLHON
skenpeccun rena TEL-AMLI nocTteneHHo cran HapacTath,
UTO TMPHUBEJO K PA3BUTHIO KOCTHOMO3TOBOTO pPEeLMIMBA
aeriko3a (14.05.2013). K sTomy BpemeHH OTHOCHTEJbHOE
cofiepxkaHue  OJIACTHBIX KJETOK B acrupaTe KOCTHOTO
mosra gocturano 31,8 %, a ypoBeHb IKCIIPECCHH reHa
TEL-AMLI 6bu1 cyuectBenHo yBesnded (10 539). Hosbiit
KypC MOJIMXUMHOTEPANuu, TpoBeleHHblll ¢ 16 no 21 mas
2013 r., BKJIIOYAJ leKCaMeTa30H, BUHKPUCTHH, METOTpeKcaT
u L-acnaparunagdy, JOTMOJHEHHbIH TPOpUIAKTHIECKUM
BBEJICHUEM MeTOTpeKcara, JeKcaMmeTa3oHa W LuTapabuHa
B CITMHHOMO3roBoH KaHaJs. [TockoJsibKy mocse aByX 6J10KOB
XUMHOTEPANUU PEMUCCHU JIOCTHUb HE Y1aJ10Ch, BCTaJ BOTIPOC
0 MPOBEJIEHUH BLICOKO03HO! Teparuu o nporpamme FLAG
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(21.05.2013—26.06.2013). Ilpu KOHTpOJILHOM HCCJIENO-
BaHWH, TIPOBEJEHHOM 3a Mecsil J10 BbinosiHeHus: ajioTTCK
(16.07.2013), unciio 6;1aCTHBIX KJIETOK B aCHUpaTe KOCTHOTO
Mo3ra W ypoBeHb 3kcrpeccuu rena TEL-AMLI 6by yBe-
audensl (7,4 u 2,45 % coorsercrsenHo). Takum o6pasoM,
OCHOBHBIM TIOKazaHueM K mposeienuio aaioTI'CK y storo
60J1bHOT0O ObIJIO MePBUYHO-PE3UCTEHTHOE TeueHHe JeiHKo3a.
B kauecTBe J0HOpa CTBOJIOBBLIX KJIETOK KPOBH BBICTYMHJIA
JKEHIIMHA € aJlJ1e/Ib-HECOBMECTUMOCTBIO 1o Jiokycy B (40:01;
51:01 y nonopa vs 40:02; 51:01 y peuunuenra). Hauaso npu-
JKUBJICHHS] TPaHCIJIaHTaTa Oblio 3aduKcHpoBaHo Ha 13-it
JieHb. M3 nocTTpaHCciyiaHTallMOHHbBIX OCJI0XKHEHUH 3aCJTy2KH -
BAlOT BHUMAaHUSl TeHEepaNM30BaHHbIE TOHUKO-KJIOHUUECKHUE
CY/IOPOTH, CHHIPOM PaHHEro MPHKUBJEHUS TPAHCIJIAHTATA,
octpas PTIIX c BoB/ieueHMeM B MaToJOrMYECKUH Mpoliece
ko U JKKT (III u II cTenenn cooTBETCTBEHHO) U reMOp-
paruueckuit uuetut (J129+), obGycsioByieHHbIN cMelIaHHOH
uHdpexuued, skmouas BK, JC-supyc u Elizabethkingia me-
ningoseptica. I'lpu pecramupoBanun Ha 130+ oOGHapyKkeHO
nossbiteHHoe 10 9,4 % unc/a0 GJACTHBIX 3JEMEHTOB B ACIH-
paTe KOCTHOro mMosra. B nanbHefiliiemM 6acTHble 3JeMEHTBI
CTa/Ii MOSIBJSATBLCS B KPOBM, a UMCJIO UX B KOCTHOM MO3re
(31.10.13 .) nocturao 20 %, npuuemM ypoBeHb SKCIPeccHH
rena TEL-AML1 cocrau 16,48, a 1OHOPCKHE XHMEPH3M JI0-
cruran 97—100 %. YuutbiBasi pasBUTHE peLUINUBa JICHKO3a,
60JIbHOMY TIPOBeJIcH 6JI0K TOCTATOUHO YCIEUIHOH Teparnuu ¢
KJ10papabUHOM B KOMOUHALIMH C TOBTOPHBIM BBEJICHUEM PHU-
TyKcUMaba 1 JOHOPCKUX JUMoLuToB. B uTore nokasaresu
KPOBH M KOCTHOIO Mo3ra He yxyaulusauch. HaGmonenue 3a
OO0JIbHBIM MTPOJIOJIZKACTCSI.

KNNHWYECKOE HABJTHOAEHUE 2

BosbHas 3.E., 4 roma (Ne ). Hduarnoz B-OJIJI (oG,
common, UMMyHoToBapuaHT) Obut yctanosJieH 13.07.2009 .,
KOrJla B KPOBH OGHapyKeH Jefikouutos (62 X 10%/1) ¢ 40 %
6JIACTHBIX KJIETOK B JIeHKOLUTApHOH hopmysie. Hresio 61aCTHBIX
KJIETOK B acrupare KocTHoro Moara — 95 %. [Tpu cTanzapTHoM
LIUTOTEHETHYECKOM MCC/IEIOBAHUH XPOMOCOMHbIE HApYLICHUS
BblsiBJIeHbl He Obid. OnHako MeTonoM KosindectseHHo# [TLIP
Obl1a o6HapyxkeHa Tpanciokauus t(12;21)(pl3;q22) ¢ obpa-
3oBanueM caurHoro rena TEL-AMLI. Jleuenue Jefikosa mnpo-
Bousn coryiacHo npotokoty NHL-BFM-90, npuuem TIKI'P
Obl/la KOHCTATUPOBAHA MOC/e BTOPOro OJIOKA MOJUXHUMHOTE-
panuu, Ho coxpaHsiiach Bcero 7 mec. [TepBblil H30MpPOBaHHbIH
KOCTHOMO3IOBOH peluIuB 3a00JeBaHusl OblJl KOHCTATUPOBAH
09.03.2010r., Kor/a B KpOBH, a 3aT€M U B KOCTHOM MO3T'e UHCJI0
OJIACTHBIX 3JIEMEHTOB yBeJinuujioch o 21 u 86 % COOTBET-
cTBeHHO. Astorennas TpancnianTaius or HLA-coBmectmoro
HEpOJICTBEHHOTO JIoHopa Oblia BhinosHena 31.08.2010 r. Kak
BUIHO M3 JAHHBLIX Tabu. 2, Hesanosro no auoT['CK nomumo
sxenpeccnn reda TEL-AMLI (27.07.2010) noBbicuioch 4ucsio
6J1aCTHBIX 37eMeHTOB B KpoBH (23.08.2010 1 26.08.2010). Ko-
JIMYECTBO TpaHCmIaHTHpoBaHHbIX CD34+ CTBOJIOBBIX KJIETOK
(6,2 X 105/xr) 6bL10 0CTaTOUHBIM. [IpHIKHB/IEHHE TPAHCILIAH -
Tara ¢ BOCCTAHOBJIEHHEM 110Ka3aTe/iell KpOBU U Pa3BUTHEM T10J1-
HOT'0 JIOHOPCKOTO XuMepuama 3achukcrpoBaHo Ha J127+. B to xxe
BpeMs1 IAHHbIE MOJIEKYJ/IIPHOTO MOHUTOPHUHTA U IMHAMHYECKOTO
UCC/IEIOBAHUS KPOBH 9TO He TOATBEpAH/H. JlOMOMHUTEIBHO
npoBesieHHast xumuoTeparus o nporpamme FLAG u BBenenue
JIOHOPCKUX JINM(OLIUTOB K yCrexy He npuBesid. bosibHas ymepsia
Ha oHe NporpeccupoBaHus 3a60JeBaHus TPU MaJIoH Pdek-
TUBHOCTH 1IUTOCTATHUYECKOH Teparuu U H3-3a MPUCOSIMHEHHS
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uHdekumnit. Cmeptb Oblia KoHcratupoBana 21.04.2013 r., na
263-11 tenn noce amoTTCK.

KNWHWYECKOE HABNTKOAEHUE 3

B kauecTBe TipuMepa OTHOCHTEJILHO — OJIArOMPUATHOTO
TeueHusi 3aboJieBanusi nocse npoeneHuss a0 TTCK
npeiaraloTes JIaHHble  KJIMHHYECKOTO M J1ab0paTOPHOTO
ob6enenoBanust Gosibhoro KA., 17 ger (Ne 10). Jduaruos
npe-B-ummyHosornueckoro noagapuanta OJIJI ¢ Tpanc-
qokauuert 1(12;21)(pl13;922) ycranosnen B mae 2004 r. Ha
OCHOBAHHM KAYECTBEHHOH, a HE KOJMYECTBEHHOH peakuuu
OmpefiesieHust MPoAyKTa TpaHckpurnuun rexa TEL-AMLI.
[Ipy  CcTaHAAPTHOM  LIUTOr€HETHUYECKOM  HMCCEI0BAHHU
oOHapyKeHa runepaunionans. Ha ¢one nposopumon no-
JquxuMuoTeparnuu corsacHo nporokoy COALL st 60/bHBIX
C HU3KMM pHCKOM T[OJIHAS KJIHHHUKO-TeMaToJIorHuecKas
peMuccus Oblia JJoCTUrHyTa Ha 28-i neHb. [IpoposmkuTesib-
HOCTb TMEPBOH PEMHUCCHM COCTaBWIa 23 Mec. YXy/lleHue
00611lero caMouyBCTBUsI ¢ 6G0JIbI0 B KOCTSIX U (heOPHIIbHOM
Jquxopajikoi npousouwio B anpese 2006 r. [lpu stom B
acnupaTe KOCTHOIO MO3ra UMCJI0 OJaCTHBIX KaeTok 85,4 %,
UTO OJIHO3HAUHO YKAa3blBaJIO HA PA3BUTHE MEPBOTO PAHHETO
KOCTHOMO3roBOro peuuausa Jerkosa. Bropas ITIKI'P u cie-
JYIOLLMH peLUIUB JIEHKO3a MOC/e YCNelHOW XMMHUOTeparnun
no npotokosy ALL REZ BFM 2002 6biin KoHCTaTHPOBAHbI
24.05.2006 u 08.11.2006 coorsercrBenHo. AmioTI'CK or
HLA-unentuunoro 6para Gbuia Boinosnena 23.11.2006 r.
PexxyM  KOHIMUMOHMpPOBAHUA —  MHeJ0aOJaTUBHBIA ¢
ucrnosib3oBanueM OycyibdaHa W sHAoKcaHa. Jlast mpodu-
naktuku octpoit PTIIX wucnosbaoBasu HUKIOCHOPHH-A H
MertoTpekcar. [IpuxkuBieHue TpaHcniaHtata Obl1o 3aduk-
cupoBaHo Ha J120+. OcHOBHble OCJI0KHEHHS: MYKO3UT PO-
ToBo# noJioctu Il cTenenu, TokCMUeCKU renaTUT U ocTpas
PTIIX ¢ nopaxkennem kuteynuka II crenenun. Ko Bpemenu
HAMUCAHUSI CTATbH MPOJOJLKUTENbHOCTD KU3HH OOJIBHOTO
nocJie a0 TI'CK cocrasuiia 2550 guei.

CoryiacHo nocJieiHUM fanHbiM, B-kiertounbiit OJIJT ¢ Tpane-
gokauuert 1(12;21)(p13;q22) He siBasieTcsl OHOPOIHBIM 3a-
6osieBatuem [ 10]. Y noaasssiioniero 60JbIUIMHCTBA GOJIbHBIX
[TKI'P u MonekysipHble PEMUCCHH JOCTUTAIOTCS IOCTATOUHO
JIETKO WU MOTYT COXpaHsiTbesi 10 8 JieT u Godiee. [losnHue
PELMIMBbI MOTYT ObITh YCMELIHO KYyMHPOBaHbI MPOTHBOPE-
UMAMBHON Tepanued. B To ke BpeMmsi y 3HAUHTENbHON YacTH
60J1bHBIX (10 27 %) CKJIOHHOCTb K pelyiuBaM Obljia Bbllie,
a 3(heKT NPOTHBOPELMAMBHON Tepanul OTYETIUBO caabee.
EcrecTBeHHO, UTO 3TO pa3/iMude B KJIHHUYECKOM TEUEHHH

OJIJI ¢ tpancnokauueit t(12;21)(pl3;q22) nauwio otpa-
JKeHHe U B rpyrie 60JbHbIX ¢ amnoTI'CK.

Ha wnam B3rasin, oObsCHEHHE BbISIBJACHHOH PAa3HULIbI
B MOBEJEHUH JICHKO3HBIX KIETOK HAJl0 UCKATb B TOM, UTO Y
YacTH THX OOJIbHBIX, B MEPBYIO OUepellb MaJeHbKUX JETeH,
3aboJieBaHHe MOKET (POPMHUPOBATBLCS Y2Ke Ha STare BHYTpHU-
yTpoOHOro pasputus. OTCIOfa OUEBHIHO, UTO TPHU HAJUUHMH
y JleTell MJIaaliero Bo3pacTa Pe3UCTEHTHBIX K Teparuu
JIEHKO30B TECTUPOBAHHE MX ME3EHXMMHbBIX (CTPOMaJbHBIX)
3JIEMEHTOB Ha MpeIMET BOBJICUEHHS B JIEHKO3HbBIH NpoLece
npeacTaBiasieTcs BIOJHE OnpaBAaHHbIM. YTo KacaeTcs
0COOBIX TMOJAXOAOB K JICUEHHIO STHX OOJIbHBIX, OHH TIOKa He
paspaboranbl. Bmecte ¢ Tem nakorientbii B CILA onbit uc-
M0JIb30BaHUs 00Jiee HHTEHCUBHbBIX PEXKUMOB XUMHOTEpANUU
[6] 1aeT OCHOBaHUS HANEATBLCS, UTO TAKUM MyTEM MOTYT ObITh
YCTPaHEHbl HE TOJBbKO KPOBETBOPHbIE, HO M CTPOMAJIbHbIE
JICHKO3HbIE JIEMEHTbI, UYTO MOKET ObITh MOATBEPKIEHO yKe
B OJIMXKAULLINUX UCCJIeIOBAHHUSIX.

KOH®NUKTbl UHTEPECOB

ABTOpBI  MOATBEPKIAIOT OTCYTCTBUE CKPBITHIX KOH-
(hJIMKTOB HHTEPECOB.
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