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ANODOEPEHLUPOBOYHAA TEPANUA C UCNOJIb3OBAHUEM
13-UUC-PETHHOEBOM KUCNOTbI U HU3KUX 103 UUTO3HH-APABHHO3HAA
Y QETEH C OBEHUNbHbLIM MUENOMOHOLUMTAPHBIM JIEHKO30M
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IIpoeno3 nayuenmos ¢ 108eHUNbHBIM MUEAOMOHOUUMAPHbIM Aeliko3om (FOMMII), ne noayuusuiux arnoeeHHy0 mpaHcnAaHmMayuio ee-
MONOIMUYECKUX KACMOK, ocmaemcs Hey008aemeopumenvibim. OOHUM U3 NepCneKmueHbiX N00X0008 A8AAemcs UCNOAb3068aHue Ougp-
pepenyuposouroil mepanuu. B dannoii pabome mor ananuzupyem pezyrsmamol aeuenus 14 nauuenmoe ¢ FOMMUJII, noayuusuux neve-
Hue 13-yuc-pemunoesoii kucaomoit (100 me/m2 edxncedOHesHblll nepopanrbhbLil npuem) U HU3KUMU 003aMu Yumo3uH-apadburosuda (25
me/m2 excemecsunvle 10-0nesHble Kypeol) 6 Kavecmee mepanuu hepsoil aunuu. Cems nayuenmos (50%) docmuenu noaHol pemuccuu
(I1P) uau kaunuxo-eemamonoeuueckoeo yayuuwenus (IY), y 7 — 3aboreeanue npoepeccupogano. IIP docmuenyma y 4 nayuenmos
(cpednuii eospacm na momenm debroma 3abonesanus 5 mecayes, cpeonuil ypogeno HbF- 6,2 %) 6 cpednem nocae npogedenus 9 Kyp-
coeé mepanuu, I'Y — y 3 nayuenmog (6o3pacm na momenm debioma FOMMUII: 5; 6,5 u 46 mec, HbF - 4,2; 8 u 51,7%) uepes 2; 3u 5
Kypcoe mepanuu. M3 4-x nayuenmos ¢ I[1P mpoe npodoaxcarom naxooumoscsi 6 cocmosuuu 1P ¢ meuenue 30, 17 u 10 mec om navara
mepanuu, y 00Hoeo — pazeuncs OJLI uepes 84 mecaua om docmuncenus I1P. U3 mpex nayuenmos ¢ I'Y 0soe scuswl u npodoaxcarom
neuenue yepes 10 mec om nHauanra mepanuu, 1 ymep om Kamemep-accoyuupo8anHo2o cencuca. Y ocmanvioix 7 nauuenmos (cpeonuii
6o3pacm Ha momenm debroma 3aboresanus — 16,3 mecaya, cpednuti yposenv HbF- 35,4%) ommeuena npoepeccus 3aboresanus. Jugh-
hepenyuposouras mepanus 13-yuc-pemuroesoii KUCAOMOU U HUZKUMU 003aMU YUMO3UH-APAOUHO3UOA IPHeKmuUeHa y nayueHmos
panHe20 6o3pacma c¢ HusKumu yposuamu HbF.

Karoueswie caoea: demu, 108eHUNbHBLI MUEAOMOHOUUMADPHYLI AelK03, ]3-yuc-pemunoesas Kucioma, ougpepeHyuposouHas mepanus.
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Prognosis of patients with juvenile myelomonocytic leukemia not undergoing allogeneic hematopoietic cells transplantation (SCT) is dis-
mal and not affected by any cytotoxic chemotherapy. Differentiating therapy is an attractive approach in JMML, due to ability of IMML
cells to differentiate and die under influence of treatment with various agents in vitro. We report results of first-line treatment of 14
patients with JMML with 13-cis retinoic acid (RA) 100 mg/m2 daily peroral intake and low dose Ara-C - 25 mg/m2 daily for 10 days
monthly. Complete remission (CR) or hematological improvement (HI) was obtained in 7 patients (50%). Four patients (median age at
disease manifestation 5 months, median level of HbF —6,2%) achieved CR after a median of 9 cycles of therapy; in 3 patients the best
response was HI (age at disease manifestation - 5; 7 and 46 months, HbF — 4,2; 8,0 and 51,7%) after 2; 3 and 5 cycles. Three out of
4 patients with CR are alive and have been in CR for 10; 17 and 30 months after start of therapy, acute lymphoblastic leukemia devel-
oped in one patient after 84 months of CR. Two patients with HI are still receiving treatment and have been in stable condition for 10
months after the initiating therapy, while I patient died after 8§ months of therapy from catheter-related sepsis. The progression of the dis-
ease despite the treatment was registered in 7 patients (median age at disease manifestation 16,3 months, median HbF — 35,4%). We
conclude that 13-cis RA in combination with low dose AraC may be useful in the treatment of patients younger than 1 year with low level
of HbF, although the general paradigm of treatment of JMML with SCT remains unchanged.
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Horo (MKII) pocTkoB, 4TO 1aeT OCHOBaHUE MOATBEP-
IUThb TOT ¢akT, yTo KOMMIJI gBnsieTcs 3a0071eBaHUEM,

IOBEeHUIbHBIE MMWETOMOHOLMUTAPHBIN JIEHKO3
(FOMMJI) aT0 KJIIOHAJIBHOE TEMOIIO3TUYECKOE 3a6071€e-

BaHUE JIETCKOTO BO3pacTa, XapaKTepusylolleecs Mpo-
Judepanneil TpaHyJIOUMTAapHOM M MOHOLIUTAPHON
KJIETOYHBIX JIMHUM. Takke 4acTo BBISIBISIIOTCS aHOMa-
JIMA CO CTOPOHBI 3PUTPOMIHOTO M MerakapuoluTap-

WCXOISAIINM 13 CTBOJIOBBIX TEMOITOATUYECKUX KIIETOK.

CornacHo knaccudukanuu BO3 (2001) KOMMII
OTHECEH K TpYIIe MUEJOAUCIUIACTUYECCKUX/MUEIIO-
npoaudepaTuBHbIX 3a0oneBanuit (MI/MI13). deiict-



BUTEJIPHO, TIPM HECOMHEHHOM HAJWYUM TIPU3HAKOB
BBIpAXKCHHOM IMCITIa3MU BCeX TMHUI KPOBETBOPEHMS,
kuHn4Yeckas Kaptuaa FOMMUIJI Bo MHOTOM orIpeneis-
eTcd rumneprpoiaudepauneidi 1 TUCHYHKINEH KIIETOK
MUEJIOMOHOLIMTAPHON MNPUPOIbI — KaXEKCUen, WH-
dexumsiMu, opraHomeraaueil, uxopankou, Tumdane-
HOIaTHUEN.

MHoXecTBO Ha3BaHUM U KiaccuduKauii co3ma-
0T OIpec/ICHHbIC TPYIHOCTU B TPAKTOBKE KIIMHMYC-
CKUX ciydaeB. K HacrosimeMmy BpeMEeHH ITO CBOTHBIM
MaHHBIM M3BECTHO, 4YTO 4YacTOTa BCTPEUYACMOCTHU
IOMMUIJI coctaBnseT B ron npubansuTenbHo 1,2 Ha 1
MJIH feTeii oT 1 roga a0 14 net, 4To cooTBeTCTBYET 18-
30% ot Bcex BapuanToB MI/MII3 y nereii Mmaanie 15
JIET, a CpeIr BCeX reMaTOJOTUIeCKMX HeOIlIa3uil IeT-
CKOTro Bo3pacta npubnusureiabHo 1,6-2.4% [1, 2]. 3a-
OoJjieBaHME BCTPEYAETCS TMPEUMYIIECTBEHHO y AeTei
miamiie 4 yeT. Bo3pacT Ha MOMEHT OCTAaHOBKHM JIHAar-
HO3a BapbHUpyeT OT 1 Mec M0 paHHEro MoapPOCTKOBOTO
nepuona, onHako B 75% ciyuyaeB nuarHo3 FOMMII yc-
TaHaBIMBaeTCs y nereid miammie 3 jeT. OTMmedaercs
YeTKOE MpeodiafaHue MaTbuMKOB, B CPEIHEM COOTHO-
IEHWE MaJbuMKW/OeBOYKHU TipeBbImaet 2 (ot 1,7 go
4,8) [3].

OnpeneneHHyto posb B pazsutuu FOMMII urpa-
eT TeHeTHYecKas IPeapacIioONoXeHHOCTh. OIMcaHbI
pa3IMYHbIC CUHAPOMBI Y AeTeil (ITOMMMO CHHOpOMa
[ayHa), accollMMpoOBaHHBIE M IIpeIpacroaramplime
K pa3sutuio FOMMIJI, BKitoyass KOHCTUTYLIMOHAJIbHBIE
LIMTOTeHeTUYEeCKUEe aHOMaIuu: cuHIpoM biyma, atak-
CHsSI-TeJIeaHTHIKTa3usI, aHeMust MaHKOHU, KOHCTUTY-
IIMOHAJIbHBIE HACJIEJICTBEHHbIE HEWTPOIICHUYECKUE
CUHIPOMBI, TakMe Kak arpanHyinonuto3d Koctmana
n cunapom HIsaxmana-/laitMmonna [4-6]. Oco6o HeOO-
XOIMMO OTMETHTH TaKOe HaCJIeICTBEHHOE 3a0bojieBa-
HUe, KakK Helpopudbpomaro3 | tuma, npm KOTOpoM
PUCK Pa3BUTHSI 3710KaYECTBEHHBIX MUEIOUIHBIX He-
orutasuii Bo3pactaeT B 200-500 pa3s [5,7].

IOMMII gBasieTcst pe3yabTaToM MHOTOCTYITEHYa-
TOTO TIporiecca aKKyMYJISIIIMM TeHETUYECKUX TTOBPEXK-
JieHuiA. Y neteit yacto HabI0Aa0TCs MyTalluy B CeMei-
CTBE ras-TIPOTOOHKOT€HOB, KOTOPbIe OOHAPYKMBAIOTCS
npubnusuteabHo B 30% ciyyaes KOMMII, riaBHbIM
00pa3oM mpu hopMax ¢ ITUTSIBHBIM U TSKEJIBIM Teue-
HueM. MyTalys TeHOB, BOBJICYECHHBIX B ras-oIocpeno-
BaHHYIO Mepeaavy BHYTPUKIECTOUHBIX CUTHATIOB, MOXKET
MMPUBECTH K aHOMAJIbHOM TTpoJnepaTUBHOMN peaKIINm.

BaskHyto posb B maTOreHe3e UrpaeT Takxke yTpara
HopMmajibHoro ajuienst reHa NF1 (HelipodubpomMuH).
Y moneit, UMeIoIIUX MyTaHTHEIN aJljie/ib, pa3BUBAIOTCS
MHOTOYMCJICHHBIC JOOpOKaYeCTBEHHbIC HeHpoduopo-
MBI, Y HEKOTOPBIX - HelpodudbpocapkoMa. MIMeHHO
MyTallMM TeHa ras i uHaktuBanus reHa NF-1 nexat
B ocHoBe natoreHe3a KOMMJI y neteii ¢ Helipodubpo-
maTo3oM [3,5,8].

IMTaropuzuonoruss OMMII TecHoO cBsI3aHa C 1U-
TOTEHCTUICCKUMU aHOMATUSIMU, KOTOPBIC OOHAPYKI-
Batorcs y 30-40% nanueHTos [3,9], onHaKO HU OfHA HE
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aBisieTcs crnenudpuueckoi. Haumbosnee pacmpoctpa-
HEHHBIMU TeHETUYECKUMU aHoMausaMu ipu FOMMII
SIBJISTIOTCSI MOHOCOMMSI 1 IEJICIIAS ITMHHOTO TuTeya 7-i
XPOMOCOMBI (C TPEUMYIIECTBEHHON BCTPEUYaeMOCThIO
Yy MaJIbYUKOB), TPUCOMMUS 8-ff XPOMOCOMBI U ACICLIMS
KOpPOTKOTO Iieva 12-i1 xpoMocoMbl [9].

Knunnueckoe teuenue KOMMII BecbMa Bapua-
6enmpHO. [Tpnbmm3uTenbHO v 1/3 mammeHToB 3ab0iieBa-
HHUE TIPOTPECCHpPYeT OBICTPO C Pa3BUTHEM KaXEKCUM,
BBIPAXXCHHOI OpraHOMETAINM U OCJIOXKHEHUIA, 00yCI0-
BJICHHBIX ITATONCHHWEH, KOTOpPBIE MOTYT IIPUBECTH
K CMEpTH B TeUCHHUE TICPBOTO T'0/la OT ITOCTAHOBKM JHAar-
HO3a, KaK MpM TMPOBENCHUM JIeYeHHUs, TaK U 0e3 Hero
[3,4]. HammpoTuB, y TpeTu 00JbHBIX 3a00J1eBaH1E Pa3BU-
BaeTCsT MEIJICHHO C SMM30IaMH KIIMHUTISCKUX YIIydIIe-
HUU 1 C YaCTUYHOW WJIW JaXKe MOJTHOW HOopMau3aluei
aHAJIM30B KPOBU TI0CJIC MUHUMAIBHOTO JICYCHUS WA
6e3 TakoBoTO. M3BecTHa BO3MOKHOCTH CITOHTAHHBIX pe-
MMCCHIL ¥ IJIUTSIBHOTO TeUeHUsI 3a00JIeBaHMs 0e3 Tepa-
muu [1,10]. Meauana BbDKMBaeMoctu nipu FOMMII
BapbUpYeT OT MeCSLIeB 10 HECKOIbKUX JIeT |3,4]. [Tpak-
TUYECKU Y BCEX MallMeHTOB pa3BUBAETCsI MPOrpeccys 3a-
0oJIeBaHUSI B CJTydae OTCYTCTBUS TepPaIlvu.

HebmaronpugaTHeiMU (pakTOpamMu MPOrHO3a SIB-
JISIETCS HU3KUN YPOBCHb TPOMOOIIMTOB M BBICOKUIA
ypoBeHb HbF [1,11]. BoJbIIMHCTBO aBTOPOB IoJara-
0T, YTO JIETH, Y KOTOPBIX 3a00JieBaHWE Pa3BIIOCH
B MEpBBIC 2 rona XXW3HM, UMEIOT 0ojiee MIUTCIbHYIO
BBIKMBAeMOCTb. B TO Xe BpeMsl 3HaUMMBIX OTJIMYMIA
MPOTHO3a JeTeil ¢ mpe3eHTaluell 6oJie3HN 10 6 Mec
u ¢ 6 1o 12 mec Her [3,11]. [ToBBITIIEHHOE COmEpKaHKE
OJIACTHBIX KJIETOK KOPPEIUPYET C XYIIITUM IIPOTHO30M.

B tepanmuu FOMMIJI ucnonb3yloTcsl clieayroume
TTOIXOIBI.

1. Hu3Komo3Hasa nuTocTaTuyeckasi Tepanus B Bue
MOHOTEpANuy WM B KOMOMHAIMH: 6-MEpPKAIITOIYPUH,
nuTo3nH-apabuHo3un (Ara-C), aTono3ua, TMAPOKCH-
MoueBMHA. Lleblo TakuX pexkuMOB SIBJISIETCS «CIEPKH-
BaHWE» TEMITOB Pa3BUTHS 3a00JIeBaHUS 1 XOTSI ObI MU-
HUMaJbHOE YJy4YIIeHWe TeMmolto33a. I[IpuMeHeHUe
JTAHHBIX IIpeTapaToB MOXKET ITPUBECTU K KITMHUICCKO-
MY U TeMaTOJIOTMYECKOMY OTBETaM Y HEKOTOPBIX ITaIl-
eHTOB [12], omHAKO TOJHBIX PEMUCCUU Yy OOJBHBIX
IOMMIJI HU B OMHOM U3 MPOBEACHHBIX UCCIIeAOBaHUI
HE JTOCTUTHYTO. Y HEKOTOPbIX OOJBbHBIX HaOMIoAanach
napuuaibHasi pemuccus. JocToBepHass pa3HMILIA
B JUTUTEJTEHOCTY BBIKMBAHUS, Y OTBETUBIINX W HE OT-
BETMBIINX Ha Teparyio MallIecHTOB HE OTMEUCHA.

2. VlHTeHCHBHbIE XMMHOTEPANEBTHYECKUE MPOTO-
KOJIbI, CXOJHbIe ¢ TAKOBBIMH /ISl JIEYEHHS] OCTPHIX He-
mMcGo0OIacTHBIX JIeiiko30B. MHTEepIpeTamus my0anKy-
eMBIX pe3yJIbTaToOB MpoTuBopeunBa [3,13,14]. HezaBu-
CHMO OT MCITOJIb3YEMbIX PEXMMOB, XMMUOTEpAIus He
MPUBOAMIA K TOJHOW peMUCCUHU, 32 MCKIIOUYEHUEM
eAUHUYHBIX CJlydaeB. MIHOTHA yIaBaioch JOCTHYB TTap-
UaIbHOU peMHuccUM. [Ipy CpaBHEHHHM OXMIACMOM
BBDKMBACMOCTHU, PE3YJIBTaThl MHTCHCUBHON XMMMOTE-
panmy OKa3aJlnCh He JIydIlle, YeM TaKOBBIe 0¢3 XMMHUO-
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tepanuu [8]. OnqHaKO 3TU JaHHbBIE HEOOXOAUMO UHTEP-
TIPEeTHPOBATh C OCTOPOKHOCTHIO, TaK KaK HU OITHOTO
PAaHIOMM3UPOBAHHOTO MWCCIEIOBAHUS Pa3TMIHBIX
noaxonos K Tepanuu KOMMIJI He MpoBOAMIIOCE.

3. AnjioreHHasi TPAHCIUIAHTAIMSA KOCTHOTO MO3ra.
Tpancnnantauus remomnoatudeckux kiaetok (TTCK)
SIBIISICTCS €OWHCTBEHHBIM METOIOM, ITO3BOJISTIOIIAM
JIOOUTBCS MOJIHOTO U3JIeYeHUsT MPUOIU3UTebHO y 30-
50% nereit ¢ OMMII [13, 15-19]. HegaBHO GbLIO 110-
Ka3aHo, 4To 0ojee OmarompusatHbii ncxon TT'CK mpu
IOMMII ¢ 6eccoOBITHITHON BEDKMBAEMOCTBIO OTMEYa-
eTcss npuoau3uTeibHo 60% y aeTeil, MOJIyYMBIINX
TI'CK or HLA-coBMecTMMOro poacTBEHHOTO TOHOPA,
u 45% y nereii, nmonyyusiimx or HLA-coBMecTUMOro
HepoACTBeHHOTO JoHopa [20]. MHOTHE OCHOBHBIE BO-
TIPOCHI, BKJIFOUasl BEIOOP Hambojiee ONTUMAIBHBIX pe-
XKUMOB KOHIUIIMOHUPOBaHUS LI 601bpHbIX FKOMMIIL,
ocTaroTcs Mmoka 0e3 orBera. OQOCyXmaeTcsl HCOOXOIM-
MOCTb TIPEIBapUTEIIPHON XUMUOTEPAIIUU 1/ VIIN CILIC-
HA3KTOMUHU, BKIIOUEHUS B PEKMMbI KOHIUIITMOHUPOBA-
HUS TOTATLHOTO OOJIy4eHMSI TeJla U CIIOCOO0B MOIYJIsI-
LIMM peakiuy «TPaHCIJIaHTaT - MPOTUB JEUKEeMUU»,
HEW3BECTHA POJIb CITICHIKTOMUWH TIepel TTPOBeAcHUEM
TICK [13, 21].

B nocienHee BpeMs 00JbllI0€ BHUMaHUE B Jieue-
aun FOMMII yrensior 13-Iuc-peTMHOSBOM KHCIIOTE
(poakkytaH, «XoddmanH-JIg Pomr», IIBeiimapus),
KOTOpasi THTUOMPYET HE TOJIbKO CIIOHTAHHYIO MPOJIH-
depanuio JeHKEMUYECKUX KJIETOK IPEAIIeCTBEHHU-
KOB in Vitro, HO TakXe CroCcOOHa MHAYLUPOBATh IJIU-
TeJbHBIN remMarojoruyeckuii orset [22]. B omHom u3
COOOILEHUI MPUBENEHBI pe3yJbTaThl JeyeHus 13-1uc-
petrHoeBoi kucioroi 10 mauuentoB KOMMII. Tepa-
neBTUYeCKUil 3¢ deKT ObLI JOCTUTHYT Y 6 MAaLIMEHTOB
(2 — momHBIX, 3 - MApUMATBHBIX U | — MUHUMAaIbHBIN
oTBeT). MeanaHa JIUTEILHOCTH OTBeTa cocTaBuia 37
Mmec [22].

Llensto Haueit pa®oThl ObLTO M3ydeHUEe 3hheK-
TUBHOCTH TUDHEepEeHINPOBOYHOMN Tepaliuy ¢ UCIIOJb-
30BaHUeM |3-1IMC-peTMHOEBOM KMCIOThI B KOMOWHA-
11U ¢ HU3KMMuU gozamu Ara-C y 6oiabHbiXx KOMMUJL.

Martepuannb! H MeTofibl

[Ipoananu3upoBaHbl HCTOpUH O0JIe3HN 39 TTaru-
eHTOB ¢ nuartHo3oM IOMMII (27 manbumkoB u 12 ne-
BOYEK) B BospacTe oT 1 10 96 mec (MeauaHa 11 mec),
HaXOIMBIIMXCS HAa JEUEHUM B FeMaTOJOTMYECKUX OT-
nenerussx @OI'Y PIKB r. Mocksbl ¢ aBrycra 1993 1o
ceHts10pp 2006 . (UIMTEIBLHOCTL HaOaIOAeHUs - 13
ner). CeMbaecAT TISITh MPOICHTOB COCTAaBWIM ICTU
B BO3pacTe 110 3 JIeT C YSTKUM IIpeodIagaHueM MaTbui-
KOB (cooTHoteHue 2,25:1). Inarno3 KOMMJI ycrana-
BIMBaJics coracHo Kputepusm BO3 (2001). s moxa-
TBEPKACHUSI ITMAarHO3a B KayeCTBE MOIMOJHUTEIbHBIX
uccaenoBaHuit oueHuBaau yposeHb HbE, ypoBeHb chi-
BOPOTOYHBIX MMMYHOTJIOOYJIMHOB, M3y4aJjiCcsT CIIOHTaH-
HBIII POCT TpaHyJIOINTapHO-MaKpodaraJbHBIX KOJIO-
HUIA B TIOJIYTBEPIOW arapoBOi cpene, MPOBOIUIOCH
OUTOTCHETUIECKOE MCCIIeI0BAHNE KOCTHOTO MO3Ta.

Bcem maimeHTtam, BOIIEMIIMM B HCCIIEAOBaHUE,
TPOBOIMWIOCH PA3IMYHOE JeUeHME (3a MCKITIOUCHHEM
HeOOoIbIIOoI TpynIbl 60MbHBEIX FOMMIIL, momyduBIINIX
I GepeHIIMPOBOUHYIO Teparnurio poakkyraHom - 100
MTI/M? , €XKEIHEBHBII MpUeM 1 HU3KMMU no3amu Ara-C
— 25 mr/m? B cytku, 1/K; 10 mHelt kaxmaoro mecsiia)
B CBSI3U C OTCYTCTBMEM €IMHBIX TIPOTOKOJIOB 1 CXEM Te-
panuu, Ucnojb3yeMbix y 6obHbIX FOMMIL. B kaxmom
KOHKPETHOM CJTydae PyKOBOACTBOBAJIMCH MHINBUIYaTb-
HBIM TTOIXOIOM TIPH ITOI00pE TEPAITNH C YIeTOM KITMHU-
YECKOTO CTaTyca Ha MOMEHT ITOCTAHOBKM IHMarHo3a,
a Takke Hammuusg HLA-coBmectTmMoro moHopa. boib-
LIVMHCTBY NALMEHTOB ITOCJIENOBATEILHO TTPOBOINIIN He-
CKOJIBKO BUIOB JIEUEHUSI, HAMIPABJIEHHBIX Ha pa3InYHbIe
MeXaHM3Mbl MaToreHesa: I GepeHIIMPOBOUYHYIO Tepa-
10, TePAITHIO, HATIPABJICHHYIO Ha SJIMMUHAIINIO T1aTO-
Jjornyeckoro kioHa (xumuotepanusi, TTCK). U3 39 na-
IUEHTOB, BOIICIIINX B ICCIenOBaHMe, TUMGEpeHITNPO-
BOUHYIO Tepanuio nonxyywiu 14 - 35,8% (tabin.).

IIpu olieHKe pe3yabTaToB Tepanuu y OOJbHBIX
IOMMUIJI 3a oCHOBY B3STbl KPUTEPUHU, TIPEATOXKEHHBIS
MeXIyHapoaHOW paboyeil Ipyrmoii Mo cTaHIapTU3a-
nuu kputepueB orBeta npu MC (B.D. Cheson,
J.M. Bennett, H. Kantarjian et al., 2000).

 ITP: nokHa JUTUTHCS 110 MEHbIIENH Mepe 2 MecC.

OneHka KOCTHOTO MO3Ta: B ITOBTOPHBIX MMEIIO-
rpamMmax oTMeuaetcst MeHee 5% Mueno61acToB ¢ HOp-
MaJIbHBIM CO3pEBaHMEM KJIETOK BO BCEX POCTKaX Kpo-
BETBOpPEHUsI 6€3 MPU3HAKOB IMCIUIa3UMU.

Ouenka nepudepudeckoir kposu: Hb Oounbiie
110 r/n, ypoBeHb JeiikonutoB MeHee 10 x 10°/1 mpu
OTCYTCTBUM aOCOJIOTHOTO MOHOIIMTO3a (YPOBEHb MO-
HouuToB MeHee | x 10°/71), ypoBeHB TpOMOOIIMTOB
cebiire 100 x 10°/71, 61actHbie KiteTkn — 0%, OTCyTCT-
BHC TPU3HAKOB NMCIIA3UMU. AOCOJIOTHBIC 3HAYCHUS
JIOJDKHBI COXPaHSIThCS KaK MUHUMYM B TeUeHUE 2 MeC
MPpU KyIMPOBAHUU KJIMHUYECKON CUMIITOMATHUKH.

» Knunuko-remarojoruyeckoe yiayumenue (I'Y):
JIOJIKHO JUTUTHCST TI0 MEHBIIE Mepe 2 MeC TIPU OTCYT-
CTBUM MTPOBOIMMOM IIUTOTOKCHYECKOU Tepanuu. Kiu-
HUYECKOe YIyJIlIeHNe XapaKTepu3yeTcss YMEHbBIIeHU -
eM pa3MepoB TIEUCHHU M CeJIe3¢HKU M BBIPAXKCHHOCTH
quMdbaneHonaTu. lemMaTojorndyeckoe yaydlIeHHE:
noBeieHue ypoBHs Hb Ha 20 r/71; yBenmueHue KO-
yecTBa TpoMOOLIUTOB Ha 50% OT MCXOIHOIO YPOBHSI
¢ yBeauuyeHueM KojuuectBa Ha 10—30 x 10°/x1; ypo-
BeHb JieiikouToB — MeHee 10 x 10°/1, abcomoTHBIN
YPOBEHb MOHOIIUTOB - MeHee 1 x 10°/11.

* Cradbmwm3anus 3a00/ieBaHUS: HEBO3MOXHOCTb
moctickeHus [Y maxke IpW OTCYTCTBUHM TIPU3HAKOB
IIporpeccuu 3a00J1eBaHUs B TCUCHUE 2 MecC.

* Tpancdopmanus 3a00/ieBaHUs B OCTPbIii JIEHKO03:
yBeJIMYEHNE YPOBHSI 0JIACTHBIX KJIETOK 10 20% 1 6ojee
B KOCTHOM MO3I€ U/WIM B TieprucepruIecKoil KpOBU.

+ IIporpeccus 3a00J1eBaHus:

— YBeJMYEHUE YPOBHS OJIACTHBIX KJIIETOK B KOCT-

HOM Mo3re Ha 50% 1o CpaBHEHUIO C MCXOM-
HBIM YPOBHEM W/HIIH
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OcHoeHble xapakmepucmuku 60NbHbIX, NOAYHAGUUX MePANUID
nepeoil AUHUU POAKKYMAHOM U MAAbMU 003aMU YUMO3UH-apabuHo3uda

®.N.,mon Bospactr  Yposenb AocomorHoe Yposenb JlaureabHocts OtBer Ckopocth  Tepamus Wnrepsan Mcxox — Craryc
HA MOMeHT JeiikonuToB koiumdectso HbF, % muddepen- JI0CTH- BTOPOIi Ha0MO- HA MOMEHT
HAYajla  HAa MOMEHT MOHOLMTOB, LUPOBOYHOIA JKeHust JIMHAN JieHus, OKOHYAHMS
3a00.1e- Havajga MKJI Tepanum, oTBeTa Mmec Hcereno-
BaHUs, MeC  3a0oJe- mec mec BaHUS
x 10°/n BaHUA,
IT.H., x. 1 42 7140 15,3 30 1P 10 — 32,5 KUB P
K.E., x. 46 76 18240 51,7 6 ry 2 — 9 ym™mep CwmepTh
TM., m. 5 55,8 3360 4,2 8 ry 3 — 9 KUB ry
K.M.,x 6,5 73,3 5131 8 9 ry 5 — 9,5 JKUB ry
KA, M. 6 25 1151 15 7 I — — 7 KUB I1
K.X., m. 3 46 2000 6,4 12 1P 10 — 105 KUB OJI1
C.H., m. 7 14,2 1562 1,7 9 1P 9 — 19 KUB TP
B.A., m. 18 30 5100 52 3 C — — 3 KUB C
AM., x 8 353 3900 1,7 10 1P 8 — 12 KUB 1P
CI., m. 10 49,5 13416 57,3 11 T — IIXT (ADE); 24 KUB I
TICK
D 1. 38 44 4400 77,6 2 IT — TIrCK 7 ymep CwmepThb
LO., M. 9 23 1000 19 2 — [IXT (ADE); 34 KUB Inp
TIrCcK
Ip.Jd.,m. 5 27,2 4896 5,7 6 I — IXT 14 ymep CwMmepThb
B.A., M. 28 55,8 7812 21,2 1 @ — TIrCcK 9 KUB p—P

Ilpumenanue: T1P — nonHas pemuccus, 'Y — KIMHUKO-remMaTosiornueckoe yaydiienue, I1 — nporpeccusi, C — cradbunuzaiusi, T — TpaHc-
(opmanus B ocTpsliii seiiko3, [IP—>P (peunaus 3a60seBaHus MOCIE JOCTYKEHUS TToJIHOM pemuccun), OJIJT — ocTphiit 1uMdo6IacTHbIN
seiikos, [TXT — nonmuxumuorepanusi, TTCK — TpaHcmiaHTauus reMOIno3THYeCKUX CTBOJIOBBIX KJIETOK. B ne6roTe 3ab0sieBaHus y naluyMeH-
TOB OTMeuasnCh: rernarocruieHoMerainust (100%), mumbanenonatust (100%), remopparudeckuii curapoM y 8 (57%) naumeHToB, crietndude-
cKasi cbinb y 4 (28,6%) naieHToB, y MOJIOBUHBI MALIMEHTOB — MOPaXeH!e OPraHoB JbIXaHusl (PEeIUIUBUPYIOLIe OPOHXUTHI, THEBMOHUN),
ToH3WLUT — Yy 2 (14,3%) mauueHToB, TapuHTUT — y 2 (14,3%) naneHTos.

— HapacTaHue TeraTOMeTaJuu /WK CILIEHO-
Meraus,

B reMoTrpaMMe CTOWMKOE YBEJIMUEHHE KOIrde-
CTBA JIEMKOLIMTOB ¥ MOHOLIUTOB, YCYTyOJIeHME
LIMTOIIEHUU,

MOSIBIEHUE KIIMHUYECKKUX U PEHTTEHOJIOrYe-
CKUX MPHU3HAKOB BOBJICYCHUSI B I1aTOJIOIMYE-
CKUIi MPOILIECC HEKPOBETBOPHBIX OPTaHOB

OCHOBHBIEC XapaKTePUCTUKU OOJIBHBIX, MOJYYaB-
XX TEPAITUIO TICPBOI JIMHUY POAKKYTAaHOM M MaJIBIMKA
JI03aMM 1IUTO3MH-apaOMHO3M 1A, TIPEICTaBICHBI B Ta0-
JIHIIE.

Pe3ynbratbl U 00cyxaeHue

W3 14 nmauumeHTOB, IMOJYyYMBIINX IUdOepeHI-
POBOYHYIO TEPAIUIO B IIEPBOI JIMHUU, KJIMHUKO-TeMa-
TOJIOTMYECKHUI OTBET ObLT JOCTUTHYT Y 7 (50%).

* [Tonnasa pemuccus (ITP) 6bu1a pocturHyra y 4
manueHToB (28,6%). MennHa Bo3pacTa Ha MOMEHT Ha-
yaja 3abojeBaHusl coctaBwia 5 mec (ot 1 mo 8 mec).
Menuana yposHst HbF - 4,05% (ot 1,7 no 15,3%). Ot-
BET Ha TepaIlluio B CpeIHeM JOCTUTaJICs yepe3 9,25 mec
(9 KypcoB) oT Hauaja Tepanuu (MUHUMAJIBHO yepes3 8§

KypcoB, MakcumajiabHO uepe3 10 kypcoB). Ha MomeHT
OKOHYAHMUS MCCIIeIOBaHUS Bce 4 TallMeHTa ObUIM KU-
Bbl: y 3 manmeHToB coxpaHsiiaach I1P (y 1 pebeHka Tepa-
nus 3aKkoH4eHa nociye 30 KypcoB, 2-il MalueHT MoJTy-
gt 17 Kypcos, 3-i1 - 10 KypcoB Tepanu; Ha MOMEHT
OKOHYAHUS MCCIIeNOBaHMsI 00a MMaMeHTa MpOoaoJKaIn
Tepanuio); y 4-ro mauMeHTa OTMeJasioch pa3Butue T-
KJIETOUHOTO OCTporo JumdobaacTHoro jeiikosa (OJLT)
ciycts 98 Mec oT Havyasia 3a0oJieBaHUs U yepes 82 mecsi-
11a OT OKOHYaHus auddepeHIUpyolleil Tepanuu.
JmiTebHOCTh HAOMIONEHUS 3a MallMeHTaMu, OTBETHB-
ILIMMM Ha Tepanuio, coctaBuiaa 32,5; 19; 12 u 105 mec.
* T'Y nocturnyro y 3 nauuentoB (21,4%). Bos-
pacT Ha MOMEHT HauaJjia 3a0oJeBaHus: 5, 6,5 u 46 mec,
BO3pacT Ha MOMEHT Hayajla Tepanuu: 15 mec, 15 mec
u 48 mec. YpoBeHb HbF y aTux nmaiyueHTOB COCTaBUII:
4,2,0; 8; 51,7%. OTBeT Ha Tepalvio B CpPeIHEM Ha-
Onromasncs yepe3 3 Mec OT Hayajla Tepanuu (MUHU-
MajJbHO 4Yepe3 2 Mec, MaKCMMaJbHO 4Yepe3 5 Mec).
M3 3 mereil HA MOMEHT OKOHYAHUS MCCIIECIOBAHMUS
ObUTH KUBHI 2 (MHTepBaa HabmomeHus - 9 u 9,5 Mec).
Tpetnit pebeHOK ymMep (Bo3pacT Ha MOMEHT Hayaja

8002.7- |
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3a00seBanust — 46 mec; HbF — 51,7%) B pe3syibrare
pa3BUTUSI KaTeTePHOIO cercuca (IIUTEIbHOCTh Ha-
omoneHusI — 8 Mec).

W3 14 nmauueHTOB, TMOJYYUBIIMX JAHHYIO Tepa-
110, HA MOMEHT OKOHYaHUSI UCCJICIOBAHMST OBLIY XK1 -
BbI 12 manmeHToB (85,7%); y 1 peberka paspuics OJIJT
cnyctsa 98 mec oT Havana 3abojieBaHUs; 3 TaludeHTa
(21,4%) ymepnu. W3 3 yMepIlux MaliieHTOB TOJBKO Y |
pebeHKa B pe3yJibTaTe Teparnuu ObLIO JOCTUTHYTO 'Y,
B OCTaJIbHBIX CJTy4YasX OTBET Ha TEPAITUIO HE TIOJTyYeH.

Takum oOpa3om, KOMOMHUpOBAaHHAas Teparus
13-1MCc-peTUHOEBOI KUCIOTOM € LIMTO3MH-apaOMHO-
3MI0M B HU3KMX J03aX ITOKaszaja CBOIO 3(hdeKTuB-
HOCTb y 6016HBIX FOMMUII mnaniie 1 roga v ¢ ypoBHeEM
HbF menee 10% m MoXeT OBITh IpUMEHEHA B KAUeCTBE
Teparvy IepBoil TMHUN Y TTAlMEHTOB JaHHOM KaTero-
pun. ¥ 7 u3 9 maumeHtoB (77,8%), MOJYIMBIINX JaH-
HYI0O KOMOWHAIIMIO B Ka4eCTBE COWHCTBCHHOM Tepa-
MM, OBUT ITOJTYYEH OTBET: Y 4 MAllMCHTOB JOCTUTHYTa
[P,y 3 - T'Y. InuTebHOCTh PEMUCCUU COCTaBUIa OT 3
1o 84 mec; 1 pebeHOK ymMep cIycTs 4 MeC OT TOCTUKe-
Hus 'Y, y Broporo pedenka passuiicsa OJIJT uepes 84
Mec nocie goctukeHus TTP.

HecmoTps Ha uMeloluecsl ycrexu B U3y4YeHUU
nIaHHoi Ho3omorun, KOMMII mmo-TipesxHeMy OcTaeTcs
CJIOXKHOM MpaKTUUECKOM Ipo0IeMoii B IeTCKO OHKO-
reMaToJIOTUM KaK C TOYKM 3pEHUS TIPAaBUILHON CBOE-
BpeMEHHOI AMAarHOCTUKHU, TaK U BbIOOpaA ageKBaTHOI
3¢hbeKTUBHON Tepanmuu, U HYXIAeTCs B CEPbE3HBIX
pa3paboTKax Ha OCHOBE COBPEMEHHBIX (byHIaMEH-
TaJIbHBIX JOCTHMXKEHUI SKCIIEPUMEHTAIbHON OHKOJIO-
ruur. OTCYyTCTBUE KPYITHBIX MYJBTULEHTPOBBIX paHI0-
MU3UPOBAHBIX UCCIAEAOBAHUI HE MO3BOJSIOT paspe-
IIMTh MHOTHME MpoOJIeMbl, Kacalolldecss JaHHOTO 3a-
0osieBaHUsI.

K coxaneHuto, 10 HaCTOSIIETO BpeMEHU IUarHo3
FOMMUJI accolmupoBaH ¢ KpaitHe MJIOXUM ITPOrHO30M
y OOJIBLIMHCTBA OOJIbHBIX B CBSI3M C HEBO3MOXXHOCTBIO
YCIIEIITHOTO JIEUeHUsT MPU MCIIOJb30BaHUU CTaHIApT-
HBIX METOJO0B IPOTUBOOIYXOJEBON XMMMOTEpPATIUU.
Hanexny Ha riporpecc B 3TOi 00J1aCTU JETCKOM OHKO-
reMaToJIOTMK JIOTUYHO CBS3aTh C YJIYYLIEHUEM METO-
noB TI'CK u pa3ButheM TepareBTUUECKUX HaIpabJie-
HUM, OCHOBAHHBIX HA WHBIX, YEM LIMTOCTATUYECKHUM,
MeXaHU3Max AeHCTBUSI, B YaCTHOCTU AuddepeHInpo-
BOYHOW Teparuu.
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