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MienonpornidepaTMBHUX 3aXBOPIOBaHb 3 BUCOKUM
BMICTOM TpOMOOUMTIB, WO BKIOYAE KyNbTUBYBaHHS

cycneHsil KNiTUH KICTKOBOTO MO3KYy B MOXUBHOMY
cepepoBui RPMI-1640, skun Bigpi3HAETbLCA TUM,
LLIO BUKOPUCTOBYIOTb ABOCTYNEHEBY MiArOTOBKY KMiTWUH
KiCTKOBOro Mo3Ky abo nepudepunyHoi KpoBi, npu
LbOMy [0 cycneHsii goaaTs po3dumH ACD-A (cdipmu
Haemonetics, USA) 3 po3paxyHKky 0,4 M Ha KOXHWUWA
MININITp cycneHsii KniTuH, nepemiwyoTs i AoaalTb
0,2 mininitpn renapuHy (5000 Og/mn) Ha koxHi 10
MininiTpiB ~ MOXMBHOrO  cepefoBulla,  rOTyOTb
npenapatn MetadasHnX XpOMOCOM Ta MNpPOBOASTb
aHania.

KopucHa mopgenb BigHOCUTbCH OO MEAMUMHW,
30kpema [0 oOHkorematonorii. BiH moxe 6yTu
3acTocoBaHun ans AiarHocTukm XPOHIYHUX
MienonponicepaTBHNX 3aXBOPIOBaHb.

XpoHiuHi MienonponicpepaTBHi  3aXBOPIOBAHHSA
(XMM3) - ue rpyna 3axBOplOBaHb,  sika
XapaKTepu3ylTbCA KNOHaNbHMM Ta aHOManbHUM
poctoM. lMpu XMIM3, ogHak, nopsa 3 NigBULLEHOHD
pennikauieto KnMiTMH-nonepegHukie 3b6epiraetbes i ix
andepeHuitoBaHHs. Mpu pisHnx XMIM3 nigaBuULLEeHHs
nponicepaTUBHOI aKTUBHOCTI PEECTPYIOTLCA B Pi3HUX
napocTkax KpOBOTBOPeHHs. [Mpogykuis eputpouuTis
HanbiNbWw CcyTTeBO 36iNbLUYETbCA NPU  CPAaBXHIN
noniuutemii (CMIA), TpomMBOLMTIB - NpU eceHujianbHin
TpombouuTtemii (ET), rpaHynouuTiB - Npu XPOHiYHI
MienoigHin nernkemii (XMJ1), a merakapiouutis - npu
Mienoighin metannasii (MM). Bci ui 3axBoptoBaHHs
npeacTaBnsloTe  cobO  KMOHamnbHi  3MOSIKICHI
npouecu, $Ki  BWMHMKaOTb BHACMIAOK  YpPaXKeHHS
paHHbOI CTOBOYpPOBOI KMiTMHM 3 3any4eHHSM B
KOXXHOMY BUNagKy BCIX  TpbOX napocTKiB
KPOBOTBOPEHHS. [iarHo3 NiATBEPIXYIOTb
cnneHomeranisi, siKy BUSABMAIOTb MNpU  QidikanbHOMY
ornadi, aHomanbHa KinbKiCTb  KNITUH  KPOBi  Ta
MopdponoriyHa ouiHka MyHKTaTy KAiTUH KiCTKOBOrO
Mo3ky. [Ins Bcix XMI3 xapakTepHuiAi BUCOKUI i ayxe
BUCOKWUIA BMICT TpombouuTiB. OkpiM TOro, B Cy4acHUX
npoTokonax nikyBaHHA OAHUM i3 AiarHOCTUYHUX i
NPOrHOCTUYHMX mMeToaiB € npoBeaeHHs
LMTOreHEeTUYHNX AochigKeHb Ans  audepeHuinHol

piarHoctukn XM Big iHwmnx tvnie XMMN3. Onsa XMI
XapakTepHOID PUCOID € MPUCYTHICTb TpaHcnokawii
1(9;22)(q34;q911) [1, 2].

Bigomuii cnocib paHHbOI AiarHOCTUKN 3MOSIKICHUX
KNiTUH, sSIKUA 6a3yeTbCs Ha BUSIBMNEHHI AeKoHaeHcaLlji
LLeHTPOMEPHOro retepoxpomMaTuHy y Burnsagi gudysil
LeHTpoMep 3a pgonomoroi nodapbyBaHHs 4',6'-
JiamiHo-2  oeniniHiHgon (DAPI) reTepoxpomaTuH-
cneuundiyHum 6apeHUKOM [3].

HeponikoM cnocoby € HEMOXIUBICTb BUSIBMEHHSA
YUCMOBUX 3MIH KOHKPETHMX nap XpoMOcoM Ta
CTPYKTYpHUX nepebyaoB MeTadasHMX XpPOMOCOM.
Xapaktepuctuka Takux nepebygoB noknageHa B
OCHOBY [AiarHOCTMKM €K TOCTPUX nenkemin, Tak i
XMIM3. BukoHaHHSA aHanisy  ycKnagHoeTbcs
BMKOPUCTaHHAM MIOMIHECLIEHTHOro  MiKpockony Ta
dnoopoxpomis  ans  nodgapbyBaHHA XPOMOCOM i
HEMOXIMBICTIO CTBOPEHHSI [OBrOCTPOKOBOrO apXiBy
OTpUMaHuX npenaparis.

Hanbinbw  6nu3bkum  aHamorom €  cnoci6
piarHocTnkn XMM3, skuin BKMOYAE KOpPOTKOYacOBE
KyNbTUBYBaHHS KMiTUH renapuHi30BaHOrO KiCTKOBOIO
MO3Ky abo nepundepuyHoi KpoBi Ha NpoTasi 17 roavH
3 HacTynHUM NPUroTyBaHHAM MeTadasHmx
XpoOMOCOM, ix AndepeHuiiHoro 3abapereHHsa Ha G-
aunckn Ta kapiotunyBaHHs [4]. [iarHo3 BCTaHOBMOOTb
Ha OCHOBI NEBHMX XPOMOCOMHUX aHOMariu.

Heponikom aHanory € Te, WO AN OTPUMaHHSA
CycneHsil KMiTUH KICTKOBOrO MO3KYy BWKOPUCTOBYHOTb
pPO3YMH  remapuHy, fig  SKOro  BUSIBNSIETbCHA

(13) U
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HeOoCTaTHbOW MNpyM  BMICTi  TpombouuTiB  BULLE
450x109/n. 36inblUeHHs  KOHUeEHTpauii renapuHy
npu3BOAMTbL [0 OMNoKyBaHHA MITOTMYHOI aKTUBHOCTI
KNiTUH.

3agava KopucHoi  mogeni - 3anobiraHHs
YTBOpPEHHS QibpuHY B CYCMNEH3ii KMiTUH KICTKOBOrO
Mo3Ky abo nepudepunyHoi kposi npu XMM3. Le
JOCAraeTbCsl  LWNSXOM  [BOCTYNeHeBOi  OBPOGKM
cycneHsil KMiTH KICTKOBOro MO3Ky Micnsi npouenypu
nyHkuii  posunHom ACD-A (dipmm  Haemonetics,
USA), 3 pospaxyHky 0,4Mn Ha KOXHWA MIniniTp
cycneHsil KniTuH. [JaHuid po3unH 3acTOCOBYKOTb B

npoLeci NPUroTyBaHHs TPOMOBOKOHLIEHTPATIB.
lMepeHeceHHs  cycneHsii  KNITMH B MOXMUBHE
cepegoBuLLe npuBOAUTb o 3MEHLLEHHS

KoHueHTpauii ACD-A, Tomy noTpibHo gogatu 0,2mn
renapuHy (500004/mn) Ha koxHi  10Mn uUboro
cepefoBuLLa, LWOG YHUKHYTU YTBOPEHHS dhibpuHy npm
3MeHLUeHHi koHueHTpauii ACD-A maike B 10 pasis.

Cnoci6  pgiarHoctukn  XMI3  inocTpyeTtbes
KOHKPETHUM MNpUKIagoM WOoro BMKopuUCTaHHs. [lpu
npoBeaeHHi LMTOreHeTU4HOro BOCHifpKEeHHS
BMKOPWCTOBYIOTb CYCMEH3it0 KMNiTUH KICTKOBOrO MO3KY,
AIKy 3abupatoTe acenTuyHo. Po3paxoByoTb HeobXigHy
KifbKICTb KNITUH KICTKOBOrO MO3KY ANs KyNbTUBYBaHHA
(onTUMarbHa KoHueHTpauist - 1x10%/mn). Mpenapatu
roTytoTb 3rigHO MeToAMKM [4].

BuesasHayeHnm cnocobom npoBOAMIN
uMTOreHeTnYHi gocnimkeHns: 1. MauieHT I, 15 pokis,
6ys rocnitanisosaHum go  LeHTpy  aguTadoi
OHKOremartonorii 3  BigdineHHaM  Merago3o0BOi
ximioTepanil Ta TpaHcnnaHTauien KICTKOBOrO MO3KY
YKpaiHCbKOI ANTAY0i creuianisoBaHoi nikapHi (YOCIT)
LOXMATOUT?, pe nip 4ac  TecTyBaHHs B
nepudpepnyHin  KpoBi Byrno BUSIBNEHO: NEWKOLMTO3

28,0x10%, remorno6iH 136r/n, epuTpoumTH
4,6x10"/n, TpomBouuTos 690x109/n. dopmyna
nepudcepnyHoi KpOBi: MienounTu 3,0%,

meTtamienountn 1,0%, nanuukosigepHi HewTpodpinm
3,0%, CerMeHTosiAepHi HenTpodinu 57,0%,
eosnHoinn  5,0%, 6asodinn 2,0%, nimdouuntn
26,0%, moHoumnTtu 3,0%. B nyHKTaTi KICTKOBOrOo MO3KY:
6nactn 2,0%, metamienoumtn 9,2%, nanuykosigepHi
HenTpodinn 15,8%, cermeHTosiaepHi HenTpodpinm

46,8%, eosuHodpinn  8,0%, 6Gasodinn  0,6%,
nimcounTn 7,8%, MOHOLMTHN 4,8%,
nonixpoMaToinbHi HopmoGnacTtu 0,8%.

LintoreHeTnuHe AocnigXeHHs1 BUSBUMIO NaTOMOriYHUN
KNOH, skun xapaktepHur ana XM 46,XY,
1(9;22)(q34;ql 1). 2. Mauient C, 28 pokie, 0OyB
rocnitaniaoBaHum o LleHTpy autayoi
OHKOrematonorii 3  BigaineHHaM  Merago3oBOi
ximioTepanii Ta TpaHCnnaHTauieto KiICTKOBOrO MO3KY
yOCH ,OXMATONT”. Y aHanisi nepudepuyHoi KpoBi:
NenkouunTos 17,2><109/n, remorno6iH 119r/n,
eputpountn 1,19x10%/n, TpomGouuTos 1219x10%n.
dopmyna nepudepnyHoi  Kposi: MienounTtn 3,0%,
meTamienountn 2,0%, nanuukosigepHi HenTpodpinm
6,0%, cermeHTOsiAEpHI HenTpodinu 65,0%, 6asodinu
5,0%, nimdountn 12,0%, moHouutn 4,0%. B nyHkTaTi
KicTkoBOro Mo3ky: 6nactu 1,6%, npomienoumTtn 5,0%,
MienounTn 16,6%, MeTaMienoumTmn 2,0%,
nanuukosigepHi HenTtpodpinu 21,6%, cermeHTosAepHI
Hentpodinn 29,4%. LintoreHeTuuHe [ocnigXeHHN
BUSIBUMO Y aHoMarbHi KMOHM:
46,XY,1(9;22)(q34;911)[22]/46,idem,del(11)(q23)[3]/4n
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+,  idemx2[5]. T[lpucyTtHictTb B 22 wMeTadasax
TpaHcnokauii  1(9;22)(q34;q11) - xapakTepHa pAns
XMJ1. B pgpyromy knoHi (3 metacdasu) OoaaTkoBO
Oyna BcTtaHoBneHa agenedis del(11)(g23) i B TpeTbomy
knoHi (5 metadas) - 6insteTpannoigia. Takum YnHom,
uutoreHeTudHo Oyno  3apeectpoBaHo XMJT 3
€BOMIOLJEI0  MYXMMHHOrO  KMOHy.  [porHoctuyHe
3HaYeHHHA CKNagHOro KapioTuny € HeCnpUSTIINBONO
NMPOrHOCTUYHOK O3HAKO0 i NauieHTy Oyna nposedeHa
anoreHHa TpaHcnnaHTauisi KiCTKOBOrO MO3KY.

3. MauieHT 1., 11 pokiB, 6y rocnitanizoBaHum Jo
LlenTpy AuTsyoi oOHkorematonorii 3  BigdineHHAM
Meragos3oBoi  xiMioTepanii  Ta TpaHcnnaHTauieto
kictkoBoro mosky YOCN ,OXMATOUT". Y aHanisi
nepucepnyHoi KpoBi Oyno BUSIBNEHO NENKOLMTO3
13,7><109/r|, remorno6iH 180r/n, eputpounTto3 7,59
x10°/m, TpOMBOLUTO3 766x10%n. dopmyna
nepudepuyHoi  KpoBi: nanuukosigepHi  HerdTpodinm
2,0%, cerMeHTosiAepHi HerTpoinu 63,0%,
eo3uHoginnm  6,0%, 6asodinn  6,0%, nimdouunTn
19,0%, moHounTu 4,0%. B nyHKTaTi KIiCTKOBOrO MO3KY:
6nactn 1,0%, npomienountun 1,4%, mienouutn 4,6%,
mMeTamienountn 2,2%, nanuykosigepHi HenwTpodinm
7,2%, cerMeHTosiAepHi HerTpodinu 52,0%,
€03unHoginu 6,0%, 6asodinu 2,8%, nimdouuntn 2,8%,
MoHountn 5,2%, eputpobrnactn 8,8%. AHani3
MeTadasHMX XPOMOCOM MOKasaB MPUCYTHICTb TPbOX
knoHiB:  46,XY,der(1)del(p36.3)[5]/46,XY[15])/4+-8n+
[8]. Mepwwmin aHomanbHui kroH (5 meTtadpas) mas
aenedito del(p36.3), opyruin KNoH - HopmarnbHuin (15
mMetadas), Ta TpeTin knoH (8 wmetacdas) - 6Gins-
TeTpannoigHuiA Ta Gins-okTannoigHum  knoHu. Ha

OCHOBI dizikanbHuX, MOPOMOriYHMUX Ta
LUMTOreHeTUYHNX JdocnifpkeHb Oyno BCTaHOBIEHO
piarHos ET.

Takum 4mHom, pgiarHoctMka XMIM3 3 BUCOKMM
BMIiCTOM TpomMOGOLUTOTIB 32 [JOMOMOrOK  aHanisy
oundepeHUinHo 3abapBneHnx metagasHMx XpoOMOCOM
BiKpMBAE HOBI  MOXIUBOCTI B  3aCTOCYBaHHi
KNacu4yHOro Metoda UMTOreHeTUYHWUX AOCNigXKeHb Y
BMMagKkax, KOMM HEMOXNMBO OTpUMATM  SIKICHI
npenapatM npu YTBOPeHHi ibpuHy. Lle crano
MOXTMBUM 3aBOsKu NOEAHaHHIO OBOX
aHTMKOArynsiHTiB - po34nHy ACD-A Ta renapuHy.
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