@ILI IUIAH YIIPABJITHHS PUSUKAMM HLIOTHHIB

VI.2. ENEMEHTU PE3IOME A1 FPOMALCbKOCTI

VI1.2.1. Ornag enigemionorii 3axBoproBaHHA

lMoka3aHHA 00 3acMOCYyB8aHHA:

lMokasaHHA 1. JlikyBaHHA yneple AiarHOCTOBAHOI XPOHIYHOI $a3m XPOHIYHOI MienoigHOi
nenkemii (Ph+ XMJ), y apopocnux nauieHTiB 3 dpinaaenbdincbKo XpOMOCOMOHO.

XpoHiyHa MmienobnactHa nenkemia (XMJ1) — OHKONOri4He 3axBOPHOBAHHA MNPU AKOMY B
KPOBOTBOPHMX OpraHax YTBOPHOTbLCA OHKOTPAHCHOPMOBaHi (pPakoBi) KAITUHK, WO
NOLIMPIOIOTLCA B NepudepiiHy KPOB Ta iHLWI OpraHu.

Y 3axigHux KpaiHax yactota XMJ1 ctaHoBUTb 15 — 25 % ycix BUNaaKiB neiikosiB A0pocaux Ta
14 % nelikosiB 3ara/siom (BKAKOYAO4YM IENKO3N Aitelt — y Hux XMJ1 3ycTpivaeTbes piale).

Ha paHHix ctagisx XMJ1 nepebirae 6€3cuMnToMHO, npu NabopaTopHOMY OOCTEXKEHHI MoXKe
6yTM BMABAEHUA BUCOKMW pPiBEHb NEMKOUMTIB. Y MoAanblloMy MOXKYTb MNPOABAATUCA
CMMMOTOMM Yy BUrAAAI 36inblUeHHA MeYiHKM Ta cenesiHkM 3 BignoBigHMmmn 601b0BMMU
BiavyTTAMM. 36inblUEHA CenesiHKa MOXKe TUCHYTU Ha WIYHOK, CIPUYNHAIOYN BTPATY aneTuTy
Ta, AK HACNIQOK, BTPATY Barun. Lle TaKoX MorKe NpoABAATMCA NIABULLEHHAM TeMNnepaTypu Ta
HIYHUMM NOTOBMAINEHHAMM Yepes NiaBULLEHUI Ba3anbHUI piBEHb MeTaboniamy. Y geakux
nauieHTis  (<10%) nig 4ac npuckopeHoi cTagii nepebiry XMJ1 BusBAAOTbLCA
KpOBOTeYi, neTexii Ta eKximos.

MeToaom nikyBaHHA XMJ1 € TpaHCNAaHTAL,iA KICTKOBOro Mo3Ky abo anoreHHa TpaHCcnaHTauiA
CTOBOYpPOBMX KNITUH. OKpim LbOro, iCHYE e YOTUPM OCHOBHI Miaxoan Ao nikysaHHAa XMJI:
NiKyBaHHA iHri6iTopaMm TMPO3UHKiIHA3M, Tepanis mienocynpecopamm abo nelikodpepesom (a1
npoTUAii NeMKkoumTosy nif 4Yac PaHHbOrO /iKYBaHHA), CMNNEHEKTOMIA Ta /NiKyBaHHA a-
iHTepdepoHom-2b.

[Moka3aHHA 2. NikyBaHHA XPOHiYHOI Ta NpuckopeHoi ¢pasu (PA) xpoHiuHOT MienoigHoi nerikemii
(Ph+ XMN) y popocnnx nauieHTiB 3 dinaaenbdiicCbKo XPOMOCOMOLD, Y pa3i pe3ncTeHTHOCTI
abo HenepeHOCMMOCTI nonepeaHbOI Tepanii, BKAYatouM Tepanito imaTtuHibom.

3a BigcyTHOCTI BTpy4aHHA XMJ1 NOYMHAETLCA B XPOHiYHIiM $asi, i NpoTArom AeKinbKox pokis
nepexoauTb 40 NpuUcKopeHoi ¢asu i, 3pewToto, A0 6NACTHOI KPU3M, L0 3aBEPLUYETLCA NP
BIACYTHOCTI /NiKyBaHHA neTanbHO. Kpusa € TepmiHanbHo ¢asoo XMJ1 i KAiHiYHO
NPOABAAETLCA AK TrOCTpUi MmienobnactHuit neinkos (FMJ1). MeauKameHTO3He NiKyBaHHA
3a3BUYal 3yNMUHAE LEN NPOrpec, AKLLO po3noydaTtu oro B4acHo. OaHUM i3 pyLwiiB nepexoay
Bif, XPOHIYHOI $a3n 4yepe3 NPUCKOPEHHA Ta KPU3Y € BUMHUKHEHHA HOBUX XPOMOCOMHMX
aHomanin (Ha popaTtok Ao Pinagenvdincbkoi XPomMocomm) — nosiBa HOBUX XPOMOCOMHUX
MYTaLin, AKi € NPUUYMHOIO BUHUKHEHHA BiNbll arpecnMBHOrO KJAOHY PAaKoBUX KAiTWUH. [eski
NaLie€HTN 40 TOro, AK IM NOCTaBAATb AiarHO3, MOXYTb YKe nepexunBaTn NnpuckopeHy ¢asy abo
Kpusy XMJ1. XpoHiyHa da3a npoctexKyeTbea y 85 % nauieHTie 3 XMJ1 Ha MOMEHT NOCTaHOBKM
AiarHosy. Mig yac uiei pasmn XMJ1 nepeBarkHO PO3BMBAETLCA 6€3CMMNTOMHO abo € nLie cnabki
CMMNTOMM XBOpobUM — BTOMa, 60Ni B niBomy boLi, 6oni B cyrnobax Ta / abo B cTerHax, abo
36inbweHHs 06'emy XuMBOTA. TPUBAMICTb XPOHIYHOI Pa3m BaPIOETLCA | 3aM1eKNUTb Big TOro,
HACKiNbKK paHo 6yno AiarHOCTOBaHO 3aXBOPIOBAHHA, @ TAKOX Bif, 3aCTOCOBYBaHUX MeTOAiB
NiKyBaHHSA. 3a BiACYTHOCTI NiKyBaHHA XBopoba nepexoanTb y NpUcKkopeHy ¢asy i 3aBepLUYyETbCA
NeTanbHo.
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VI1.2.2. Pe3tome pe3ynbTaTiB NiKyBaHHA
JocnigeHHa 3a yyacTio 320 gopocaunx i3 XpoHivyHoto ¢pasoto XMJ1 nokasano, Wo NiKyBaHHA
HINOTUHIBOM MOXKe NPU3BECTM A0 TaK 3BaHOI BE/IMKOI LLMTOreHEeTUYHOI BianoBizi (Kkonun yacTtka
NEeNKOUUTIB Y KiICTKOBOMY MO3KY, LLO MicTATb ¢dinaaenb@iicbKy XpoMocomy, Naga€e HUXKYe
35%). Y ubomy aocnigxeHHi 6an3bko 49% nauieHTiB, BiNbLUICTb i3 AKMX NepecTana pearysaTu
Ha iMaTKHIb, gocAraun TaKkoi Bignosiai npubansHo yepes 11 micAliB NiKYBaHHA HINOTUHIOOM.
IHwe pgochigXeHHA 3a yyacTio 119 popocamx i3 ¢asoto npuckopeHHs XMJ1 BuBYano
remaTo/IorivyHy BiAnoBiAb (KoM KiNbKiCTb IEMKOLMTIB Y KPOBi NOBEpPTaETbCA A0 HopMM). Lis
BiZiNoBiAb 6byna AocarHyTa y 42% nauieHTis, 6iNbLICTb i3 AKX TAKOXK NepecTasia pearysaTn Ha
iMaTUHI6, NPMBAN3HO NicnA cemm MicALLB NiKyBaHHA HINOTUHIOOM.

VI1.2.3. HeBigomi gaHi wopn0 epeKTMBHOCTI NiKyBaHHA
be3neka Ta ePEKTUBHICTb 3aCTOCYBaAHHA NaLiEHTaM BiKOM A0 2 POKiB He BCTaHOB/EH.

V1.2.4. Pe3tome npobnem 6e3neku
BAX/INBI IAEHTU®IKOBAHI PU3UKU

Pusuk

LWo Bigomo

3anobixHi 3axogu

BarkKa KpoBOTE4a

Llen pusuk cnocTepirasca B
OOKNIHIYHMX Ta  KAIHIYHKUX

AOCNIAXKEHHSAX. €
iHpopmauia npo Te, wWo
pU3nK BMHUKHEHHA
KpoBoTeuyi 36inblyeTbCA B
OHKONOTIYHUX XBOPUX
NOPIBHAHO i3 3arasbHOO
nonynAuieto

HinotuHi6 cnig, 3
obeperkHicTio
3aCTOCOBYBaTH ana

NiKYBAHHA  NaujieHTIB 3
TpomboumToneHieto. Mpwm
nepLmnx 03HaKax KpoBoTeYi
HeramHo noBigOMMUTH
MeaNYHNIA NepcoHan.

BaKKi iHpeKLii

e pusunK cnocrepirasca B
OOKNIHIYHMX Ta KAiHIYHKX
OOCNIAXKEHHAX.

Hinotnnib cnig, 3
obeperkHicTio
3aCTOCOBYBATM AN
NiKyBaHHA NaLEHTIB 3i
3HUXKEHOLO KiNbKICTIO
nenKkouuTis.

3aTpMMKa pocTy

LUel pusunk cnoctepirasca B
OOKNIHIYHMX Ta KAiHIYHKUX
AOCNIAXKEHHAX i3
3aCTOCYBaHHAM HiNIOTUHIDY.
3 niTepaTypHUX AOrKepen
6ynu 3ibpaHi
pPeTpoCneKTMBHO AaHi y 81
OVMTUHM Ta nignitkis (50
Xnonumkis Ta 31 AiBYMHKMK)
i3 XMJI-X®, aki 6yau
ineHTMdiKoBaHi y

dakTopM pM3KKy Ta rpynoto
PU3KKY € rpyna nauieHTiB
nepeanybepTaTHOro Biky
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dpaHLy3bKOMY
neAiaTpMyHOMy peecTpi, AK
TaKi, Lo oTpumyBanm
NiKyBaHHSA iMaTUHIObOM.

BAXK/INBI NOTEHLIAHI PU3UKU

Pusuk

Lo Bigomo

310AKiCHIi  HOBOYTBOPEHHA
WKipwn

Lleir pusuK cnocTepiraBca B AOKNIHIYHUX Ta KAIHIYHUX
[OCNiAKEHHAX. HaABHICTb HEMENAHOMHOro paKy LWKipw,
BK/IOYAIOYM NAOCKOKNITUHHUI pak WKipwn Ta
6a3aNbHOKNITUHHY KapuMHOMY LWKipW, B aHaMHesi, €
He3aneXXHUM (GaKTOPOM PU3UKY PO3BUTKY BTOPUHHMUX
pakoBux 3axBoptoBaHb (Chen Ta iH 2008, Wheless Ta iH.
2010). Ony6nikoBaHi AaHi TakoX cBigyYaTb Npo Te, LWO
HEMENAHOMHUI paK wWKipM B 6inbW pPaHHbOMY Biui
NoB'A3aHUI 3 BUCOKMM PU3NKOM PO3BUTKY BTOPUHHOIO
paky. HemenaHomHWI pak wWKipKM acouitoBaBca  3i
CTAaTUCTUYHO 3HAYHO BULLMM PU3MKOM Yy BIKOBMX rpynax
naujienTis 3 [J1/1, ane BiAHOCHI pPU3UKM Oynn Hambinbl
cepno3HMmMM y mosioaLmx Bikosumx rpynax (Chen Ta it 2008)

PenpoayKTuBHa Ta
emMbpioHa/IbHa TOKCUYHICTb

JocnigkeHHA  Ha  TBapuMHAxX  MOKas3aJW  HAABHICTb
penpoayKTUBHOI TOKCMYHOCTI. AKwo npenapart
3aCTOCOBYIOTb MiA, 4Yac BariTHOCTI, NaLiEHTKY NOTPi6HO
NpoiHGOPMYBaTM NPO MOKANBUIN PU3NK 4NA NA0AA.

AKWO >KiHKa, AKa OTPUMYE HiNOTUHIO, NAaHYye BariTHICTb,
MOM/UBICTb NPUMNUHEHHA NiKYBAaHHA MOMKe po3rnagaTtuca
Ha nigcTaBi KpuTepiiB NPUUHATHOCTI ANS NPUNUHEHHA
NikyBaHHA. [aHi wWoA0 BariTHOCTI Yy MaUIEHTOK, AKi
HamaraloTbCca J0ocArtM  pemicii 6e3  nikyBaHHA (TFR),
obmexKeHi. AKWO BariTHICTb 3annaHoBaHa Ha etani TFR,
nauieHTKa mae 6yTn noiHpopmoBaHa NPO MOXKANBY NOTPebY
BiZAHOBAEHHA NiKyBaHHSA HINOTUHIGOM Nig Yac BariTHOCTI.

BIACYTHA IHGOPMAULIA

Pusuk

Wo Bigomo

3acTocyBaHHA y AiTEN BiKOM
00 2 poKiB

Hemae pocTtaTHiX AaHuX 3aCToCyBaHHA ANnA BCTAaHOBJ/IEHHA
PU3NKY 3aCTOCYBAHHA Npenaparty.

VI.2.5. Pe3tome 3axoaiB 3 MiHimi3auii pu3ukis gna KoxKHoi npobaemu 6esneku
Ona nikapcbkux 3acobis HinotuHi6, Kancyam tBepai, no 150 mr abo 200 mr € iHCTpyKLUiA Ans
MeANYHOro 3aCTOCYBAHHSA, WO MICTUTb iIHPOPMaLLiDO NPO 3aCTOCYBaHHA NiKAPCbKOro 3acoby,
iHpopmalilo 3 6e3nekn 3acTocyBaHHA Ta peKoMeHAaauii WoAo MiHIMI3aLUil MOXKAMBUX
npobsnem. 3anobixHi 3axoaun, WO MICTATLCA B LIbOMY AOKYMEHTI, BilOMi IK PYTUHHI 3axo4u 3

MiHimi3auii pu3ukKis.

Li npenapat He matoTb A0AaTKOBUX 3aX04iB 3 MiHIMi3aL,ii pU3nKis.
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VI.2.6. NnaH nicnapeecTpauiiiHoro po3B1TKy (3annaHoBaHi 3aXxo4au y nicnapeecTpauiiiHomy

nepioai)

MEPENIK AOCNIAXEHb B NN1AHI NICNAPEECTPALLIMHOIO PO3BUTKY
B naHui yac He 3annaHoBaHo K[ ans nicnspeectpauiiHoro po3suTky J13.

AOCNIOMEHHSA, LLLO € YMOBOIO OTPMMAHHA PEECTPALIINHOIO NOCBIAYEHHA
He 3acTocoBaHO, OCKinbKu Bynn BiACYTHI YMOBM NPOBEAEHHS A0CNIAKEHb NPU OTPUMAHHI
pPEeEeCTpaLiMHOro NOCBiAYEHHA.

VI.2.7. 3BeaeHa Tabanua 3amiH g0 NaaHy ynpasaiHHA pU3nUKamMmmu
He 3acTocosaHo (nepwuii MYP).

Bepcisa

[ata

MNpobnema 6e3nekmn

3MiHU

0.1

22.03.2024

Baknusi ineHTUdiKOBaHI pU3NKK

+»* Barkka KpoBoTeua

+ Baxkki iHdeKuii

+¢ 3aTpMMKa pocTy

BaxKAuMBi NOTEHLLiNHI PU3NKHK

¢ PenpoayktmsHa
TOKCMYHICTb/BariTHICTb

+¢ 3N10AKiCHi HOBOYTBOPEHHSA
LWKipH

BiacyTHsa iHpopmauin

+* 3acTOCyBaHHA Yy AiTel BiKOomM 210
2 pokiB

MepLwa Bepcia 4OKYMeHTa

0.2

02.05.2024

bes 3miH

PenakuinHi 3miHM y Bignosiab
Ha 3ayBarKeHHA YO
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