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Pe3rome nuiany ynpasiiiHHS pU3HKAMH
V1.2 EnemMeHTH pe3rome AJisi TPOMaJACbKOCTI

VI.2.1 Ornsia enigemiosiorii 3aXBOprOBaHHS

Henuteke (B Ykpaini -/lenucan) moka3zaHuii JJis JIIKYBaHHSI JIOPOCJIMX MAIIEHTIB 13
BIIEpIIIE J[IarHOCTOBaHOK de novo abo BTOPUHHOIO TOCTPOIO MIEJIOITHOIO JISHKEMIEIO
('MJI) 3rigno 3 knacudikaiiiero BeecBiTHROT opranizailii oxoponu 310poB’s (BOO3),
K1 HE € KaHAUAaTaMHi Ha CTAaHIapTHY 1HAYKIIIHHY XiMioTeparito.

Toctpmii mienoinna netikemis (I'MJI) — me pak MienoigHOT JIiHIT KIIITHH KPOBi, 1110
XapaKTEePU3YETHCS MIBUAKUM POCTOM aHOMAJIbHUX JICHKOIUTIB, SIKi HAKOITUIYIOTHCS B
KICTKOBOMY MO3KY Ta TIEPEIIKO/KAI0Th BUPOOICHHIO HOPMAJIbHUX KIIITHH KPOBI.
I'MJI € HaMMOMIMPEHINIO TOCTPOIO JIEHKEMIEIO, SIKa BpaXkae a0pociux, 1 il
3aXBOPIOBAHICTh 3p0cTa€ 3 BikoM. Xouya 'MJI € BIIHOCHO PIIKICHUM 3aXBOPIOBAHHSIM,
Ha HBOTO Tpumanae nmpubdmmsHo 1,2% cmepteit Big paky B Cnonyuenux Illtarax, abo
3,7 moguuan Ha 100 000 HaceneHHst. O4YIKy€eThCS, 0 KUIBKICTh BUMAAKIB 3pOCTaTHME
y Mipy cCTapiHHA HacejeHHs. BTopuHHMI TocTpuii MienmoigHuii Jeiiko3 (BMJI)
BU3HAYAETHCA K 3aXBOPIOBAHHS, SIKE MO)K€ BUHUKHYTH BHACHIOK TOMEPEIHBOTO
KJIOHAJILHOTO  TOPYIICHHS  KPOBOTBOPCHHS,  SK  TPaBWJIO,  BHACIIIOK
MmienoauciiacTuunoro cunapomy (MIC) abo xpoHiyHOi MienonponidepaTUBHOI
Heorutazii (XMIIH) abGo micias BIDIMBY JIEHKEMOTEHHOro areHTa (TomepeHs
ximiorepamis abo pajioreparis), JAesKi IMyHOCYNpPECHBHI Tpemapatd abo
JIEWKEMOTeHHI areHTH HaBKOJNUINHBOTO cepenopuina). [loxomxenuss I'MJI sk
BTOPUHHOI 3JIOSKICHOI MyXJIMHU 3a3BHYail BBAXKAETHCS 3HAYHUM HECTIPUSTINBHM
MPOrHOCTUYHUM (hakTopoM. BBaxaeTncs, mo Bropunauii ' MJI He € 3aXBOprOBaHHSIM,
SIKe MO>KHA BWJIIKYBaTH 3BUYAHUM CTIOCOOOM (TOOTO O€3 ajoreHHO1 TpaHCILIaHTaIlil
reMornoeTnyHux cToBOypoBux KmiTHH - amwioTT'CK). BuasTkoM € marieHTd 3i
CHPUATIMBUMU ITUTOTCHETHYHUMU JAHUMH - OCOOJIMBO 3 TOCTPUM MTPOMIiEJIOIUTAPHUM
JIEHKO30M; BTOPUHHHUN IeHEe3 3aXBOPIOBAHHSI IBHO HE IMOTIPIITYE CIIPUATIMBUHN ITPOTHO3.

HaBmaku, naHi MOBHICTIO MIATBEPIKYIOTh, II0 XBOpoOa, sika BUHHKAE BHACIIOK
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nporpecyBanas MJIC a6o tMITH, He minaeTses 3aranpHOMY JIiIKYBaHHIO. BTOpuHHNT
I'MJI ctanoButs 10-30% ycix TMJL. YV 6inbmocTi nauientie MIC nporpecye qo 'MJI
(60—70% ycix sunankiB I'MJI). [llo cTocyetbes Biky, To 'MJI wacrime 3ycTpidaeTbes
y niTHiX manientiB. MIMoBipHO, 1ie MOB’s13aHO 3 GibII BHCOKOIO uacToToro MJIC Ta
IHIMUX 3J0AKICHUX HOBOYTBOPEHb Y JITHROMY Bili. Bropuaamit IT'MJI €
HECIPUATIAMBUM MPOTHOCTUYHUM MapKepoOM Yy MalLieHTIB BikoM 10 60 1 ctapue 60

pokiB.1 2 3

VI1.2.2 Pe3ome nepeBar JiikyBaHHsI

['inomeTwmtorounii  areHT JenuTablH y HHU3BKHX J03aX CIHPHUS€  KIITHHHIN
auQepeHuianii MITXoM YCYHEHHS eMIreHeTUYHO1 Cynpecii TeHiB 1 MPOJIEMOHCTPYBAB
e(eKTHBHICTh y CTBOPEHHI peMicii, sKka TpWBa€ KUIbKa MICSIIB Yy MACPYIi JITHIX
namienTiB i3 MJIC Ta I'MJI. Bin BigHOCHO A00pe MEPEHOCUTHCS JFOABMH TOXUIIOTO
BIKY, 3 MI€JOCYIpECi€l0 Ta (PeOPUIbHOI0 HEUTPOIEHIEIO SIK OCHOBHOIO TOKCUYHICTIO.
JIist mocsATHEHHST pemicii Moke 3HAamoOWTHCS KUIbKA MUKIIB JCIUTA0IHY TOMY
JKYBaHHS CJI1J1 MPOJIOBXKYBATH JI0 TUX IIp, IOKU XBOpoOa cTaHe cTabiibHOI0. HenaBHe
nocnimpkenns 111 ¢ga3u mpoaeMOHCTpyBajo BHILI MOKAa3HUKU MOBHOI peMICii MpH
Tepaii 1enuuTabiHOM MOPIBHAHO 3 HU3bKUMHU J103aMU LIUTAapabiHy y JITHIX MAlLll€HTIB
3 I'MJI, ane pi3HHIS y BIDKUBAHOCTI HE JocsArIa 3HadymocTi. JlitHi narienta 3 ['MJI
13 LIUTOTEHETHKOI0 CEPEAHbOrO Ta HU3BKOIO PHU3UKY MPOAOBKYIOTH MaTH OyXKe
noranuii nporHo3. CraHpaprHa I1HAYKLIHHA XIMIOTepamisi Ma€ BUCOKY IOYaTKOBY
CMEPTHICTh y I TOMYNAIi 3 BUCOKOI HWMOBIPHICTIO PEIUIWBY, HABITH SKIIO
AocsrHyro pewmicii. JlenuTtabiH € TepaneBTUYHOIO aJbTepHATUBOIO, sKa J00pe
MIEPEHOCUTHCS, 1 HEIIO/IaBHI KITIHIYHI JJaH1 TTOKa3aJid, 10 BiH e()eKTUBHUI Y CTBOPEHHI
pemicii, o TpUBA€ KUIbKa MICALIB, a00 cTalLIi3alli 3aXBOPIOBAHHS Yy MIATPYIH 1€l
nonymsiiii. [loTpiOH1I mojanblm JOCHIKEHHS, MO0 BU3HAYMTH, fKa MiACpyma
MAIi€HTIB TMOXWJIOTO BiKY, IIBUAIMIEC 3a BCE, OTPUMA€ MaKCUMaJbHYy KOPHUCTH BiJ

MOHOTeparii JeUTa0iHOM.
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V1.2.3 HeBigomi 1aHi mo10 nepesar JIiKyBaHHA

HeBinomo, uu Buainsgerbcs neuutabiH abo HOro MeTabodiTH B TPYIHE MOJIOKO.
JlerucaH TPOTHUNOKA3aHWKA y TEpioJ TOAyBaHHS Trpyma0. Hemae HamexxHHX
MOBIIOMJICHUX ~JaHWUX IIOAO 3aCTOCYBAaHHS JCIUTAOIHY BariTHHUM O KIHKaM.
[ToBimomiteHi JOCTIIKEHHS MOKa3ajd, M0 JCNUTA0IH € TEPaTOreHHUM Yy IMypiB 1
mutei. [ToTeHiiHui pu3uK 1S JTFOIMHUA HEeB1JOMUM.

3acTOCyBaHHS MAIiEHTaM 3 MTOPYIICHHAM (PYHKIIIT IEUiHKH HE BCTAHOBJICHO.
[HdopMarii o0 3acTOCYBaHHS MAIli€EHTaM 13 TSHKKOIO HUPKOBOIO HEJAOCTATHICTIO HE
HaJIXOIUJIO.

[TamieHTH 3 TSDKKOIO 3aCTIMHOIO CEpPIIEBOIO  HEIOCTAaTHICTIO a0  KIIHIYHO
HECTaOUTbHUM CEpIIEBUM 3aXBOPIOBAHHSM B aHaMHe3l OylM BUKIIOYEHI 3
MTOBITOMJICHUX KITIHIYHHX JOCIIKEeHb, TOMY Oe3Meka Ta e(eKTUBHICTh ICIUTA0IHY Y
IIUX TIAII€HTIB HE BCTAHOBIICHI.

JNEHWUTEKC (Hdeuucan) He cmig 3actrocoByBaru miTsMm 3 ['MJI Bikom a0 18 pokis,
OCKUJIBKHM €(DeKTHUBHICTH HE BCTAHOBJICHA.

OdimiitHuX KITTHIYHUX JOCTIKEHb B3a€MOIIT 3 ACIMTa01HOM HE MPOBOIUIOCS.
Hewmae nanux npo BmiiuB AenuTaliny Ha (GepTHIIbHICTD JHOIMHU.

Hemae mnpsMux TOBIIOMJIGHb TIPO TEpEAO3yBaHHS JIIOAMHU Ta HASIBHICTb

cnenu@igHOTO aHTHUIOTY.

VI1.2.4 Pe3droMe NUTaHb 0€3MEKH
[IpoGnemu Oe3meku, IMOB’s3aHI 3 BHKOPUCTAHHSAM JCIUTaOIHy, J00pe Bigomi, 1
BIJIMOBIJIHI  3aCTEPEXKCHHsI, SIKIIO II€ 3aCTOCOBHO, BKIIIOUEHI [0 KOPOTKOIi

XapaKTEPUCTHUKH Mpenapaty (IHCTPYKITii TSl METUIHOTO 3aCTOCYBaHHS).

BaxiauBi ineHTH(iKOBaHI pU3UKHU: BIJICYTHI
BaskimBi noreHnuiiiHi pu3uKku: BigcyTHI

BincyTns indopmanis
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Bincyrus indopmanis

IIlo BizomMoO

3acTocyBaHHs B
MAII€EHTIB 3  THKKOKO
HUPKOBOIO

HEJIOCTATHICTIO

3actocyBanus Jlenurekcy (Jlemucany) mamieHTam i3
TSDKKOIO HUPKOBOIO HEJOCTATHICTIO HE BHBYAJIOCH.
HeoOxinno 3 oOepexHicTio mnpu3HadaTu Jleuurekc
([leumcan) mamieHTaM i3 TSOKKOIO  HHUPKOBOKO
HepocraTHicTio (kimipeHc kpeatuHiny [CrCl] <30
MJI/XB) 1 3a TaKUMHU TAalllEHTAMH CIIiJ] PETEIbHO
CITOCTEpITATH.

dapMakoKiHETHKA JenuTadiHy 0(iliifHO HE BUBYAJIACS
y  TAIIEHTIB 3  HAPKOBOK  HEIOCTATHICTIO.
Honynsuiitauii (bapMaKOKIHETUUHHIA aHai3
0OMEKEHHNX JaHWX MO0 JenuTabiHy He BKa3aB Ha
BIJICYTHICTb CYTTEBOI 3aJIEKHOCTI (PapMaKOKIHETUYHHUX
mapamMeTpiB Bl  HOPMAQJII30BaHOTO  KJIIPEHCY
KpEeaTHHIHY, TOKa3HUKa PyHKIIT HUpOK. TakuM YuHOM,
€KCIIO3HUIIIsS JenuTaliny, HMOBIpHO, HE Oy/ie 3MiHEHa Y

MAIi€HTIB 3 TOPYIICHHSAM (DYHKIIIT HUPOK.

3acToCcyBaHHs y

MaI€HTIB 3
IEYIHKOBUMHU

po3nagaMu

JlocnipKeHHA 3a y4acTiO MAll€HTIB 3 MOPYILIEHHSM
¢GyHKLIT Me4YiHKM He MnpoBoAWIUCh. HeoOXigHiCTh
KOPEKIlii 703U y MAIiEHTIB 3 MOPYHMIEHHSIM (QYHKITi
NEYIHKU He OLlHIoBaacs. Y pa3l noripimeHHs QyHKIii
NEYIHKH CII1J] pETENbHO CIOCTEPIraTu 3a NalieHTamH.

3actocyBanusa Jlemutekcy (Jlemwcany) marieHTaM 3
MopymieHHIM  (YHKINI TMEeYiHKM HE BUBYAIOCH.
HeoOxinno 3 oOepexHicTio mnpu3Hadatu Jleuurekc
(eumcan)  mamieHTaM 3 TOPYIIEHHSAM  (QYHKIIIT
NEYIHKH Ta rnepedyBaru iM MijJ peTeIbHUM HaAITISIIOM.

dapMakoKiHETHKa JAelUTadlHy y TMalli€HTIB 3

nopymeHHs M  QyHKImii  TediHKH  oQimiiHO — HE
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BHUBYajacs. Pe3ymbTaTyl JOCHIDKEHHS OallaHCy Macu
JIONWHA Ta 3rajiaHi BUIIE EKCIIEPUMEHTH In Vitro
nokazaym, mo ¢epmenty CYP HaBpsn um OymyTh
3allydyeHl A0 MerabonizMmy neuutabiny. Kpim Toro,
0OMEXeHI JaHi MOMYJIAMiHHOTO (apMaKOKIHETHIHOTO
aHaIi3y BKa3ylOTh Ha BIJICYTHICTh CYTTEBOI 3aJI€XKHOCTI
(dbapMaKOKIHETUYHUX TapaMeTpiB BiJ KOHIIEHTpaIlii
3arajlbHOTO OLTipyOiHy, HE3Ba)KAIOUM HA IITUPOKHM
Jiarna3oH piBHIB 3arajibHOTO OLTipyOiHy. Takum yuHOM,
BILIWB JICTIUTA0IHY y TAII€HTIB 3 TOPYIICHHAM (PYHKITiT

MeYiHKU, UMOBIPHO, HE 3MIHUTHCS.

3acTocyBaHHs npu
TSOKKUX 3aXBOPIOBAHHSX
cepus (Hampukiaz,
HEKOHTPOJhOBaHA

CTEHOKap/lisg abo TsKKa
3acTiiiHa ceprieBa
HenoctarHicTh [NYHA

I-1V])

[TamieHTH 3  TSOKKOK — 3aCTIMHOK  CEPIIEBOIO

HEJIOCTATHICTIO abo KJIIHIYHO HECTaOUIbHUM

3aXBOPIOBAHHSAM CepIls B aHAMHE31 OyJIr BHKIIFOUCHI 3
KIIHIYHUX  JIOCHIKeHb, TOMYy  Oe3reka  Ta
e(eKTUBHICTh JAeUUTa0lHy y ULUX NAIl€HTIB He

BCTAHOBJICHI.

VI.2.5 Pe3rome 3axoaiB 3 MiHiMi3alii pusukiB 3a mpoOiemMamu 0e3neKu

PyTunH1 3axonu 3 MiHIMi3allii pU3UKIB JIsl KOKHOTO MUTaHHS O€3MEKH OMHCaHl B
po3nuni V.1 «3axonu 3 MiHIMI3Zallil pu3uKy npodrnemMam 3 6e3nekn». Kopotkuiil nepemik
3aXO/[iB 3 MiHIMI3aIlii PU3UKIB TSI KO)KHOTO MMUTAHHS OE3MEKH JI0JaTKOBO BKIIOYCHO

no posniny VI.1.4 «3Benena tabmui 3axomiB 3 MiHiIMizarii pusukiBy. JKomHHX

JOJATKOBUX 3aXO/I1B 3 MIHIMI3allil pU3HKIB HE MPOMOHYETHCS.

VI1.2.6 Ilian nicasipeecTpaniiHOro po3BUTKY

He 34CTOCOBYETHCHL.
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V1.2.7 Pe3rome 3MiH 10 IUIaHY YNPABJIIHHS PU3HKAMHA

Bep | 3miauM B MOTOUHIM Bepcii

cist

3 (1 OHOBIEHO IM’S Ta KOHTAKTHI JaHl BIAMOBIZaJIbHOI 0co0M 3
dbapmMakoHATIISA Y
Yactuna [: Omsn mpenapary, OHOBJIEHHH BianoBigHO 10 KopoTkoi
XapakTepucTHku mnpemnapary, Decitex (meuura®Gin g 1H ekuid, 50
Mmr/makon), Bix groToro 2023 poky.
) Mogynbs SVIII — IlepemisinyTo pe3tomMe NUTaHb O€3MeKH.
] Yacruna III: Ilnan ¢dapmakoHADISIIYy OHOBJICHO BIAMOBIAHO 10
nepersinyToro Pestome nutans 6e3nexu
] Yactuaa V: 3axomau 3 MiHIMI3alli pU3UKiB, OHOBJICHI BiJITOBITHO J10
nepersinyToro Pestome nutanbs 6e3nexu
] YactuHa VI: OHOBICHHWI MiJICYMOK 3aXOiB y IUIaHI YHpPaBIIHHSI
pHU3MKaMH 3a MpenapaToM

2 3MiHM BIICYTHI




