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MerTa — focnianT 0Co6MBOCTI Nepebiry rocTpol NiMthoonacTHo! neikemil (ALL) y antnHin 3 xgopooboto [owe 1-ro tuny (GD1); npoarHanisysatv BNvB
000X 3aXBOPIOBaAHb Ha K/iHIYHY KapTnHy i e(eKTBHICTL Tepani.

HaBeaeHO KNIHIYHUIA BUNAAOK [1iarHOCTYBaHHA Ta /ikyBaHHA GD11 ALL y n'atvpiyHOro xnonuyvika. MNauieHT oTpumMyBaB (hepMeHTo3aMicHy Tepanito
GD1imirmouepazot. XBopoba NPosBNANACA reMopariyHiM CUHAPOMOM, IHTOKCUKALIED, aHeMIED, 36IbLUEHHAM NEYIHKI | CENESIHKW, @ TaKOX Nepu-
hepurdHmx nimdatnyHrx By3nis. 15 BCTAHOBNEHHA AiarHO3Y NPOBOANIN TeMATONOTUHI, LMTOMNOTIYHI, IMYHOMOTYHI Ta MONEKYNAPHO-FEeHeTUYHI 10~
cnioxerHa. JlikyBaHHaA 3aiicHioBany 3a nporpamoto ALL IC-2009 BFM, Lo nepeabadana IHTEHCUBHY XiMIOTepaniio, gka CynpoBOAXYBanacst TPoMOO-
LMTONEHIEID, rPaHyoOUMTONEHIEID, IHPEKUIAHUMU | FPUOKOBUMY YCKNAAHEHHAMY, HEpONaTieto, kKapAioMionaTieto. Takox CrnocTepirani anepriyHi
peakuii Ha L-acnapariHasy. HesBaxatouy Ha YCKNIaAHEeHHS, TeHHWIA NoMIMOPdi3M 3acBiaYvB A00PY BIANOBIAL Ha Tepanito i ONTUMICTUYHIUY NPOrHO3.
KomnnekcruiA niaxia ao nikyBaHHs antiHn 3 GDTi ALL, akuii BpaxoByBaB cneumdiky 000X 3aXBOPIOBaHb, 1aB 3MOry CTBOPUTH IHAMBIAYani30BaHNi
naaH Tepanii, CNpaMoBaHUin Ha AOCATHEHHA PEMICHT Ta MOMINEHHA AKOCTI XUTTA naLieHTa. JntrHa nepelyBac B KMIHIKO-reHeTUYHI peMicil.
JlocnioxeHHs BUKOHAHO 3riaHO 3 npuHUmMnammy [ enbCiHCLKOT Aeknapallil. Ha npoBeAeHHA AOCIMKEHb OTPYMaHO IH(POPMOBaHy 3roay 6aTbKiB ANTUHN.
ABTOPY 3a9BNSI0Tb NPO BIACYTHICTL KOHMIKTY iIHTEpecCiB.

KnrouoBi cnoBa: xBopo0Oa ["owwe 1-ro tiny, roctpa NiMhooaacTHa Nerkemis, ypaxeHHs BHYTPILIHIX OpraHis, aHemis, TROMOOUMTONEeHRIs, renatonie-
HaNbHUIA CMHAPOM, (hepMeHTO3amiCHa Tepania, NPorpamMHe MikyBaHHA remo6/1acTosy.
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Aim — to investigate the features of the course of ALL in a child with GD1 and analyze the impact of both diseases on the clinical picture and the ef-
fectiveness of therapy.

This article presents a clinical case of the diagnosis and treatment GD1and ALL in a five-year-old boy. The patient received enzyme replacement
therapy (ERT) with imiglucerase for GD1. The disease manifested with hemorrhagic syndrome, intoxication syndrome, anemia, hepatosplenomegaly,
and enlargement of peripheral lymph nodes. Hematological, cytological, immunological, and molecular-genetic studies were performed to establish
the diagnosis. Treatment followed the ALL IC-BFM 2009 protocol, which included intensive chemotherapy complicated by thrombocytopenia,
granulocytopenia, infectious and fungal complications, neuropathy, and cardiomyopathy. Allergic reactions to L-asparaginase were also observed.
Despite these complications, genetic polymorphism indicated a favorable therapeutic response and an optimistic prognosis.

A comprehensive approach to managing a child with GD1and ALL, taking into account the specifics of both conditions, enabled the creation of an in-
dividualized treatment plan aimed at achieving remission and improving the patient’s quality of life. The child is currently in clinical and genetic remission.
The study was conducted in accordance with the principles of the Declaration of Helsinki. Informed consent for the research was obtained from the
child’s parents.
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Beryn

Bopoba Tomre 1-ro tuny (GD1) i rocTpa
nmimdobaactaa aeiikemist (ALL) € piakic-
HUMM 3aXBOPIOBaHHAMMU. [Tpo MOKIMBUIIA

3B’SI30K MiK HUMU CBiT4aTh JIESKI TOCJTIIPKEHHS.
XBopoba lomre 1-ro Tumy — 1e cmagKkoBe MeTa-
6oJliuHe 3aXBOPIOBAHHSI, 3yMOBJIeHe JeQinuToM
dhepMeHTy TII0KoIepedPO3K a3, 0 CIPUIMHIAE
HAKOTMYEHHs ITIOKOIepeOpo3u/Iy B PI3HUX Opra-
HaX, Ke MOKe IPU3BOJIUTH JI0 CIIJIEeHOMeraJii, re-
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aToMerasii, 0CTeoIopo3y, TPOMOOIIUTOTIEHIT Ta
IHIUX YCKJIAJHEHb.

Haromictb roctpa simpobiacTHa seiikemist — 11e
3JI0dKiCHE 3aXBOPIOBAHHS KPOBOTBOPHOI CUCTEMH,
SJKe XapaKTepu3y€eThCs HaJIMipHOTO TIpoTidhepartieo
JimMdobacTiB y KicTKoBoMY MO3KYy. [lesiki moci-
JUKEeHHS BKa3yIoTh, 1o maiienTu 3 GD1 MoxXyTh
MaTH TMiABUIIEHN N PUSUK PO3BUTKY MTEBHUX BUJIIB
paxy, y T.4. jeiikemii [4,9].

OCHOBHI YNHHUKH, SIKi MOXKYTb CIIPUYMHUTHU Ta-
KUl 3B’430K, BKJIIOYAl0Th TeHeTUYHI MyTailii (0co-
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6.11B0 B reri GBA) i mopy1tiieHHst B IMyHHIH cucTeMi.
Myrartiist GBA Moske 30iIbIIyBaTH CXUIBHICTD 10
3JI05IKICHUX 3aXBOPIOBaHb, OCKLIbKU HAKOMTUYEHHSI
TJTIOKOTIEPeOPO3UY B TKAHIMHAX BUKJIMKAE 3aMAJIE€H-
H4, 1[0 MO3Ke BIIJIUBATH HA IMyHHY BiJITIOBI/Ib i TeHE-
TuHy crabiabHicTs kiaitud [1,7]. HaykoBii Takox
MOKA3yI0Th B3AEMOJIIT0 MiXK KJIITHHHUMH CUTHAJIAMU
1 TIATOJIOTIYHUM HAKOIIUYEHHSIM JIIIIAIB, 1[0 MOXKeE
BiZlirpaBaTu MEeBHY POJIb Y BUHUKHEHHI OHKOT€HHUX
MyTalliif, 0co6IMBO B JIIMMOIAHNX KIITHHAX, i3 PO3-
BuTkoM ALL[10].

Mema nocikeHHs] — BUBYUTH 0COOJIMBOCTI T1e-
pebiry ALL y nutunru 3 GD1; npoananizyBatu
BILIMB 000X 3aXBOPIOBAaHb Ha KJIIHIYHY KapTHHY Ta
eekTUBHICTH TEpAITIi.

Jloci ke s BAKOHAHO BiJITIOBIIHO /10 TPUHITATIIB
Tenbcincbkoi gekmmapartii. Ha mpoBenenns gocmiakeHb
OTpUMaHO iH(GOPMOBaHY 3rojly OaTbKIB IUTHHI.

Kiiniyanii BUnazjox

Xznonuux H., BiIKOM 5 pOKiB, crioctepiraBcs 3 jia-
rao3oM GD1, Bcranossienum y 2020 p. (y 2-piuHomy
Billi) Ha IMi/ICTaBi KJIiHIYHUX ITPOSIBiB HOPMOXPOMHOI
aHeMii, TPOMOOIMTOIIE ], FenaToIi€HAIbHOIO CUH-
JPOMY, HEYACTUX MPOSIBIB GOJTBOBOTO CUMIITOMY
B HIDKHIX KiHIiBKax. JlabopatopHo BMmicT crienniv-
Horo hepmenty Lyso-GL1 ctanoBuB 473 ur/mi. Pi-
BeHb HecrnelndivHnX GepMeHTIB aJaHiHAMiHO-
TpaHcdepasu/acnaprataminorpancdepasu (ALT/
AST) 6yB y Mexax Hopmu, ayxkHa docdarasza (JID)
craroBmia 437 MO /1.

3a pe3yJibTaTaMu MOJIEKYJISIPHO-TeHETUYHOTO J10-
crijkenns B redi GBA BusiBunm myTartito N370S/
N370S, gka, 3a faHUMY JiTEPATYPH, MAE MPOTHOC-
TUYHO 100py BiAnosiab Ha aikysauus [3]. [loxo
MOJIEKYJISIPHO-T€HETUYHOTO J0CJ1/I)KeHHS, TO re-
nomuy /IHK ekcrparysasiu 3 sefikonutis nepude-
PUYHOI KPOBI 3a JIOMOMOT010 HAOOPIB JIJIsT BUJILTTEHHST
/[THK PUREGENE (Gentra Systems Inc., Minnea-
nojic, Minnecora, CIIIA). Koayiouy obaactb
i urankytoui MixkreHHi ocaifoBHocTi TeHa GBA
(GenBank: NG_009783) cexBeHyBaJiu 3a JOIIOMO-
roro reaernyrHoro anajizatopa ABI3130x1 (Applied
Biosystems, @ocrep Citi, Kamidopnis, CIITA).

Y1pomoBK TPhOX POKIB XJIOMUKUK OTPUMYBAB iMi-
ruoriepasy B 71031 60 Oz/Kr Bl HA MiCAIb, TOCsTa-
104U IIO3UTUBHUX KJIIHIKO-T€MaTOJI0TIYHIX, 610Xi-
MiuHHX i conorpadiunmnx 3min. CJifi 3a3HaYNTH, 10
BITPOJIOBK MTPOTOKOIBHOTO JIiKyBauHs ALL 3 ypaxy-
BaHHSIM BUHUKHEHHS ceNU(iYHNX YCKIaTHEHD
03y iMiraonepa3u 3mentryBanu 1o 30 O] /xr,

KAIHIYHMI BUTTAAOK

a IicJid 1X YCYHEHHS BiIHOBJIIOBAJIH JI0 TOTNIEPEIHbBOI,
30kpema, 60 O/[ /kT.

Y xnomuuka H., BIKOM 5 POKiB, 31 BCTAHOBJIEHOIO
xBopoboio GD1, axuii nepebysas Ha 3amicHiil (ep-
MEHTHill Tepamii (703a iMirmTionepasu cTaHOBUJIA
60 MT aBivi Ha Micanb) y 2023 p. giarHoCTyBaIN
ALL, common-BapianT, FAB-L1.

uTrHa 3BepHyJiacs 3i CKapramu Ha OSABY reMo-
pariuHoOro BUCHIIAHHS, PEIU/IMBHOI HOCOBOI KPOBO-
Teyi, reHepasi30BaHuX HETTOCTIMHUX OCAJITIH.

Jlani 00’eKTUBHOTO 00CTEKEHHS: 3araIbHUAN CTaH
TSIKKUU YHACJIIIOK aHEMIYHOTO, TeMOPArivHoOro Ta
IHTOKCHUKAIIiHOTO cCUHAPOMiB. Ha MOMEHT ornsamay:
CBIJIOMICTb SICHa, KOHTAaKTHU, a/leKBaTHUI; MEHiH-
reaJibHi O3HAKH Bijl €MHI; 3iHUIII cMeTpUYHi, POTO-
peaxiiist JKkBaBa; MKipHi MOKpUBY G111, eKXiMO3H Ta
rerexii Ha HUZKHIX KiHI[IBKaX, TOOJAUHOKO — Ha 00-
JIMYYl; TTa/IbIIallis Ta HepKycis cyrao0is He 60J104a,;
€JIACTUYHICTD, TYPrOp TKAaHWH 3HUKEH]; TiI0OYI0Ba
acTeHiuHa. Buanmi can3oBi 000J0HKY 011, TOOH-
HOKI TieTexii Ha CIM30Bii 060JIOHII POTOBOI IOPOK-
HUHU. 3a/Hs CTIHKA TJIOTKY OJIi10-POKeBa, YHCTa,
31K Bojioruit. Ckiaepu 01, KOH I0HKTHBA 6.J110-PO-
)keBa. [Tepudepuuni simbaTuuni By3an JOCTYTHI
naJjbanii, migmenensdi — 1o 1,5 cM, ApibHi mepe-
IHbO-3aaubonitHi — 10 1,0 ¢M, maxosi — 710 1,5 cM,
XapakKTepucTuKa JiM(paTUIYHNX BY3JiB: MIJIbHO-
eJTaCcTHYHi, He GOJII0Yi, IIKipa HaJl HUMY He 3alaieHa,
AKTUBHO 3MITIYIOThCA B MEKaX TTPUJIETJINX TKAHWUH.
[vxanHs yTpy/nHeHe, CIM30BO-TeMopariuie Bu/li-
JIEHHSI 3 HOCOBUX XO/IiB, HaJl JIETEHAMM KOPCTKE JIH-
xanHs. Yacrora nuxanus — 26/xs, carypaitist — 98—
99%, wacrtora cepieBux ckopouenb — 110/xB,
aprepianmbauii Tuck — 100/40 mm pr. cT. lisgabpHicCTD
Cepllst pUTMiYHa, TOHY MpUTJIyIneHi. JKuBit M IKuii,
He 60104 niA, 36iTbIIIeHU I B 06’ €Mi, JIeTO Ty THA,
HEePUCTAIBTHKA ITPOCTYXOBYEThCs c1abKo. [Teuinka
+3,0 cM™ i3-11ij1 Kpato paBoi pebepHOI TyTH, MIiTHHO-
esactuuHa, Hebououa. Cesesinka +8,0 cM i3-1i
Kpaio J1iBoi pebeproi ayru. Cummrom OpTHepa Bij-
cyTHii. BosioyocTi B KocToBepTEOpaJbHUX KyTaxX
Hemae. [lepudepuuni Habpsiku BigcyTHi. CedoBu/Ii-
JIeHH$ BijibHE, He 60J104e. BUIOpOKHEHHS HE 110-
pyIIeHi.

JliarH03 miATBEp UM KITiHIYHO, TEMATOJIOTIUHO,
IATOJIOTIYHO W ITUTOXIMIYHO, TIPOBEJIN IMyHO(DEHO-
TUTIOBE Ta MOJIEKYJITPHO-TeHETUIHE JTOCTi/IKEHHS
KJIITHH KPOBIi Ta KicTKOBOTro MO3Ky. Okpim Gesroce-
pennbo miarnocryBarus ALL, 060B’13K0BO BUKOHA-
JIN IOJIATKOBI 00CTEKEHHST, 30KpeMa, iHIiaabHy
JIIOMOaJIbHY TIYHKILIO 3 IOC/IKEHHSIM TIperapaTis
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Tabnuys 1

Mepenik MOHOK/TOHANIbHUX @HTUTIN, IXHA cneundiYHICTb | pe3ynbTaT y AUTUHM 3 XBOopo6oto MNowe 1-ro Tuny
i common-BapiaHTOM roctpoi nimcob6nacTHoi nekemil

Bug MKAT Knac CD MpucyTtHicTb Pes{;;’ Tar
O,
Linia anti-CD 45 CD 45 3aransHonenkounTapHnii aHtureH | knacy ricrocymicHocti HLA-ABC, 100
ProG yCI NIMDOLUTK, TRAHYIOUNTI, MOHOUMTI NEPUDEPUUHOT KPOBI Ta KiCT-
KOBO-MO3KOBI MoNepeaHriKu
anti-CD 34 CD 34 Mapkep CTOBOYPOBYX KNITUH, LUMPOKO NPUCYTHIA H8 KDOBOTBOPHMX 100
nonepeaHKax yCix niHivi
anti-HLA-DR HLA-DR [onepeaHnKn MIENOTAHNX KAITUH, MOHOUMTY, B-niMounTY, aKTMBOBa- 99
Hi T-nimcpountn
anti-CD 38 CD 38 MICTUTbCA Ha MOBEPXHI 6araTboX IMyHHUX KAITUH (MERKOLNTI, BKKOY- 93
HO 3 CD4+, CD8+, B-niMoumnT 1a NpupoaHI KNITUHKU-KINepu
Linia B anti-CD 10 CD10 [NonepeaHnkn B-nimdpountie, Myoponynauia rpaHynoumnTie 37
anti-CD 19 CD19 Pre-B nimoumnty, B-nimoumntm 92
anti-CD 22 CD 22 MeMOpaHHuii 6inKoBUiA pelenTop B-niMhounTiB, CUHTEIYETLCA 35
B-knitnHamu, noyrHatoun 3i ctaail npo-B-kAiTiH, Ha akiii 6i10K 3Haxo-
ONTBCHA B UMTOMN1a3MI
anti-CD 58 CD 58 MemOpaHHnii BiNoK, MOSIeKyNa KNTUHHOI aaresil. BiH npucyTHIi Ha no- 92
BEDPXHI @HTUMeHMPE3EHTYIOUNX KIITUH, 30KPEeMa Ha Makpogarax
anti-CD 79a CD 79a MemBpaHHu 6iNoK, NPOAYKT MOACHKOrO reHa Ha MOBEPXHI 88
B-nimounTta, aknii yTBOptoe B-KNITMHHWIA peuentop
anti-CD 33 CD 33 AHTUFEHHI AETEPMIHAHTY Ha NeNKoUMTapHI MOBEPXHI 12

[Mpumitkn: MKAT — MOHOKIOHaNbHI aHTUTING; anti — MOHOKMOHasbHI aHTuTiNg; CD — knactep AndepeHrUitoBaHHA reMONOeTUYHNUX KITUH

IUTOTIEHTPUDYTATY JTIKBOPY, BUTOTOBJIEHUX METO-
JIOM PiIIMHHOI ITUTOJIOTI] /IJisi BCTAHOBJIEHHS 1HIIIi-
QJIBHOTO CTATyCy IeHTPATbHOI HEPBOBOI CUCTEMU;
a TaKO’K Bi3yasmizaliiiHi 0CJTiPKEeHHS.

OO6rpyHTOBaHO, Mo 00’eM HeobXiaHoI Tepamii
B KO’KHOMY KOHKPETHOMY BUTIA/IKy BU3HAYAETHCS
iHIIIaTbHUMU XapaKTEePUCTUKAMU 3aXBOPIOBAHHS,
K iIMyHO(EHOTHT, MOJIEKYJISIPHO-TEHETUYHI TIepe-
Oy0BH, Ta BiAMOBIII0 Ha Tepallio (IBUAKICTIO
i TTOBHOTOIO eJIiMiHaIlil MyXJMHHOTO KJIOHY ), IO
B CYKYIIHOCTI BU3HAya€ I'PyIly PU3UKY HallieHTa
IIO/I0 TTPOTHO3Y 32 OCHOBHUM 3aXBOPIOBaHHSAM. Bask-
JIUBE TIPOTHOCTUYHE 3HAYEHHST MA€ BU3HAYEHHS Mi-
HiMaJIbHOI 3aTUTIKOBOT XBopoou (MRD).

3oKkpeMa, Tij yac giarnoctyBanug ALL y nutuan
BUSIBIJIU aHEMIYHUI CUHADPOM, SIKUH KJIiHIYHO IIPO-
ABASABC OJIIAICTIO MIKIPK 1 CIM30BUX 0OOJIOHOK,
misiBicTio. OcoOIMBY yBary 3BepHYJIM Ha HasiB-
HiCTh MTPOJIi(hepaTUBHOTO CUHAPOMY Ta CTIeIn(iu-
HOTO ypaskKeHHsI OPTaHiB i crcTeM: 301/IbIIIEHHST TTe-
YiHKHU, ceJe3iHKU, mepudepudHnx JiMpoBYy3JIiB,
steuka (3a JaHuME 00’€KTUBHOTO OOCTEKEHHS 1 CO-
HOTPa(ivYHOTO AOCII/KEHHS ). Y XJIOTUYNKA CIIOCTe-
piraju iHTOKCUKAIIHHUY CUHAPOM, IKUH KJATHIYHO
MIPOSIBJISIBCS 3aTaIbHOIO CTa0KiCTIO, MIISIBICTIO, Ti-
nepTepMIi€Io.

12

[Tapakmiriuno 3adikcyBaan HOPMOXPOMHMI Xa-
pakrep anemii. TpoMGOIUTH OCSTAIN KPUTUIHOTO
piBna (22,8x10° /m; nopma (1): (150-400)x10° /1)
3 TIPOSIBAMU FeMOPariyHoro CUHpoMYy (TieTexiaibHe
BUCHUIIAHHA Ha TiJIi, HOCOBAa KPOBOTeYa). TakoX y Te-
MorpaMi BUSBUIM TinepeiikonnTos (62,0 x10°/1;
u: (5,0-15,5)x10°/11), symMoBJIeH1iT HasgBHICTIO
6macTHUX KaiThH (54%; H — 0%).

3 NiarHOCTUYHOIO METOI0 BUKOHAJU MYHKI[ITO
KiCTKOBOTO MO3KY. ¥ Mi€Jjiorpami: MyHKTaT HOPMO-
KJITUHHUN, 3MEHIIIeHa KIJIbKICTD KJIITUH KICTKOBOTO
MOBKY, € TAaKO TIOILYJIsIIlis aHAILIa30BaHuX OJIACTiB;
epurpornoes — 1,0%, nimponntu — 6,8%, mpomieio-
uta — 0%, mienorutu — 3,2%, MeTaMi€JIOUTH —
2,5%, mamuukosigepHi — 0,8%, cermeHTosIIEpHI —
6,8%, eosunodinbui — 0%, 6aszodinpui — 0%,
monorutu — 1,0%, 6aactu — 87,9%.

3a pe3yJibTaTaMu JIOCTIPKEHHST KiCTKOBOTO MO3KY
MOP(OJIOriYHa KapTHHA 3JI0SKICHUX KJIiTHH (61aCTiB)
Bignosigana tury L1 (87,9%), 1110 3acBimunio Tskke
ypaskeHHsI i rIO0Ke MPUTHIYEHHsT HOPMaJIbHOTO FeMO-
i miMmoroesy: 6aCTHI KIITHHA MaJIiX PO3MIpIB i3
BY3bKOIO KaiiMOIO ITUTOIJIA3MK 3 TOMOTEHHOIO CTPYK-
TYPOIO SIZIEPHOTO XPOMATUHY, IVIAJIKUM TIPAaBUJIbHUM
KOHTYPOM $i7ipa OKPYTJI0i (hOPMH 3 BUCOKUM SIZIEPHO-
MATOILJIA3MATUYHUM CITiBBIHOIIICHHIM.
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Tabruys 2

Pe3ynbtatn MmonekynsapHo-reHeTu4Horo (FISH) nocnigxeHHs KicTkoBoro MosKy B AUTUHM 3 xBopo6oto MNowe 1-ro Tuny
i roctpoto nimcpob6nacTHOIO NenkeMiero

MonekynsipHoO-reHeTU4YHi NnapameTpu

Pesynbrar

nuc ish (KTM2Ax2)(100]

He B1SBNEHO KapTnHW riopuamnsadlii

nuc ish (ABL BCRx2)[100]

He BraBNeHO KapTnHu riopuansaLlii

nuc ish (PBXIxITCF3x2)[100].

He B1aBNEHO KapTnHM ribpuamnsadil

nuc ish (HLF, TCF3x2[100]

He BUSABNEHO KapTnHM riopuamnsadli

nuc ish 12p13(ETV6x2)21q22(RUNX1x2*)(ETV6conRUN1x1) [55/100]

BuaBneHo kapTuHy riépuamsauii

BucHoBok. BriasneHo TpaHcnokadito t(12;21) y 55% knitmH.

He BusaBneHo peapaHxuposku reHa MLL (KMT2A) TpaHcnokauin t(9;22)m t(1;19), t(17:19)

[Mpumitka: * — RUNXT (Runt-related transcription factor 1).

PesynbraTu muToXiMivHUX peakilii Bka3ajaud Ha
iXHE Bij'eMHe 3HAUeHHST TIPY TTPOBEIEHHI PeaKIlii Ha
Mmiesonepokcuaasy (3a Sato i Sekia), mimiam (i3 cy-
JTAaHOM YOpHUM ) i Kucary pocarazy. HatomicTs mo-
sutuBHOW Busisriaacs Periodic Acid—Schiff reaction
(PAS) (na ririkoreH) i3 HastBHICTIO IPiOHMX TPAHY.JI.

IMmyHOMEHOTHIIOBA XapaKTepUCTHKA GJIACTHIX
KJTiTHH 3acBiguniaa common-BapianT ALL (B 11 twr)
(tabum. 1).

Ha mouarky nikyBanas ALL y xmomunka aHamis
criekTpa xpoMocoManx TpaHcuokaiii (BCR/ABL,
E2A/PBX1, TEL/AMLi AF4/MLL) 3acBiguuB exc-
npecito xumepHoro oakoreda TEL/AML Crannaptre
KapiOTUITyBaHHS He BUKJIIOYUJIO HAsIBHOCTI MiKpO-
CTPYKTYPHOI 1iepeOyI0BH, 30KpeMa, TPAHCIOKAIIIT MK
xpomocomam 12;21 i3 pozpuBamu B jiokycax 12p13 i
21q22, BUSABJIEHOI GBI Yy TIIUBIM METOAOM (hITyO-
pectienTHoI Tibpuau3artii in situ (FISH) Ha inTepdas-
HUX si7ipaX. 3aluc KapioTUILy 3/iiCHUIN BiZITIOBITHO
1o mizkHapoaHoi HoMeHkIatypu ISCN 2020. Anaiz
He BUKJII0YMB HU3bKOPIBHEBOTO MO3AIIM3MY Ta XPO-
MOCOMHUX 1epeOy/I0B, SIKi HEMOSKJIBO BUSIBUTH CTaH-
JIAPTHUM [IUTOT€HETUYIHIM JIOCJT/KeHHSM (Tabr. 2).

[MuToreneTnyHe M1OCTIKEHHS KICTKOBOTO MO3KY
BcTaHoBumJIo Kapiotuir 46,XY. Jocaianau 20 meTa-
(hbasnux nmactun. BeTaHOBUITM YOTOBIYME KapioTHTI,
He BUSIBIJTM XPOMOCOMHUX aHomauiii. Ileit haxr, 3a
JIAHUMM JIiTepaTypH, CBIIYUTH TTPO CIPUATIUBUN
MTPOTHO3 3axXBopIoBanHsA [ 3,8,12].

BianosiziHO 10 peKOMEHI0BaHOTO ITPOTOKOJTY, [Ti-
Telt, XxBopux Ha ALL, JiKyioTh MJISXOM TPOBEIEHHS
MIPOTPAMHOI TTOCJIIJIOBHOI XiMioTepartii, 1o cKJIaia-
€TbCS 3 OCHOBHUX eTalliB: IHAYKIIii peMicii, KOHCOJi-
Jarii pemicii, inTencudikarii, peiHayKILii, marpu-
MYBaJIBHOI Tepartii.

[luTtuny 3 HaBe/IEHOTO HAMU KJIIHIYHOTO BUTIAJIKY
gikyBasu 3a mporpamoro ALL IC 2009 y noennanni
3 (hepMeHTO3aMiCHOIO Tepariieio npu xBopobi GD1,
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30KpeMa, imirsorepasor. OCHOBHI MPUHITUATIN JIKY-
BaHHS OHKOJIOTIYHOTO 3aXBOPIOBAHHS T1OJISITAJIN
y IPOBEJIEHHI IHTEHCUBHOI MOJiXiMioTepartii TpoTs-
TOM TIIECTU-BOCBMU MICSIIIB 1 TT/ITPUMYBAJIbHOI T€pa-
1ii J10 IBOX POKiB. IHTEHCHBHI IIPOTOKOJIN BKIIOUAJIN
XiMiOTepareBTUYHI MperapaTy 3 IMTUKJI0CHeTnhiTHIM
i MUKJIOHEeCTIeMMDIYHUM MeXaHi3MaMu [lii, BEJTUKI
no3u Metotpekcaty 2 T Ha 1 M?) i ipodinakTuky He-
riposeitkemii. JIikyBasbHA KOHIIETITiS TOJIATAJIA B 3a-
crocyBaHHi rpoToxomis [, M, II.
Crparudikamio namienrta 3 ALL 3aificHioBau 3a
TaKUMU KPUTEPISIMU:
* BiK IUTUHU Ha MOMEHT BCTAHOBJIEHHS /IiaTHO3Y
5 POKiB;
* iHimiagbHA KiJTBKICTH JEWKOIMTIB y TIepude-
puuHiii kposi 63 x10° /1;
* KiJIbKiCTh 6JIACTHUX KJITUH Ha 8-if IeHb TicIst
3acTocyBaHHs npenHizonony 0,7 I'/;
* MRD (minimasibHa 3aJUIIIKOBA MyXJIMHA) HA
15-11 nenn ikyBanus 5,12%;
* 1oBHa peMmicid Ha 33 i 78-11 nens (MopdoJioriv-
"o ta MRD).
BiamoBiziHO, IUTUHY BifiHECN JI0 TPYTIU CEPEJI-
HBOTO PUBKKY TIepebiry XBOpoOH.
3a OTPUMaHVMU HAMU JJAHUMU, TPUBAJIICTD JIKY-
BaHH: 32 MTPOTOKOJIOM | cranoBma 72 JiHi, TPOTOKO-
gom M — 63 nni, a 3a mpoTtokosiom II — 69 nnis [14].
[lix yac mporpamuoi teparii ALL, 3 ypaxyBanHam
3aIPOIIOHOBAHOI CTaHIAPTHOI TPUBAJIOCTI JIIKYBaHHS
3a potokoyamu (I — 64 gui, M — 56 guis, II —
49 nuiB), 6ysu 3ymuHKA. [IprarHaAMu 3MiH Y IPOTO-
KOJIbHIH Teparii HaituacTirre GyJi rpaHyIoIUTOoIe-
Hist, iHdeKiitHi rpuOKOBO-OaKTePiitHi yCKIa{HEHHS,
reMOparivHuii CHHAPOM. 30KpeMa, TTi/T 4ac JIiKyBaHHS
3a mpotokosamu I ta II BusiBuIM rpaMmueraTuBHiI Mi-
kpoopranizmu ( Escherichia coli, Klebsiela pneumonie,
Pesudomonas aeruginosa) i rpamMo3utnBHi 6akTepii
(Staphylococcus epidermidis, Staphylococcus aureus,
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Streptococcus haemolyticus) 3 noxasizaiieo iHdek-
IIITHOTO TIPOIIECY Y BEPXHIX ANXAIBHUX NIJISAXaX 1 B
ILTYHKOBO-KUIITKOBOMY TPaKTi. TakoK criocTepiraan
rapsuKy 6e3 BUANMUX TprurH ((heOpuibHa HeHTpo-
TeHis ) TK €IMHNN MPOSIB iH(DIKYBaHHSI.

Coain 3a3HAaYWTH, TII0 TiJ 9ac iHTEHCUBHOI ha3n
IIUTOCTATUYHOTO JIiKyBaHHs epebir ALL yckia-
HIOBABCS TSLKKMMU TPUOKOBUMM iH(beKIissMu (My-
KO3UT, abTO3HUI CTOMATHUT).

Temopariunuii cuHApoM OyB CEPilo3HOIO Iepe-
HTKOIOI0 TPOTOKOJIbHOTO JIIKYBaHHSI, 3yMOBJIEHOTO
TPOMOOITUTOTIEHIEIO. YiKe Ha eKCTPEeMAIbHO 3HUKE-
HUX piBHAX TpoMOboruTis (<15x10° /1) miz yac miky-
BaHH4 32 TPOTOKOJIOM | BUHMKAIM BUPKEH] TeTexii,
eKXiM03H, a 32 TpoToKkoJioM II — KpoBOTOUUBICTD 31
CJIM30BUX 000JIOHOK (IIIJIYHKOBO-KUIIIKOBHIT TPAKT,
HUPKOBA KPOBOTEYA).

YHacHi0K CMHAPOMY TUTOJi3Y (TiABUIIEHHS
ALT i AST y 5 pasiB) BuHUK/Ia HEOOXIAHICTD 3YTIH-
HUTH IIPOTPAMHY Teparliio, 30KpeMa, 3a IIPOTOKOJIa-
mu M i II. Cniocrepiranucst 03HaKM TOKCUYHOTO Te-
[aTUTY, HATOMICTh BIDYCHOTO TeNaTUTy He OyJIo.

Cutin BiI3BHAYNTH BIJIUB IUTOCTATUIHUX TTpeTia-
paTiB, 9Ki CHPUYMHUIIN TT€BHI YCKJIAJHEHHS B /I TH-
uu 3 ALL i 3BicHO IpUTTMHEHHS TPOTOKOJIBHOI TEPa-
mii B 3a3HaueHi Tepminu. Tak, iz yac JikyBaHHS 32
nportokosiamu [ ta Il ciocrepiranu nepudepnyany
HeMPOoMaTiio micas BBeZEHHS BIHKPUCTUHY, a TAKOK
Kap/IioMioTaTiio MicJigd 32aCTOCYBaHHS aHTPAIIUKJIi-
HiB. BasksinBo, 1110 Ha TJIi JIIKyBaHHS 3a MTPOTOKO-
Jiom 11 BigHavamm 3uMzKeHHs (hpakifii BUKUIY Mio-
Kap/a MicJisi OTpUMaHHA a/IpialluHy.

Ocob6BY yBary IprUBEPHYB PO3BUTOK aJIEPTiUHIX
peaxiliii Ha BBe/leHHS IIUTOCTATUYHUX CePeIHUKIB
st mikyBanusg ALL y autuam 3 GD1. 3okpeMa, iz
Yac JIIKyBaHHS 32 IPOTOKOJIOM [, 30kpeMa, 1icJist BBe-
nennst L-acraparinasw, BinzHaunsm HaOpsik Ksinke,
OGPOHXOCITIA3M, TOMY TUTHHA OTPUMAJIa OJHE BBEIEH-
H4 Tleracraprasi, a Ha TJIi JIIKyBaHHS 3a IIPOTOKOJIOM
1 po3BuHyJIMCS SBUIIA 3MiH Y CUCTEMi 3TOPTAHHS
KpoBi (Tpomb03 v. femoralis, v. subclavia). Tlig yac 3a-
CTOCYBaHHS MPOTOKOTY M (hikcyBasu mposiBu TOKCH-
KOZIepMil ITiCJIs1 BBEJICHHSI MEeTOTPEKCaTY.

BianoBizp Ha ITUTOCTATUYHY TEPAITiio OIliHIOBAIU
3a CTaHAAPTaM¥ ITPOTPAMHOI ITUTOCTATUYHOI TEPATTii.
3oKkpeMa, Y ANTUHHU Ha TJIi JTIKyBaHHS 32 IPOTOKO-
jgoMm I mporpamu ALL IC-BFM-2009 na 8-i1 nenp
IPeIHI30I0HOBOI Tipedasu (hikcyBasm 106py BiAImO-
Bijib Ha IIPe/IHI30JI0H: KiJIbKiCTh 6JIACTIB CTAHOBUJIA
<1,0x10°/n (neiixoruru — 2,6x10° /51, 6mactu — 0%).
Y miesorpami Ha 15-i eHb JliKyBaHHs 6J1aCTH CTa-

14

HOBWJIN 4%, TTyHKTAT KiCTKOBOTO MO3KY TilTOKJTiTUH-
nuit, MRD — 5,12%; na 33-ii /ieHb: ITyHKTaT KiCTKO-
BOTO MO3KY TinmokjaiTuHHuii, 6aactu — 0,6%,
MRD - <0,01%. Ha 78-i1 neHb 1epej o4aTKOM Jri-
KyBaHHS 3a MMPOTOKOJIOM M: TyHKTAT KiCTKOBOTO
MO3KY TimokjituuHuii, 6mactu — 5%, MRD —
<0,01%. Ha 33 i 78-it nenb MOJIEKyISIPHO-TEHETUYHE
nmociimxendd He Buasuio ETV6conRUNX1, Takum
yuHoM, MRD HeratuBHa, BiZI3HAUMIU CTATYC MOJIE-
KYyJSIPHO-T€HEeTUYHOI peMicii.

3aBepITUBIITH KyPC iHTEHCUBHOI MPOTOKOJIBHOT Xi-
MioTepartii, 3a 2 TUKHI TTiCIsT 3aCTOCYBAaHHST IPOTOKO-
gy 11 xjIomuuK oTpUMyBaB MePOPANbHY MiITPUMY-
BAJIBHY TepaIriio, Mo BKI0Yaaa 6-MepKamTomypuH
(50 mr/m?/100y B pasoBsiii 1031 HaTIIE BBeYepi) it Me-
torpekcat (20 mr/m? X 1 pa3 Ha THK/IEHb, TAKOXK Y Pa-
30Biil 1031 HATIIle BBEYEPI), a TAKOK iHTpaTEKAIbHO
MeTOTpeKcarT 4 1031). 3a 4 TVKHI TTCJIs 3aBePIIEHHS
MIOBHOTO KYPCY ITPOTPAMHOTO IIUTOCTATUIHOTO JIiKY-
BaHHSI BUKOHAJIM KOHTPOJIBHY /IIaTHOCTUYHY MTYHKITITO
KiCTKOBOTO MO3KY, METO/IOM ITUTOMETPii BCTAHOBUJIN
cTaryc KJIiHIKO-reMaTosoriayHol pemicii (6actu —
1,2%, MRD — <0,01%, MoJieKyIsIpHO-TeHETHYHE J10-
cripkenHs He BugBmuiio ETV6conRUNXT).

Ha cworoani micas nikyBanug qutraa 3 GDI,
y stkoi giarHoctyBasu ALL, mepebyBa€ B KIiHiKO-J1a-
GopaTOpHiil pemicii.

OO6rosopeHHst

¥ nanientis i3 GD1 nicis HakonnyeHHs [III0KO-
1iepeOpo3uIy B Makpodarax (kiaitTiuaax lorme) cTBo-
PIOETBCS CIIPUSATINBE CEPEJOBUIILE TSI TTOSIBU 3J10-
AKICHUX KJIITHH, 30KPEMa, Y KiICTKOBOMY MO3KY [4,8].
BBakaioTn, 1110 HU3bKUI piBeHb IlepaMilly BHACTIIOK
nedinuTy hepMeHTy IIOKOIEepeOpO3nIa3n, SKUit
3a3BUYAll € BaXKJIMBHUM iHTIGITOPOM PO3BUTKY IyX-
JIVH, MOKe CIIPUYMHATH BUKMBAHHS 3JI05KICHUX
KJIITUH y TIAIIEHTIB 3 ophaHHOI0 XBopoboio [ 13].

[eski kiiHiYHI criocTepeskeHHs BKa3yIoTh Ha Ofl-
HOYACHY HasABHICTD KJIiTUH [o111€ 1 TefTkeMiuHmX KJTi-
THH Y KiCTKOBOMY MO3KY, 1[0 TOTPEOYE KOMILIEKCHO-
TO MiAXOAY A0 JAiaTHOCTYBaHHSA U JIiKyBaHHA.
Oco6BO BKpail BaKJIMBO BiJIPI3HITH KJIITHHU
Tomre Bix «1iceBno-Toities KaiTUH, SIKi MOXKYTh Tpa-
TIJISITACS TIPY iHTITX 3aXBOPIOBAHHAX [2,6].

HocnimkeHHd TakoX CBif4aTh MPO MOKIUBUN
PU3MK BUHUKHEHHS IHITUX OHKOJIOTTYHUX 3aXBOPIO-
BaHb y namienTis i3 GD1, 0cob/11MBO B THX, XTO MIPO-
XO/IMB CIJIEHEKTOMit0 60 OTpUMYyBaB (hepMeHTO3a-
micuy tepariio (D3T), o He BIIMBa€e Ha BCi BUAM
KJITHH, IKi MOKYTb OyTH 3aJIy4€eHi 10 IIPOIeCy OH-
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KoreHedy. Hampukian, 1ociiskeHHs, TpoBeieHi ce-
pen naiienTiB i3 GD1, Bka3yoTh Ha Mi/[BUIIIEHY Yac-
TOTY MHOXXUHHOI Mi€JTOMU, HEXOJKKIHCHKOI
gimpomn i meranomu [ 3,12].

BasknmBuMm € 3actocyBanust D 3T, sike B TaKuX ma-
II€HTIB 3/INIAETHCA KOHTPOBEPCITHUM MTUTAHHSIM.
Jlocnimxenns cBiguath, mo xoua @3 T mgae 3mory
amenmT cumintomu GD1 1 3HU3UTH HAKOTTUYEHHS
rIroKoIepedpo3uay B Makpodarax, oJlHaK BOHa He
3/1aTHA TOBHICTIO YCYHYTH NATOJIOTIYHI IIPOIIECH, 110
IPOJIOBKYIOTH BiIOYBATHCS B KJITHHAX KICTKOBOTO
MO3KYy. [le Moke IPU3BOJUTH HE TiJIbKU /10 PUSUKY
BUHUKHEHHS 3JIOSKICHUX MPOTIECiB, TakuX Ik ALL,
ajie M 10 MpOrpecyBaHHsI OHKOJIOTTYHOTO 3aXBOPIO-
BaHHS 1 3HMKYBATH BiITIOBi/Ib HA crieruGivHe JiKYy-
Banus [5]. OTke, oTpuMaHi pe3yJbTaTH, siKi 3aCBijl-
gyiotk poiib M3T y 1boMy 1poiieci, oTpebyoTh
ITPOBEICHHS OJIAJIBIITUX JO0CIi/IKEHb.

3arajioM, HayKOBI JIaHi MiITBEP/KYIOTh BasKJIM-
BiCTB IMOCTITHOTO MOHITOPUHTY Ta iHIUBIyaTbHOTO
mizxomy 1o JikyBaHH: narmienTis i3 GD1. Ao B Ta-
KHUX XBOPHUX CIIOCTEPIraloTbCsl HE3BUUHI CUMIITOMU
ab0 3MiHU B aHaJIi3aX KPOBI, 1[0 JAIOTh IiICTaBy 3a-
iJI03PUTH HASIBHICTb OHKOJIOTTYHOTO 3aXBOPIOBAH-
H4, 30kpema, ALL, crig okmagaT MakcuMyM 3y-
CUJIb JJIsI PAaHHBOTO BUSABJEHHS TPOSBIiB
reMo6/1acTO3Y i CBOEYACHOTO HOTO JIIKYBaHHSI.

3a HaBelleHWMHW HAMU JaHUMU, Y XJOMUYMKA
3 GD1 piarnoctyBanu ALL. IlamienT oTpumyBas
nporokosbHe JgikyBauHsa ALL IC-BFM 2009 y mo-
ennanni 3 @3T, 3acTocoBytoun imirmonepasy. Ta-
KW MIX1/] CHPUAB MiITPUMAHHIO (GYHKITIT KJIITHH
i opraiB, Ha Ki BILIuBae XxBopoba Toie, HaBiTh iz
yac JIiIKyBaHHA JelKeMii.

[Toennanna ALL 1 GD1 € mikaBum i cKkaiHnM i3
MOJIEKYJISIPHO-TEHETHYHOTO MOTJIsiy siButiieM. O6u-
JIBa 3aXBOPIOBAHHS MAIOTh T€HETUYHY OCHOBY, 1110
MOKe BIUTMBATH Ha IXHiil epebir Ta eeKTUBHICTD
gikyBaHHd. CJ1ij] 3a3HAYNTH, TIIO B XJIOMYNKA TeHE-
TUIHUHT TTPOGhib JeifkeMii BKa3yBaB Ha CITPUSTIIN-
BUiT IPOTHO3 TeM00IacTO3Y, TOOTO MAIEHT JOCSITHYB
KJIIHIKO-reMaTOoJI0Ti4HO1, KJIiHIKO-IMyHOJIOTT1YHO1
11 MOJIEKYJISIPHO-TeHEeTUYHOI peMicil.

Ockinbku MeTaboJTiYHI i TEHETHYHI TOPYIIEHHS,
noB’g3ani 3 GD1, MoxyTb BiuinBaTH Ha (hapMaKoKi-
HETUKY 1 TOKCUYHICTD ITperiapariB, MU OCTIHHO MO-
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