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N3meHeHmne cofiepaHnA meTa/uionpoTenaoB B CbiIBOPOTKe y peten, nony4vyawowmnx nporpaMmmHyro
noanxmmMmuoTepanunio

ApryHoBa E.Q.', AgprxmHckan B.H.!, Kongpatbesa C.A.2, Hukudopos .B.

'CeBepo-BocTouHbii defepanbHbiil yHuBepcuTeT nm. M.K. AMMocoBa, AKyTck; 2MeanaTtpuuecknii ueHTp MBY Pecny6nukn Caxa (AkyTus)
Pecny6nukaHckan 6onbHMua NO1T HaumoHanbHbIN LeHTp MeanumnHbl, AKyTck, Poccua

Leanb padoThl. AHATU3 YPOBHS METAIIONPOTEUIOB B ChI-
BOPOTKE KPOBH Yy JIETeH CO 37I0Ka4eCTBEHHBIMH HOBOOOpa3o-
BaHUSIMU.

MarepuaJibl H MeTO/Ibl. B nccienoBanue BKIIOYSHBI 16 jie-
Tel, MOCTyNUBIINX B oHKONorndeckoe otaenenue [ I'BY PC
(51) Pb Ne 1 HaunoHnanbHbIH LEHTP MEIULUHEI C BIEPBLIC Ana-
THOCTUPOBAHHBIMH 3JI0Ka4€CTBEHHBIMH HOBOOOpa3oBaHUsMU. B
OCHOBHYIO TPYIITy BOIUIH 12 OONBHBIX OCTPBIM JTUMQOOIACT-
HbIM Jeiiko3oM (OJIJI), 2 — nedpobiaactomoi, 1 — remarobiacto-
MoH, 1 — capkomoit FOunra.

Pesyabrarel. OnpeneneHre o0beMa MPOBOAUMON TpaHChy-
3MOHHOH Tepanuu SpUTPOLUTHON Maccoii (1) 1 TPOMOOB3BECHIO
(Tr) Ha pa3NUYHBIX JTanax MOIUMXUMHOTEPAUH J0 MPOBEACHHUS
HCCIIE/IOBAHUS 1T0KA3aJI0, YTO CPEIHUN 00BhEeM MepeuToi Or Ha
1 yenoseka cocraBui 555,5 ma (270-2050 mun), Tr — 621,25 mn
(400-1600 mur). Ananu3 nokasareneii oOMeHa ejes3a y JeTen
CO 3JI0KaU4eCTBEHHBIMH HOBOOOPA30BaHHSIMH, ITOTYYAIOIINX ITPO-
IrPaMMHYI0 TIOJIMXMMHOTEPANHIO U TPAHCPY3MOHHYIO TEPaIuio,
BBISIBUI Y 7 JIeTell yBEIMUYCHUE KOHIEHTPAIIMUA CBOOOTHOTO JKe-
ne3a B ChIBOpOTKe KpoBH (20,21 £ 9,19 MKkMOIb/1). 3HAUNTETHHOE
MOBBIILICHUE ATOTO TIOKA3aTessi OTMeUaeTcs y Jieteit ¢ HedpoOia-

ctomamu — 30-37 mxmons/n (r = 0,533; p < 0,01) npu He3Ha-
YUTEIbHOM TpaHcpy3uonnoi tepanuu (Or 300 mut, Tr 1350 mun).
Cpennuii mokasareiab KOHIEHTpAaUUH (EeppUTHHA B CHIBOPOTKE
KpoBU coctaBusl 608,56 MKI/JI, YTO BBIIIE HOPMBI B CPETHEM B
4,5 pa3a, B OTIIENBHBIX CIIyJasX 9TOT II0OKa3aTeNb IPEBBIIIAT HOP-
My B 16 pa3. C NOBBIIICHUEM KOHLIEHTpAIMU (EpPUTHHA B ChI-
BOPOTKE KPOBH CTATUCTHYECKH 3HAYMMO CHM)KAETCsI KOHLIEHTpa-
st 00IIEeH JKeJIe30CBI3bIBalolIel ciocoonocty — 45,21 + 11,72
MKMOJIB/1 (7 = -0,497; p < 0,05), a Takke Tpancheppuna — 1,98 +
0,71 mxmons/a (r =-0,600; p < 0,05).

3akarouenne. [Tokazarens peppuTrHa, 10 HAIEMY MHEHHIO,
HOBBIIIACTCS 32 CUET U3MEHEHUs (HePPOKUHETUKH TIPH 3JI0Kaye-
CTBEHHBIX HOBOOOPA30BaHUSX M YaCTUYHO 32 CUET TEMHYECKOTO
THUIIa THIOKCHHU, HAONIONAIOMIErocsl TPH MPOBEACHHN MOIUXH-
muorepanuy. [1o HameMy MHEHHIO, 3TO CBSI3aHO C BBICOKHUM CO-
JIep’KaHUEM JKeJle3a B JIENO U B CHIBOPOTKE KPOBH, MOHM)KEHHOM
CIIOCOOHOCTBIO METANIONPOTenaAa K TpaHcnopty. M3ydeHwe
(heppoKnHETHKH Y OOJIBHBIX CO 3JI0KaueCTBEHHBIMH HOBOOOPa30-
BaHUSIMHU SIBJSIETCSI OJIHUM M3 MPUOPUTETHBIX HAMPABICHUN JUIS
YIIy4IIEHHs] Ka9eCTBa JKM3HU OOJBHOTO IyTEM CBOEBPEMEHHOTO
Hayaja XeJIaToOpHOU Teparuu.

MoneKynapHo-LUTOreHeTMYeCcKas XapaKTepncTnKa ocTpbix 1Mme$po6nacTHbIX 1efiIKo30B
y Aetei B Pecny6nuke Caxa (AkyTtmnsa)
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Heab padoTbl. AHaIU3 KIUHUKO-TA0OPAaTOPHBIX U IUTO-
TEHETUYECKUX JIAHHBIX NPH OCTPOM JHM(OOIACTHOM JieiKo3e
(OJII) y nereii pecriyonuku Caxa (SIkyTus).

MarepuaJisl 1 MeTobl. B ocHOBHY!O Tpymiy Bouwiu 12 ne-
teit (5 manpankoB 1 7 neBouek), 6ompHBIX OJIJI, B BO3pacTe oT
9 mec 10 9 net (cpemHuii BO3pacT S JIeT), MONTyYaBIInX JICUCHHE
B onkosnornyeckoM otnenenuu 11 I'BY PC(S) Pb Nel-HIIM B
2011-2012 rr. beuto mpoBeneno FISH-uccnenoBanme KocTHOTO
Mo3ra B JIab0paTOpuy HUTOTEHETUKH U MOJIEKYIIPHOH T€HETHKH
®HKII nerckoil remMaTtoaoruy, OHKOJIOTMHA U UMMYHOJIOTHH UM.
J1. PoraueBa (MockBa) B paMKax MyJBTHLEHTPOBOTO HCCIIEIOBa-
Hus npoTtokona ALL-MB-2008.

Pesyabrarbl. l{uToreHernueckue aHoMaluu OOHapyKe-
Hbl Y 9 u3 12 GosibHBIX. Y 7 OOJIBHBIX BBISBICHBI TPAHCIIOKA-
uuu: t(12;21) —y 3 nereit, t(4;11) — y 2 u eAMHUYHBIC CyYau
t(9;11), t(1;19). ¥ 1 GonbHOro oOHapyxeHa amIUTU(PUKALUSL
rera RUNXI (AML1), ay 1 —nepectpotiika rena E24. B ocHOB-
HO# rpymme nepectpoek reHa MLL He oOHapyxeHo. bonbHbIe
ObLIM paTUu(UUUPOBAHBI MO CJIEIYIOIIUM TPYIIIAM PUCKA IPO-
tokona ALL-MB-2008 — SRG (rpynna crangapTHOTO pHcKa) —
9 6onbHBIX C t(12;21), t(1;19), ammundukanueit rena RUNX1
(AML1), nepectpoiikoit rena E24 u 3 nereit 6e3 HUTOTEHETH-

yeckux aHomanuii; ImRG (rpynmna npomexxyTO4HOTO pUCKa) —
1 pebenox c t(9;11). [IBoe merell ¢ MPOrHOCTUYECKH HeOIIaro-
MPUATHOM TpaHcaokanuei t(4;11) — neBouka (9 Mec) ¥ MaIBUNK
(1 ron 7 mHeil) — ObUIM OTHECEHBI K I'PYIIE BBICOKOIO PHCKa
(HRG). VY Bcex 60NbHBIX ObLIA JOCTUTHYTA KIMHAKO-TEMAaTOJIO0-
rudeckas pemuccus. /et co cranzapTHOW M MPOMEKYTOTHOU
TPYNIION PUCKA MOIY4a0T XMMUOTEPAIHUIO 1o npotokosy ALL-
MB-2008 B ycoBusix oHkosnorundeckoro otaenenus [1L] Pb Ne 1
HIIM (Slkytck). JleBouky ¢ TpaHcnokaueit t(4;11) neunnu mo
nporokony ALL-IC-BFM 2002 (HMU xanneporeneza POHI]
nm. H.H. brioxuna, Mocksa), HO mmociie JOCTH)KeHHSI PEMUCCHU
Ha 4 O6JI0Kax MPOTOKOJA POAUTENH OTKA3aJMCh OT JalbHEUIICH
xuMmuorepanuu. Mansuuka c t(4;11) seuar o npotoxosry MLL-
Baby 2006 (OHKI] AT'OU, Mocksa). ¥ 11 nereit coxpansieTcs
JOCTUTHYTAs! PEMHCCHSL.

3akuouenne. B oOciienyemoii rpymre y O0IbIIMHCTBA 00IIb-
HBIX OOHApY)XeHbI IIUTOTeHeTHYeCKne aHoMamu. Haubosee a-
CTO# TpaHciokalmen sisunach t(12;21), koTopas XxapakrepusyeT-
Csl OTCYTCTBUEM NPOJIU(EPATUBHOIO CUHAPOMA U JIEHKOLUTO3A.
IIpornoctnuecku veGmaronpustHas t(4;11), coueTaBmiascs ¢ BbI-
COKOM Maccoif OITyX0JTH, BEISIBIICHA Y IETEH MEPBOTO TO/1a KU3HU,
YTO COOTBETCTBYET JaHHBIM JINTEPATYPHI.

CMHApPOM neperpysKu Kenesom y remoTpaHcpy3MoHHO-3aBUCUMbIX 60JIbHbIX ONyxXoneBbiMy 3a6oneBaHUAMN
CNCTeMbl KpOBU

babaesa T.H., lpnuaii .H., JlamknHa A.C., CepervHa O.b., Mocnenosa T.W.

'BOY BINO HoBoCMOMpCKMIA rocyfapCTBEHHBIN MeANLMHCKIIN yHUBepcuTeT MuH3gpasa Poccun; kadeppa Tepanvu, rematonornm u TpaHcoysmnonorum
OMK v MMB; 'bY3 HCO lopogckan kKnuHnyeckas 6onbHuua N2 2, HoBocnbupck

Beenenne. ConocrasieHue nokasarenaei GeppoKUHETHKU C
naaabiME RT-PCR (mytanTHBIe aiutenn HFE) u remotpancdy3u-
OHHBIM aHaMHE30M II03BOJISIET MPOTHO3MPOBATH PHCK PA3BUTHS
BTOPUYHOI'O T€MOXPOMAaTO3a y OOJIbHBIX FeMO0IacTO3aMu.
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Ieanr padoTbl. BEISIBUTH Hamu4Me BTOPHUYHOM ITEPETPY3KH
JKEJIe30M B IpyIIe OOJBHBIX reMo0IacTo3aM1, HMEIOMINX OTSTo-
IIEHHbIN reMoTpaHc(y3HOHHBIN aHaMHE3.

Marepuanasl u metoanl. O6cienoBansl 52 nmamuenta. [po-



Mpunoxerue 1

Be/ICHA OIIeHKa MoKasaresneit peppokuneruku. Metogom RT-PCR
uccienoBansl nonuMopdusmsl rena HFE (C282Y, H63D, S65C)
B TpYIIax TeMOTPaHC(y3UOHHO-3aBUCUMBIX OOJIBHBIX, a TAKXKe
60sbHBIX 0e3 reMoTpaHc(y3uil B anamHe3e 10 Hadasita [IXT u B
rpyIIe KOHTPOJI.

Pesynbrarel. BropuuHas neperpyska >Kelie30M BbISBICHA
cpemu 30% TpaHcdy3HMOHHO-3aBUCHMBIX OOJNBHBIX (B TOM YHCIIE
TsDKeIoH cTenenu y 14,3%), B rpymme 6e3 mpeAecTByIOINX Te-

Motpanchysuit — y 9,4% (nerkoii crenenn). HocurenbcTBo My-
TaHTHBIX ajuienel ortMedeHo y 25 n'y 37,5% coOTBETCTBEHHO.

3akirouenne. Poct yucna remorpaHcdysuil ycyryonser 1s-
JKeCTh CHHJpOMA TIeperpy3ku skenezoM. Hamuuwe meperpysku
JKEJIe30M, B TOM 4HCIIe Y OONBHBIX 0€3 MpeIecTBYIOMUX Ir'eMo-
TpaHc]y3uil, TpeOyeT AalbHEHIIero U3y4eHusl, COMOCTaBICHUs
C MYyTalMOHHBIMH BapuaHTamu HFE, NpOrHO30M, OTBETOM Ha
TEeparuIo.

MpumeHeHne nnasmadepesa npu 6onblioi B-ranaccemun
banpamanun6einnun 1.2, fagxmnes [.b., Parumos A.A.
Kadepnpa knuHnueckoi TpaHcoysuonorum F/OY BMO Mepsbiin MTMY um. .M. CeueHoBa MuHagpasa Poccun, Mocksa

OCHOBHBIM METOJIOM Tepanuu OOJBHBIX OOJBLION [-Tanac-
ceMuel SBISEeTCS MPUMEHEHHE THIEPTPaHC()Y3MOHHOTO PEKH-
Ma, OCHOBHBIM OCJIO)KHEHHEM KOTOPOIrO SIBIISICTCS Heperpyska
OpraHu3ma xene3oM. M30bITOYHOE OTI0KEHHUE JKelle3a TPHUBOIHUT
K IUPPO3Y TEUYCHH, caxapHOMY Jua0eTy, KapAHOCKIepo3y U 00-
YCIIOBJIMBAET HEJI0PA3BUTHE BTOPUYHBIX MTOJIOBBIX TIPU3HAKOB.

ey npoBenenust kypcoBoro miazmadepesa (ITA) mpu ta-
JaCCeMUsIX — yBEIUYEHHE 00beMa M YaCTOThI MPOBEICHHUS TE€MO-
TpaHcdy3uil 6e3 OCIOKHEHUH, IPeJOTBPAICHUE WIN YMEHbIIIE-
HUE W3JUIITHETO OTIOKEHHS B OpraHU3Me jKelie3a, ylalleHue M3
KPOBH 3PUTPOLUTAPHBIX, JTEHKOUUTAPHBIX U OEIKOBBIX AHTHUTEI
Y CHI)KEHHE OMACHOCTH Pa3BUTHS PEAKIIMU HAa TEMOTPAHC]y3UH,
a TaKke MPEJOTBpPAIleHNe OTAAICHHBIX MOOOYHBIX I(PPEKTOB
TpaHcdy3uii KpOBU M €€ KOMITIOHEHTOB, CBSI3aHHBIX C UMMYHOCY-
npeccuel, THTOKCUKAIeH.

ITA npoBoISAT OMHOBPEMEHHO C XEJIATOPHOM Teparuei — mpe-
napatom aecdepan (20-25 Mr/kr Macchl Tesa B JICHb B TCUCHUE
5 nHEW HeJenu ¢ MOCIEAYIONIUM JIByX/IHEBHBIM I1EPEPHIBOM).

Brutrouenue [TA B Teparuo 6051bHBIX 00J1b1110# B-Tanaccemueit
MI03BOJISIET TOBBICUTH YHCIO HEOCIOKHEHHBIX TpaHchy3uil B
cpenHeM ¢ 17 (npu npoBenenun remotpancgysuii 6e3 ITA) mo 30.
B pesysbrare yBenuueHUs KOJIMYECTBA TpaHC(Y3Uil KPOBU U €ro
KOMIIOHEHTOB y OOJIbHBIX OOJIBIIION P-TanacceMuei ynaercs 3Ha-
YHUTENILHO TOBBICUTh KOJMYECTBO MEPEIUTON KpoBU 1 GONBHOMY
B rox. [Tpu remotpancdy3usx 6e3 npumenenus [1A cpenHuii 00b-
eM nepenuToil 1 60IPHOMY KPOBH M €T0 KOMIIOHEHTOB COCTABIISIET
5500 mu1, pu Tepanuu ¢ npumeneHuem I1A oH paseH 8500 mu,
JTOXOIIS1 B HEKOTOPBIX ciaydasix 0 11 000 mur.

IIpu remorpancdy3usix, couerarommxcsi ¢ 1A, remMormoonH
OOJBHBIX yIAaeTCsl MOIEPXKUBATh HA ypOBHE B cpeqHeM 96 /i, B
TO BpeMsi Kak y OonbHbIX 0e3 nmpumeHenus [TA — B cpeaem 68 /1.

W3MeHeHnsT KIMHUKO-TEMaTOJIOTHYEeCKUX ITOKa3zaTeneil mpu
npuMmeHenuu ITA y GombHbIX OombLIoi opmoit B-tanaccemun

OTMEYaloTCs CIyCTs 2—3 Mec OT Havyana npuMeHeHus [1A ¢ nanb-
HEeWIINM yITy4IIeHHEeM B MOCIEAYIONIIE MECSIbl IPU MTPUMEHe-
Hun [TA. HabGnromaercsi 3HauuTEIbHOE YMEHBIICHHUE CIIa00CTH,
YTOMIISIEMOCTH, OIBIIIKH, HKTEPHYHOCTH CKIIEP H YKEITYIIHOCTH
KOKHBIX TTOKPOBOB, TOBBIIIAIOTCSI KOHIEHTPALUH SPUTPOLUTOB,
reMonIo0MHA, YMEHbIIAeTCs KOJIMUeCTBO HopMoOmactoB. Ilo-
JIOKUTENNbHAS JTUHAMHKA IMPOJOJDKAETCS B TEUCHHE BCEro Iie-
puona npumenenus [1A. Uepe3 12 mec oT Hauana mpuMEHEHUS
ITA nabnromaercss yMeHbLICHHE Pa3MEPOB IEUEHU U CEIEC3ECHKHY,
OTMEYaeTcsl HCYC3HOBEHHE HEBPOJOTHYECKOH CHMITOMATHKH M
yBeIM4YEeHHE Macchl Tena 6ombpHOro. [TA okas3pIBaeT GIaronpusr-
HOE JeHCTBUE NPAKTUYECKU HAa Bce OMOXMMHUECKHE MOKa3are-
T — KOHLIEHTPAIK OEJKOB IIa3Mbl M OMITMPYOHHA MOHIIKAIOT-
cs cpa3y mocie nepBoro kypca I[TA i mpomomKaroT MOHUKATHCS
B IOCJIEAYIOLIMEe MecAlbl Ipu npoBegeHun [IA — gepes 2-3 u
12 mec. Conepixanne neueHouHbIx pepmento AJIT, ACT, JIAT
1 1IeT0YHOH (ocharazpl HAUMHACT TOHMKATHCS TOIBKO CITYCTS
2-3 mec oT Hauasia mpoBesieHus ITA, nocTurast HAMMEHBIINX 3Ha-
yenuit uepe3 12 mec. Hopmanusyercst mon BiusiaueM 1A u co-
JIep>)KaHie MOYEBUHBI KPOBH, KOTOPasi MOHMKEHA TIPH OOJIBLION
(hopme B-TanacceMu U MOBBIIEHA IPU IPOMEXYTOUHOH (hopme
Oonesnu. JIiHaMHMKa KOHIGHTPAIUMU MOYEBUHBI OTMEYACTCS Ue-
pe3 2-3 mec ¢ momenTa npoBeneHus [1A.

IMpumenenue ITA Hapsany ¢ XemaTtopHo# Tepamueil croco0-
CTBYeT OrpaHMYCHHUIO BBeICHHMs Jecdepala U CyIIECTBEHHO
YCUIJIMBAET BBIBEIEHUE KeJie3a u3 opranuszmMa. Brimouenue [1A B
KOPPEKLUIO 0OMeHa xele3a y O0JIbHbIX 00JIbIIoN B-TanacceMueit
3HAYUTENBHO J(PQPEKTHBHEE MOMOTaeT HOpMalH3alud OOMeHa
JKenesa, 4eM NMPUMEHEHHe OJHOTO JHIIb aechepana. CHKeHNE
KOHIIEHTPALUK XKeje3a y O0IbHbIX OonbIIol B-TamacceMuei Ha-
OiromaeTcst yxe mocie nepBoro kKypca ITA, mpomoipkast MmoHU-
JKaTbcs 1o Mepe npoBeaenus [1A u B oTnaneHHbIe CPOKH — Uepe3
2-3 u 12 mec ot Hayana nposezneHus ITA.

DKcTpaKopnopanbHbie MeTOAbI NPY reMoNuTNYeCKOM Kpuse,
o6ycnoBneHHom gedpuuyntom pepmeHTa rMioKoso-6-pocargerngporeHasbi

Baiipamanu6ennu 1.3, Parumos A.A., Tapxunes [.6., Canumos 3.J1.
Kadepnpa knuHunyeckoi TpaHcdysmonormum Nr6OY BMO Mepsbiit MTMY um. .M.CeueHoBa MuH3gpasa Poccun, Mocka

Hedbuuur ¢depmenTa noko30-6-(Gocdarneruporenassl
(I'-6-®M1) — camas pacmpocCTpaHEHHAs HACIEACTBEHHAs JH-
3UMOTaTUs. YMEHbIIeHHE aKTUBHOCTH ['-6-DJ] BiedeT 3a co-
0011 CHIXKEHHE POTUBOOKCHIAHTHON (YHKIIMH SPUTPOIUTOB
7 Kak CIeJICTBHE TEMOJHU3 O] BIUSHUEM IPOBOLUPYIOMINX
(dakTopoB (ymoTpeOieHHE OINpeNeeHHBIX JIEKAPCTBEHHBIX
IpenapaToB WIM MUIIEBBIX NPOAYKTOB, HHpeKIun). ['emonu-
TUYECKUI KPU3 pPa3BHBAETCS Yepe3 HECKOJIbKO YacOB WM He-
CKOJIBKO JHEH Iociie BO3AeHCTBUS MpoBouupyromero ¢axro-
pa. JleueHne Bceraa MpoBOJAT B CTAIIOHAPE, OHO HAIIPABICHO
Ha KYIHPOBaHHE aHEMHUYCCKOTO CHUHApPOMA, OMIHMPYyOMHOBO#
MHTOKCUKAIH, MPOQUIAKTUKY OCJIOKHEHHH W NPOBOAUTCS
o npuHnuny tepanuu JIBC-cuuapoma. CBeneHHs HO IpH-

MEHEHMIO JKCTPAKOPHIOPAIBbHBIX METOJ0B TI'€MOKOPPEKIMU
IPH OCTPBIX TEMOJHUTHYECKHX KpH3aX, OOyCIOBICHHBIX He-
JIOCTATOYHOCTbIO akTuBHOCTU ['-6-DJI, orcyTcTBYrOT. MBI
MpPUMEHSUIH Tu1azMadepes B paHHEM IIepUoJIe Pa3BUTHUS TeMO-
JTUTHYEeCKOro kpu3a npu (asusme (10 OONbHBIX) U TIPH JIeKap-
CTBEHHO-MHIYyIHPOBaHHOM remonuse (12 601bpHbIX), 00ycI0B-
neHHoM nedunutom ¢pepmenta ['-6-OJ[. Bo Bcex ommcaHHBIX
ciIy4asx akTUBHOCTH I[-6-®J] xosebanace B mpenenax 0-3%
oT HopMbl. [Ipounenypy mpoBOAWINM HpPU MEPBBIX MPH3HAKaX
Pa3BUTHS IeMOJIMTUYECKOro Kpusa (4yepe3 6, 2 4, 1 cyT mo-
cie ynorpebiaeHHus B mMuOly 000OBBIX KYJIbTYp) JUCKPETHBIM
LHEHTPU(YKHBIM METOJOM. 3aMelleHue — JOHOPCKas Mia3Ma,
pacTBOpbl KpuctasonnoB. Kpurepuem mis odbema ynamsie-
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