COOTBETCTEBYET ZKCNEPTHOMY OTUETY
ot 08.04 2024 N= 6302

OBIIAS XAPAKTEPUCTHUKA JIEKAPCTBEHHOGFOTIPERAPATA 1003

1. HAMMEHOBAHHUE JIEKAPCTBEHHOI'O IPEITAPATA
Hazaunbukc, 20 Mr, TaOIETKH, TOKPHITHIE TUICHOYHOW 000JIOYKOM.
Jazaunbukc, 50 Mr, TabIETKH, TOKPHITHIE TUICHOYHOW 000JI0OUKOM.
Ja3uubukc, 70 mMr, TabNEeTKH, MOKPBITHIC MIICHOYHONW 000JI0UKOMA.
Ja3uu6ukc, 80 mMr, TaOIETKH, MOKPBITHIEC MIICHOYHOW 000JI0OUKOM.

Hazanbukc, 100 mr, TabJIeTKH, MOKPHITHIC INIEHOYHONH 000I0UKOM.

2. KAYECTBEHHBIA U KOJIUMYECTBEHHBIN COCTAB
JelicTBylolliee BEIIECTBO: Ja3aTHHUO.

Jlasauoukc, 20 Mr, TabJIETKU, MOKPHITHIE ILIEHOYHOH 000J10YKON

B oxHoit TabneTKe, MOKPBITON TIIICHOUYHON 0005104K0# comepxutcs 20 Mr ga3aTuHuOa.
BcmomorarenbHbIe BElIeCTBa, HATMYHE KOTOPBIX HAJIO YYUTHIBATH B COCTABE JICKAPCTBCHHOTO
npemnapara: jaktosa (cm. pasuen 4.4).

I[a3HI/I6I/IKC, 50 mr, Ta6J'I€TKI/I, IMOKPBITEIC INICHOYHOM 00010YKOH

B oxHoit TabneTKe, MOKPBHITON MIJICHOYHON 000109KO0# comepkuTcs SO Mr 1a3aTuHuOA.
BcnomoratenbHbie BelllecTBa, HATUYUE KOTOPBIX HAJAO YUYUTHIBATH B COCTaBE JICKAPCTBEHHOTO
npemnapara: jaktosa (cm. pasuen 4.4).

I[a3HI/I6I/IKC, 70 mr, Ta6J'I€TKI/I, IMOKPBITEIC INICHOYHOM 00010YKOH

B onHolt Tabnerke, MOKpBITON TIIEHOYHOM 0005104K0i coaepkutcst 70 Mr n1a3aTHHHUOA.
BcnomorarenbHble BelecTBa, HaJIU4YME KOTOPBIX HAJO0 YYHUTHIBATH B COCTaBE JIEKAPCTBEHHOTO
npenapara: jlaktosa (cm. pasuen 4.4).

I[83HI/I6I/IKC, 80 mr, Ta6J'IeTKI/I, MMOKPBITHIE INICHOYHOMN 000JI0YKOM

B onHoit TabneTke, MOKPBITON MIeHOYHOU 0005104K0i conepxkutcs 80 Mr nazatuHuOa.
BcnoMorarenbHbIE BellleCTBA, HAJWYUME KOTOPBIX HANO YYHUTHIBATH B COCTABE JIEKAPCTBEHHOT'O
npenapara: jiaktosa (cM. pasznuen 4.4).

I[aSHI/I6I/IKC, 100 mr, Ta6J'IeTKI/I, MOKPBITHIE IJICHOYHOMN 000JI0YKOM

B onHoit TabneTke, MOKPBITON MIeHOYHOM 000m0uKo0ii conepxkutcsa 100 mr qazaTuHmuoOA.
BcnomorarenbHble BelecTBa, HAIUYME KOTOPBIX HAJI0 YYHUTHIBATH B COCTABE JIEKAPCTBEHHOTO
npenapara: jaktosa (cM. pasznuen 4.4).

ITonHpIit MEPCUCHb BCIIOMOIaTCIIbHLIX BCUICCTB IPUBCACH B pa3JiCiIic 6.1.

3.  JEKAPCTBEHHAS ®OPMA

TabneTku, NOKPHITHIE MIIEHOYHOW 000I0UYKOM.
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Jlazauoukce, 20 mr, 50 Mr, TaOIETKH, TOKPBITHIC nneHouloR beomoareir | £/ 1EHOCTE 0003

Tabnerku Kpyriioil Gpopmbl, TBOSKOBBITYKJIBIE, TOKPBITHIE TNIEHOYHOH 000JI0YKOM, OeI0ro mim
o4ty 0esIoro Bera.

Jlasauoukc, 70 mr, 80 Mr, TaOJIEeTKH, HOKPHITHIE INIEHOYHONH 000JI0YKON

TabneTku Kpyrioi (OpMBbI, ABOSKOBBIMYKIIbIC, TTOKPHITHIC IIEHOYHOW 000JI0YKO, OEI0r0o HiTH
oyt O6eoro 1BeTa, C PUCKOM Ha OJHON CTOpPOHE TaOISTKH.
Jlunus paznoma (pucka) He MpeIHa3HAYEHA JIJIs pa3IaMbIBaHUs TaOIETKH.

Jlasauoukc, 100 Mr, TabJIeTKH, DOKPBITHIE [JIEHOYHONW 000JI0YKOMI

TabneTku oBaabHON (OPMBI, TBOSIKOBBIIYKJIbIE, TIOKPBITHIE TUIEHOYHOI 000J104KOi, 0€10r0 1iu

noyTH 0enoro 1BeTa, ¢ rpaBUPOBKOM « NPDy Ha OIHOM CTOpOHE TaOJIeTKH.

4.  KIMHHUYECKHUE JAHHBIE

4.1. Tloxka3aHusl K NPUMEHEHUIO

[Tpenapat /la3HnOMKC Moka3aH K MPUMEHEHHIO Y B3POCIBIX OT 18 jer:

—  BIEPBbIC BBHISIBICHHBIH XPOHMYECKUH MHUEIOJICHKO3 C IMOJOKUTEIHHON (uianenbPpuiicKoit
xpomocomoit (XMJI Ph+) B xponnueckoii ¢ase;

—  XMJI B xponuueckoii ¢ase, paze akcenepauuu Ui (paze MUEIOUIHOTO WIH JTUM(POUIHOTO
0J1acTHOTO Kpu3a IPH PE3UCTEHTHOCTU WM HEMEPEHOCHUMOCTH MpeAbIAYIIeH Tepanuu,
BKJIIOYass UMaTUHUO;

— ocTpelii JTMMGOOJACTHBIN JICMKO3 C MOJOXUTEIbHON (uiaaenbGuicKol XpOMOCOMOM
(OJUJI Ph+) npu pe3uCTEeHTHOCTH WM HETIEPEHOCUMOCTH MPEAbIAYIIEH Tepanuu.

[Tpenapar /la3HnOukc mokaszaH K NPUMEHEHUIO Y JIeTel B Bo3pacte oT 3 jieT 10 18 ner:

—  XMUJI Ph+ B xponunueckoii ¢aze;

— Brepssle BeisaBIeHHbIH OJIJI Ph+ B koMOMHaImMu ¢ XUMHOTEpanuei.

4.2. PekuM 103MPOBAHMSA H CTIOCOO MPUMEHEHUS

Tepanus 70KHA TPOBOAUTHCS BpauOM, UMEIOIIUM OIIBIT JICYEHHS MAllMeHTOB C JICHK03aMHu.

PexxuM 103upoBaHusd

Pexomendyemvie nauanvrvie 003bl 0a3amunubda y 83pOCcivix:

— 100 mr ouH pa3 B 1eHb (YTpOM WM BedepoM) B xpoHudeckoi paze XMJI;

— 140 mr ouH pa3 B IeHb (YTPOM HJIM BEYEPOM) B OCTAIBHBIX CITy4asiX.

Jlnumenvrocme nevenus

B kiIMHHMYECKMX HCCleOoBaHMIX JieueHHe B3pocibix manueHToB ¢ XMJI Ph+, XMJI B ¢aze
aKceneparuu, Mueno06JacTHoro au6o tuM@oOIacTHOTO Kpr3a (o3 (asza 3a001eBaHus) WK
OJIUI Ph+ wu mnegmatpuueckux Oo0mpHBIX ¢ XMJI Ph+ nazatmHMOOM TpPOIOIDKAIOCH 0

nporpecCupoBaHus 3a00JIeBaHUsS WU HCIICPCHOCUMOCTU  JICKAPCTBCHHOI'O  IIpfriaparta.
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[TocneacTBust OTMEHBI TEpauu C TOYKU 3pEH z[onrobgbz'{ﬁ&%%%ﬁ;—ogg bAbofebartit mocre

JOCTH)KEHHUS] ILIMTOT€HETHYECKOTO WM MOJIEKYJIPHOTO OTBEeTa (B TOM YHCIIE TIOJHOTO

rutoreHeTrueckoro oreera (I1110O), 6ompmoro monekynsapHoro oreeTa (BMO)) He n3ydanucs.

B knuHMYecKux uccienoBanusx y neauarpuueckux 0ombpHbIX ¢ OJIJI Ph+ nazarnan® HazHavamu

B IIOCTOSTHHOM PEXKHME B J100aBJICHUU K IOCJIEI0BATENbHBIM LIUKJIAM OCHOBHOW XMMHOTEpPANuu

Ha TMPOTsKEHUM He Oojyee 2 ner. B ciywae mocnepyromiei mepecajikd CTBOJOBBIX KIIETOK

Ja3aTUHUO MOYKHO TIPUMEHSTSH €IIe B TeYeHHe | roja mocjue TpaHCIUIaHTaI|H.

VYBenuueHue WM yMEHBIIEHUE J03bl MOXKET ObITh PEKOMEHJIOBAHO C yYETOM KIMHHYECKOTO

OTBETa U MEPEHOCUMOCTH Tperapara nanueHTOM.

Tosviuenue 003wvi

B citydae oTcyTCTBHS réMaTOIOrHYeCKOTO WU IIUTOT€HETUYECKOr0 OTBETA MIPU PEKOMEHyeMOM

HAYaJIbHOM /103€ BO3MOXKHO YBEIMUYEHHUE J103bI 1a3aTUHUOA J10:

— 140 mr oauH pa3 B 1eHb npu xporndeckoii ¢paze XMJI u OJIJT Ph+.

— 180 mr omunH pa3 B neHb npu no3gaux ¢azax XMJI (dasza akcenepanuu wiu O6JIaCTHOTO
kpu3a) i OJIJT Ph+.

Koppexyus 003v1 6cnedcmesue nobounvix s¢hgpexmos

Muenocynpeccus

[Tpn Mmenocympeccuu ciieqyeT YMEHbBIIUTh 03y, NMpPEpBaTh TEpalvio WM OTMEHUTH ee. B
ciiyyae  HEOOXOAMMOCTH  CIIEAyeT TPOBECTH  TPAHCPY3UIO  TPOMOOLMTAPHOW  WIIK
SPUTPOIUTAPHON Macchl. [Ipy  YCTOHYMBOH MHEIOCYNPECCHH BO3MOXKHO IPHUMEHEHHE
reMOTIOITUYECKHX (DAKTOPOB POCTA.

Tabnuna 1. Koppekius 10361 Ipy HEUTPONEHUH U TPOMOOIIUTONIEHNH Y B3POCIIBIX

Xponunueckas ¢gaza | AdcomotrHoe uucno |1.Cnenare nepepblB B J€UEHUU Ja3aTUHUOOM 10
XMIJI (navanmpHasi | HEHTPODUIOB JOCTUXKEHHST a0CONMIOTHOTO uHMciIa HeUTpodumon
no3a 100 mMr omme | <0,5%10%1  w/mma | >1,0x10%m u uncna TpomGorToB >50%10%/11.
pa3 B JICHb) YUCI0 TPOMOOLUTOB |2. BO30OHOBUTH Teparuio B MpexxHEH /103€.
<50x10%n 3.1lpu umcme TpomGommroB <25x10%nm  mmm
abCcomoOTHOM uncne HeiiTpodumos <0,5x10%m,
HaOMromaroniuxcst Oojee 7  AHEH, claenaTh
IepepplB B JIEYEHHMH M TOCJIE JIOCTHXKEHHUS
HCXOJHBIX TOKa3aTesiel Teparnio BO30OHOBUTH B
cHIKeHHOH no3e 80 Mr 1 pa3 B neHb (BTOpoi
snu3on). Ilpu HacTymjieHuu TpPeThero sMu3oAa
TPOMOOIIMTO-/HEUTPOTIEHUH Y MAIUEHTOB C BHOBb
BbIsIBIICHHBIM XMJI B XpoHumdeckoil (aze
cHWKaT a03y 10 50 mr 1 pa3 B gess. llpu
HACTYIJICHUM TPEThEro SIu307a TPOMOOIUTO-
/HEUTpOIIEHNH Yy TMAlMEHTOB C APYruMH (azamu
MUeNoJeKo3a M HaJIMYuu YCTOWYMBOCTU K
MPENLIECTBYIOLIEN Tepanuu JIPYTUMH
npenapatamMu  (BKJIouas HWMaTHHHO) Wi  ee
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Herepenocumoctn - “iipexpatiiaror | = Vitedénne
Ja3aTHHIOOM.
XMJI (B ¢aze | AbcomoTHoe uwmcio |1. YcTtaHOBUTH, 0O0yCJIOBJICHAa JM  IUTOICHUS
aKceJjepanuu WU | HeHTpohuioB JEUKO30M (acmupamnusi WM OHOICHS KOCTHOTO
omactHoro kpmsa) | <0,5x10%m  w/mmm | mosra).

51 OJI1 Ph+
(HavanmpHas ~ 1103a
140 mr 1 pa3 B
JICHB)

YHUCIO TPOMOOIIUTOB
<10x10%n

2.Ecain nurTomeHHMA HEe CBA3aHa C JIEHKO30M,
JICYCHHUE CJIeAyeT TpepBaTh 10 JTOCTHIKCHUS
abCcomoTHOrO Ymcaa Heiirpodunos >1,0x10%1 u
YHuCiia TPOMOOIIMTOB >20%10%1 ¥ BO30GHOBHTH

TEpAaIuIO B IIPEXKHEN J03€.

3.B cnydae peuuanBa LUTONEHHH CIEIYEeT CHOBA
yOeIUThCS B PUPOJIE IUTOIICHUN U BO30OHOBUTH
Teparnuio B CHUkeHHoU ao03e 100 mr 1 pa3 B AeHb
(BTOpOI 31m30a) win 80 mr 1 pa3 B aeHb (TpeTuit

AIU30/T).
4. Ecnu  BO3HHUKIIAA  I[UTOIEHUS CBs3aHa C
JICMKO30M, CJIEJyeT pacCMOTPETh BOMPOC 00

yBesnueHuH 10361 10 180 mr 1 pa3 B feHb.

[Ipr pa3BUTHHM TSDKEIBIX HETEMAaTOJIOTUYECKHX NOOOYHBIX 3()(eKToB 2 cTeneHu H BbIIIC
JICYCHHE TPUOCTAHABIMBAIOT O MCUYE3HOBEHHUS CHMITOMATHKH MoOo4yHOTrO 3¢ddexra mmm mo
YIYYIIEHUs! COCTOSHUS MalueHTa. JleueHne MO>XKHO BO30OHOBUTD B CHHIKEHHOM J103€.

Hezemamonozuueckue nobounvie s¢hchexmoi

[Ipy pa3BUTUM yYMEpPEHHBIX HEreMaTOJOTMYECKUX MOOOYHBIX peakuuil (2 creneHu) JeueHue
clelyeT NPUOCTAaHOBUTH JO TEX IOp, MOKA pEeaklds He pa3peliuTcs WIM HE BEpHETCS K
UCXOJIHOMY YpOBHIO. JleueHHe BO300HOBIIAIOT B IPEKHEH J103€, €ciaM 3TO MEepBbIM ciydait
00OYHOM peakIiy, NOcIe MOBTOPHBIX CIy4aeB PEKOMEHAYETCs CHI)KEHUE 103l 1a3aTUHHOA.
[Tpu pa3BUTHUHN TSAKEIBIX HETEMATOJIOTMUECKUX TOOOYHBIX 3PdeKToB (3 WK 4 CTENEeHN) JIeUeHHEe
MPUOCTAHABJIMBAIOT JI0 UCYE3HOBEHUS] CUMIITOMATUKU MOOOYHOTo 3((deKTa Wi 10 yIydlIeHHUs
COCTOSIHUSA NanueHTa. JledeHne MOKHO BO30OHOBUTH B CHI)KEHHOH J103€.

V¥ B3pocinbix nanueHToB ¢ XMJI no3y pexkomenayercsa cHusnuthb co 100 mr 1 pa3 B cytku 1o 80 mr
1 pa3 B cyTkH, a npu HEOOXOAUMOCTH JononHuTenbHO ¢ 80 mr 1 pa3 B cytku 10 50 mr 1 pa3 B
CyTKH. Y B3pocibIX nmanueHToB ¢ no3auumMu pazamu XMJI wim OJIJT Ph+, nonygaromux 140 mr
1 pa3 B cyrku, pekomeHayercs cHWkeHue 1o3pl 10 100 mMr 1 pa3 B cyTku u panee, eciu
notpedyetcst — co 100 mr 1 pa3 B cyrku g0 50 mr 1 pa3 B cyTku.

Hﬂeepaﬂbelﬁ 6blnom

B CJIyd4a€ OUArHoCTUKU IUJICBPAJIBHOI'O BBINIOTA JICUCHUC IIa3aTI/IHI/I6OM CJIeayeT npepBarb A0
06CJ'IGJIOBaHI/ISI ManmuceHTa W HWCUYE3HOBCHHA CHMIITOMOB HJIM BO3BpPAIICHHUA CTCIICHU UHX
BBIPAXKCHHOCTH K HMCXOAHOMY YPOBHIO. Ecmmu OIHN30J] HC KYINUPYCTCA B TCUCHUC IMPUMEPHO
OJIHOM HEACIIN, TO CIACAYCT paCCMOTPETh MPUMCHCHNUEC TUYPCTUKOB UJIIN KOPTUKOCTECPOHUIOB, NI
obeunx rpymnmn mnpernaparoB OJHOBPEMCHHO. ITocne pas3pcuicHud MNCpBOIro I3MKU30Ja CICAYCT

paccMOTpPETh BOIPOC O BO30OHOBJIEHUU TEpaNuu Ja3aTUHUOOM B paHee NMpUMEHSBLICHCS 103e.
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[Tocne pasperieHus: MOCIEAYIOMMX YU30/I0B, ,[a3aTI/IHﬁ ‘Eh%ﬂ?e%‘%%ﬁﬁé%ﬁ' Q %&{gﬁ%%hmx

no3ax. [Tocne pa3pemieHus Tskenoro (crernenu 3 win 4) 3mu30/a, Tpyu HeoOXOIUMOCTH JICUCHUE
MOKHO BO300HOBUTH B YMCHBIICHHOW J103¢ B 3aBUCHMOCTH OT Ha4allbHOM TSDKECTH
HE)KeNaTeJIbHON peakInu.

Koppexuus 0o3vl npu conymemeyrowem ucnoab308anuu un2ubumopos uzodepmenma CYP3A4

Crnenyer u3berarb COBMECTHOTO MPUMEHEHHS CHIIBHBIX HHTHOUTOpoB n3odpepmenta CYP3A4 u
CoKka rpeingpyra ¢ Aa3aTUHUOOM U MO BO3MOXXHOCTH BBIOMPATh AIbTEPHATHBHYIO TEPAIHUIO C
MUHHUMQJIbHBIM ~ CHIDKEHHEM akTHuBHOCTH u3odepmentra CYP3A4. Ecimu HeoOxoaumo
COMYTCTBYIOIIEE HCIOab30BaHue HHTHOUTOPOoB CYP3A4 m mazatuHuOa ciieyeT paccMOTPETh
YMEHBILIEHHUE J103bI MIOCIEIHETO:

— 40 mr nipu cyrouHoit no3e 140 mr;

— 20 mr npu cyrouHoit 1o3e 100 mr;

— 20 mr nipu cyrouHoi go3e 70 mr.

[Ipu wucnoms3oBanuu 103 60 Mr wumu 40 wMr, cregyeT paccMOTPETh BO3MOXKHOCTH
NPUOCTAHOBIICHHS JICYCHHUSI Ja3aTMHUOOM [0 NpPEKpalleHUs Tepanuu C HCIOJIb30BaHUEM
uHrnouropoB n3opepmenta CYP3A4. Bo3oOHOBIEHNE Tepanuy BO3MOKHO Yepe3 HEIEIIO 1MOciie
MPEeKpaIIeHHUS UCTIOIb30BAHMSI HHTUOUTOPOB.

[Ipenmonaraercs, 4To CHUXKEHHUE O3Bl OYAET AOBOAMTH IUIOMIA/Ib MO KPUBOH «KOHIEHTpALIUS-
Bpems» (AUC) no 3HaueHmit, Habmonaempix 6e3 nHrnoutopoB CYP3A4, ogHako KIMHUYECKHE
JlaHHbIE C MTOJI00HON KOppeKIUell 103bl OTCYTCTBYIOT. B cilyuae HENepeHOCUMOCTH CHUKEHHON
JI03bI, CleAyeT MpeKpaTUuTh mpuMeHeHue HHruoutopoB CYP3A4 wiaM npHOCTaHOBUTH
UCMOJIb30BaHUE Jla3aTUHMOA /10 TMpeKpalieHus NPUMEHEHHs HMHIHOMTOpoB. Bo306HOBIEHHE
npreMa Ja3aTHHUOa BO3MOXKHO Yepe3 HEeIENIo Mociie MPeKpalleHus IpueMa HUHTHOUTOPOB.

Oco0ble TPVIIILI TAIMEHTOB

Tlayuenmul noscunoco eospacma

Knunudeckn 3HaYMMBIX pa3nuyuil B (apMaKOKHMHETUKE Yy MOKHIIBIX MAllMEHTOB HE BBHISBJICHO,
MOATOMY KOPPEKITHUS J03bI HE TPeOyeTCsl.

Hapywenue ¢pynxyuu nevenu

Ja3zatuau® Merabonu3upyeTcsi TIaBHBIM O0pa3oM IME€YeHBbIO, MOITOMY IIpemapar cleayeT
HCIIOJIb30BaTh C OCTOPOKHOCTBIO y MAllMEHTOB C HApylIeHUEM (YHKIMH MMEYEeHH YMEPEHHOU U
TSDKEJION CTEIICHMU.

Hapywenue ¢pynxyuu nouex

[Toueunslit KIMpEHC Aa3aTMHMOA M ero MeTaboNIMTOB cocTaBisieT < 4%, MOITOMY KOPPEKIIUU

JI03bI IPU HapYIIEHHOW (YHKIIMU TIOYEK HE TpedyeTcs.
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eTH (MOCNEOQOBATENEHOCTEL 0003)

Pexomenoyemvie nauanvuvie 00361 Oazamunuba y Oemeti no nokazanusm XMJI Ph+ g
XpoHuueckou ¢haze unu enepsvie svisignentwviil OJLI Ph+:

Haznauenue 10361 npenapara OCYIIECTBISIETCS HA OCHOBAaHUU Beca peOeHKa, OJUH pa3 B JICHb
(yrpom wmnu Bedepom). Ilepepacuer 103bI JOJDKEH MPOBOAMTHCS KaxIble 3 Mecsla, MpH
HEOOXOUMOCTH — Yallle:

— 40 mr npu Bece ot 10 xr g0 Menee yem 20 Kr

— 60 mr npu Bece ot 20 kr 10 Menee yeM 30 kr

— 70 mr npu Bece oT 30 Kr 10 MeHee ueM 45 Kr

— 100 Mr npu Bece MUHUMYM OT 45 K.

[IpemapaT He pekoMeHJ0BaH AeTsaM ¢ Maccoi Tena menee 10 kr. o mokazanusm «XMJI Ph+ B
XpoHHYecKor (aze» u «Bnepsbie BbiiBieHHBINH OJIJI Ph+ B xoMOmMHammm ¢ XuMmuoTepamnuein
npenapat J{azHuOukc He ciieyeT Ha3HayaTh (IPUMEHSTh) Y IeTel B Bo3pacTe 70 3 JIeT B CBS3H C
HEBO3MOKHOCTBIO 00€CIIEUUTh pexuM J03upoBaHus. [1o ocTanbHbIM MOKa3aHUSM 0€30MacHOCTh
u 3(h(deKkTuBHOCTh Mpemapara y JeTeid B Bo3pacte 10 18 ner Ha JaHHBIA MOMEHT He
ycTaHOBJEHbI. J[aHHbIE OTCYTCTBYIOT. [10 OCTanbHBIM NOKa3aHUSIM Y AeTell B Bo3pacTe 10 18 ner
HE TPUMEHSETCS.

Tlosviwenue 003bi

B cnyuae oTrcyTcTBHS reMaTOI0rM4ECKOr0, IIUTONEHETUYECKOT0 TN MOJIEKYJISIPHOTO OTBETA MpHU
peKoMeHayeMOl HavaidbHOM go03e y mamueHToB ¢ XMJI Ph+ B Xponwmyeckoit ¢aze mpu
MEPEHOCUMOCTH TePANluy BO3MOXKHO YBEIMUEHHUE J103bI 1a3aTUHKOA J10:

— 50 mr nipu Bece ot 10 kr 10 Menee yem 20 kr

— 70 mr tipu Bece ot 20 kr 10 MeHee yem 30 kr

— 90 mr nipu Bece oT 30 Kr 10 MeHee ueM 45 kr

— 120 Mr npu Bece MUHUMYM OT 45 KT.

He pexomenayercst moBbIIeHHE 0361 MmanueHTaMm aerckoro Bospacta ¢ OJIJI Ph+, tak kak
JTa3aTUHUO NMPUMEHSIETCSI COBMECTHO € KypcaMu XUMUOTEpaIny.

Koppexyus 003vl 6credcmaue nobounvix sghgexmos

Muenocynpeccus

Tabmuna 2. Koppekuus 1036l Ipyu HEUTponeHUH U TpomOouuTonenuu y aeteit npu XMJI Ph+ B

XpOoHUYECKoH (aze

1. Ecnu uutoneHus: coxpaHsiercs MakcumanbHasi CyTo4Has 103a
Obonee 3 He#enp CieIyeT Hcxonnas IIepBuunoe [ToBTOpHOE
YCTaHOBUTH, OOYCIIOBJIEHA JIH J103a CHIDKEHUE JIO3bl | CHUIKEHUE J03BbI
UTONCHUSI JIEUK030M | Ta0jeTku 40 mr 20 Mr —
(acmpanuss  wnu - GUomCHS 60 mr 40 mr 20 mr
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KOCTHOTO MO3Ta). 70 e THCTTEDGREGT ENEHUC TG

2. Ecnu nuronenus He cBsI3aHa C 100 mr 80 mr 70 Mr
JICHKO30M, C/IeJlaTh IEePEePhIB B
JIEYEHUN  Ja3aTUHUOOM 10
JIOCTHIKEHMS a0OCOJIFOTHOTO

yucia HEUTpohUIOB
>1,0x10%x n qpclia
TPOMOOIIMTOB >75x10%m.

Bo3zo6HoBUTH ~ Tepamuio B
MPEKHEH WIM  CHUKCHHOU

no3e.

3.B cirydae penuauBa
IUTONIEHUH CIIEyeT CHOBA
y0enuThes B IIpupoie

[UTONECHNH (ACTIMPAlUsl WIIH
Ouorncus KOCTHOTO MO3ra) |
BO300OHOBHUTH  TEpalHI0 B
CHWKEHHOM J103€.

B cinydae mnosBaeHUs HEUTpONEHUM TpPEThel CTENEHH U Bbllle (WIM €€ MOBTOPHOIO
BO3HUKHOBEHHUSI) JICUEHUE J1a3aTHHUOOM JIODKHO OBITh TMPUOCTAHOBJICHO M MOXET OBbITh
BIIOCJICJICTBUM BO300HOBIIEHO B CHIIKEHHOW J03e. BpemeHHOe yMeHbIlleHHWEe A03bl IpU
MPOMEKYTOUHBIX CTETEHAX IUTONEHUH MOXKET HCIOJIb30BATHCS ISl YMEHBIICHUS CHMITOMOB
WIH YIIyYLIEHUS] COCTOSIHUSL.

[Tpy BO3HUKHOBEHUH T'€MaTOJOTHYECKUX MOOOYHBIX sBJIEHUM 1-4 Kacca y MalueHToB JAETCKOro
Bo3pacta ¢ OJIJI Ph+ xoppekuus 10361 HE pekOMeHyeTcs. B ciydae, eciu HEUTpOIeHUs U/UITU
[IUTOIICHHUS MMPUBOJAT K 3aJepKKe cienyromniero 6ioka tepanuu 0onee yeM Ha 14 nHel, neueHue
JA3aTHHUOOM CIIeIyeT MpepBaTh U BO3OOHOBUTH CO CJIEIYIONIETO OJI0Ka Tepanmuu B TOU K€ J103€.
Ecnn HelTponeHuss W/uiau TPOMOOLMTOINEHUS COXPAHAIOTCS, a CIEAYIOIUNH OJIOK JIeYeHUS
3aJiepKUBAETCs elle Ha 7 THEel, He0OXOJMMO MPOBECTH OLEHKY COCTOSHUS KOCTHOTO MO3ra Juis
OLICHKM HAINOJHEHUs KJIeTKaMM M TMPOLEHTHOIO COAEp)KaHUs OnacTHhIX KieTok. Ecmum
cojepxaHue Kietok MeHee 10%, cieayer MpUOCTAaHOBUTH JIEYEHHE Ja3aTMHUOOM 0 TeX Iop,
ToKa abCONIOTHOE YHCIIO HEHTPO(UIOB He JOCTHTHET 3HaueHus >500/mxi (0,5%10%m), mocne
Yero Teparnuio BO30OHOBIISIOT B CTaHAapTHOU no3e. Ecnu coxepkanue kietok Oosiee 10 %,
MOKHO PaCCMOTPETHh BO3MOYKHOCTb ITPOJOJIKEHHUS JICUECHUSI.

Hezemamonocuueckue nobounsie 3¢hdhexmot

VY maumenTtoB nerckoro Bozpacta ¢ XMJI Ph+ B xponuyeckoii ¢aze ¢ HEreMarolornyecKuMu
NOOOYHBIMHU PEAKIUSIMU CHUYKEHUE 03Bl JOJKHO MPOBOJIUTHCS aHAJIOTMYHO PEKOMEHJIAIUsIM,
NPUBEICHHBIM BBIIIE JUISI CHUDKEHUS J103bl IPU TeMATOIOIMYECKHX MTOOOYHBIX PEaKLIUsX.

[Ipy mosBIEHMH HEreMaToJOTHMYecKuX MNOoO0Oo4HbIX peakuuit y geteir ¢ OJUJI Ph+ cuenyer
CHIKaTh 103y Ha OJIMH YPOBEHb B COOTBETCTBUHU C PEKOMEHJALMAMH MO CHUKEHHIO J03BI JUIS

reMaToJIorM4eckux MOOOYHBIX peakuui (omucaHbl BbIIIE). 3a MCKIIOUYEHHUEM HapylIeHUH
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Tsokectn 'y nereit ¢ OJIJI Ph+ nedenue MOMWKHO OBITHh NMPUOCTAHOBICHO, U MOXET OBITh
BO300HOBJICHO B CHIKEHHOM J103€ TIOCJIC YMEHBIIICHUS TSDKECTH HEOIArompusTHRIX PEaKuid 110
< 1-# crenenu. Ecnu xoHIEHTpamus npsaMoro OmmupyonHa Oojiee 4eM B 5 pa3 BbIle BepXHEH
rpanunbl HopMbl (BI'H), Tepanuio oTMEHSIIOT 10 TeX MOp, oKa 3TOT MOKa3aTeib He BEPHETCS K
UCXOJHOMY YypPOBHIO WM TSOKECTh HEONArOMpUATHOW peakiuu HE YMEHBIIUTCS JI0
< 1-ii crenenu. Ilpu noseimenun axtuBHOCTH ACT/AJIT Gomee BI'H B 15 pa3z rtakxke
HeoO0XouMa MPUOCTAHOBKA TEPANUU J0 BO3BPAIICHUS K UCXOJHBIM 3HAYCHUSIM WM CHIKEHUS
TSOKECTH HEOJaronpuaTHON peakuuu a0 <1-i crenenu. [Ipu penmaube moI00HBIX HApyIICHUM
(GYHKIIMM TICUEHU TOCIe BO30OHOBJICHHS TEpamuy Ja3aTHHUOOM J03y IMpernapara CleayeT
CHU3UT.

Cnoco6 IIPUMCHCHUA

[Tpenapat /a3HHOMKC NpeaHa3Ha4yeH Juld [IpUeMa BHYTPb, B OJHO M TO kK€ BpeMs (yTpoM WIn
BEYEPOM), HE3aBUCHMO OT IIPUEMa MUIIIH.

TabneTku, TOKPBHITHIE IUICHOYHOW OOOJIOYKOM, HENb3sl HM3MENbYaTh, JEIUTh Ha YacTd U
pa3KeBbIBaTh; CIEAYET MPOIaThiBaTh LEIUKOM Ul 00eCleYeHnsl OCTOSHCTBA JO3UPOBAHUS U
C LEJIBI0 MMHMMM3ALMU PUCKA YPECKOKHOTO BO3AEHCTBUA Npenapara. He cienyer pacTBopsTh
Ta0JIETKU, MOKPBIThIE IJIEHOYHONW 00O0JIOUKOM, B BOJE, TaK KaK y IMallMEHTOB, MPUHUMAIOLINX
pacTBOPEHHYIO B BOJE TalJIETKy, BCACBIBA€TCS MEHbILIEE KOJMYECTBO IIpernapara, 4eM Yy
HAlMEHTOB, KOTOPbIE MIPOTIAThIBAIOT TAOJETKY LIETUKOM.

[Tpuem mnpemnapara Jla3HMOMKC He clieayeT codeTaTb C ynorpeOieHuem rpeindpyra wim
rpeindpyToBoro coka.

4.3. TIpoTHBOMOKA3aHUSA

['MnepuyyBCTBUTENBHOCTh K Ja3aTMHUOY WJIM K JIIOOOMYy M3 BCIOMOTAaTEIbHBIX BEIIECTB,
NEepeYnCIIeHHBIX B pa3zene 6.1.

4.4. OcoOble yka3aHHSl M Mepbl IPEJO0CTOPOKHOCTH NPH NIPUMEHEHU U

Muenocynpeccus

[Ipu neyeHuu na3aTUHUOOM MOTYT BO3HUKATh TsDKeNble TPOMOOLIMTONEHUS, aHEeMHs U
HelTpornenus. Yarie oHM PerucTpUpYIOTCs y NaleHToB ¢ no3anumu ¢gazamu XMJI unu OJIJT
Ph+, uem y nanueHTOB ¢ XpoHuueckoi ¢azoit XMJIL.

[Tpu MoHOTEpanuu Aa3aTMHUOOM B3pPOCIHBIX HAlMeHTOB ¢ nmo3gHumu ¢azamu XMJI wim OJUJT
Ph+ momHBII KIMHWUYECKWHA aHaIM3 KPOBHM HEOOXOIMMO TIPOBOJAUTH EXKEHEICNbHO Ha
IIPOTSKEHUM NEPBBIX 2 MECSLIEB, a JaJIee EXEMECSIYHO WM N0 KIMHUYECKUM MTOKa3aHUAM.

VY B3pocnbix mamueHToB U jaeret ¢ XMJI Ph+ B xponuueckoit ¢asze MOJHBIN KIMHUYECKUN

aHaJIN3 KPOBHU CJICAYCT MPOBOJUTH KaXXIbIC IBC HCIACIN IICPBBIC 12 HEACIDb JICUCHHA, 3aTCEM
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dazamu XMJI unu OJIJI Ph+ npu MoHOTEpanuu 1a3aTHHUOOM aHaJIN3 KPOBH CIIEIyeT OBTOPSTh
€XKCHEJENBHO IIEPBbIE JIBA MeECsALA JICYEHUS, 3aTEM — EKEMECSYHO WIM IO KIMHUYECKUM
nokazanusiM. [Ipu nedenun npereir ¢ OJIJI Ph+ komOuHanme#t nazatuHnOGa U XMMHOTEpaINuu
HOJHBIA KIMHUYECKHH aHalnu3 KPOBU CJENyeT IPOBOJIUTH Iepes] HayajJoM KaxkIoro Osioka
XUMHOTEpAlMM M 10 KIMHUYECKUM II0Ka3aHWsAM. BO Bpems KypcoB XUMHOTEpalMM aHaIU3
KPOBH HEOOXOJMMO MOBTOPATH Ka)K/ble BA JHS O BOCCTAHOBJICHMS IOKa3aTeliel. YTHETeHHE
KOCTHOTO MO3ra 0OBIYHO 00OpaTUMO M MPOXOAUT NMPHU BPEMEHHOH OTMEHE WM CHIDKEHHH JI03bI
nazaTuHnoa.

Kposomeuenus

VY nanueHToB ¢ xpoHnyeckoi (azoit XMJI, momyyaBmuX Aa3aTUHUO CITydanuch KPOBOUBIHSIHUS
3 wim 4 crenenu. Y namueHtoB ¢ no3gHumu (azamu XMJI umm OJUJI Ph+ Obutn otmeueHs
CJIydau TSKEJIbIX KPOBOM3JIUSHUM B LIEHTPAJIbHYIO HEPBHYIO CHCTEMY (B TOM 4yHcCiie (aTaibHbI).
Tsoxenple xKenya0YHO-KUILEYHbIE KPOBOTEUYEHNU 3 WK 4 CTEeNeHN OTMEUYEHbl y 4 % ManueHToB ¢
no3gaumMu pazamu XMJL. [lpu TSOKETBIX JKEITyZOYHO-KHIIEYHBIX KPOBOTCUCHHSIX BPEMEHHO
[IPUOCTaHABIMBAIOT TEPAIIMIO U IPUMEHSIOT reMoTpaHcy3uto. [pyrue Tsxenble KpOBOTEUEHUS
3aperucTpupoBanbl y 2 % nNanueHToB. DBOJBIIMHCTBO Cily4aeB KpPOBOTEUEHMM CBS3aHBI C
Tsokenol  TpomOouuronenueil. Ilpenapatsl, uHruOupyromme GyHKIMM TPOMOOLMTOB, U
AQHTUKOATYJISIHTHI CIIEAYET IPUHUMATh C OCTOPOKHOCTBIO.

3aoeporcka Hcuoxkocmu

[Ipu mnpueme na3zatuHNOa MOXKET HaOMIOAATbCA 3aJepkKKa KUAKocTH. Cpenu B3pOCIBIX
NalMeHTOB C BrepBble BbisBIeHHbIM XMJI Ph+ 3amgepikka KHAKOCTH TSDKETIOH CTEleHH
HaOmroanack y 5 % manueHToB.

V¥ B3pociabix ¢ BrnepBble BbIsiBIeHHbIM XMJI Ph+ npu pesncreHTHOCTH K MMaTUHUOY WM €ro
HENEPEHOCUMOCTBIO 3a/IepKKa JKUIKOCTH TsKenol cteneHu (3 u 4) Oblia 3aperucTpupoBaHa y
6 %. YV B3pocibIX manueHToB ¢ mo3auumu (azamu XMJI unun OJIJT Ph+ 3agepikka ®uaKocTH
TSOKENIOW creneHM HaOmonanack B 8 % ciyyaeB, BKJIOYas BBIPAKEHHBIN IJIEBPAIBHBIA U
nepuxkapauanbHbIi BoIIOT y 7 % u 1 % mainueHToB, cOOTBETCTBEHHO. BhIpaykeHHBIH acUUT U
reHepaIM30BaHHbI OTEK pa3BWINCh Yy MeHee ueM 1 % ManueHTOB C PE3UCTEHTHOCTBIO K
uMatuHuOy. Y 1 % manueHToB ¢ pe3UCTEHTHOCThIO K MMAaTUHUOY 3aperUCTPUPOBAH TSXKEIIbINA
OTEK JIETKHUX.

[Ipy mnosIBIEHHMH OJBIIIKK, OOMM B TPYIHOM KJIETKE WM CYXOro Kauuisi HeoOXoauM
PEHTTE€HOJIOTUYECKUN KOHTPOJIb OpPraHOB TPYAHOW KIETKU. 3alepikKa >KUIKOCTH OOBIYHO
KYIIUPYETCs NPU NMPUMEHEHUU MOAIEP KUBAIOIIECH TEpaluu C BKIOYEHUEM AUYPETUKOB WIH

KOpPOTKOI'0 KypCa TJIFOKOKOPTUKOCTCPOUIOB. HpI/I BBIPAXKCHHOM  TIJICBpAJIbHOM  BBIIIOTC
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NAlMEHTOB, IPUHUMAIOLIUX [IpenapaT /1Ba pa3a B CyTKH.
Takue mnoOouHble AP(GEKTH Kak 3a7epKKa >KUIKOCTH, OJBIINIKA, OBICTpas YTOMIISEMOCTb,
IUIEBPAJIbHBIA BBINOT, KallleJdb, KPOBOTEYECHHS B HIXKHHUX OTHENaX KEIYyJLOYHO-KMIIEYHOIO
TpaKTa, HapyIICHUs alIeTUTa, B3LyTUE KUBOTA, TOJIOBOKPYKEHHUE, NIEPUKApAUAJIbHBIN BBIIOT,
3acTOiHas cepJieyHas HEIOCTAaTOYHOCTh, CHI)KEHHE BeEca, 4Yallle BCTPEYAlOTCS y NallMEHTOB
cTapiie 65 JeT, Mo3TOMY cieyeT 00eCIIeYnTh TIIaTeIbHOE HAOII0AeHUE 32 MAlUeHTaMH TaHHOK
BO3PAacTHOM TPYIIIIBI.

Yonunenue unmepsana QT

VY anmunenue unrepsana QT nabmoganock MeHee yeM y | % manueHToB ¢ BIEPBbIC BHISIBICHHBIM
XMJI Ph+ B xponunueckoii (ase, mosyyaBmux Aa3aTUHUO, IPU 3TOM YAJIUHEHHE COCTaBHIIO B
cpennem 3,0 mc. Yanunenue unrepBana QT mpu jgedeHun na3atuHuOOM HabIOgaN0Ch Y Oonee
yeM 1 % maunueHTOB ¢ PE3UCTEHTHOCTBIO MM HENEPEHOCHMMOCTBIO Tepanud HMaTHHUOOM.
JlazaTuHuO ciieyeT UCIoib30BaTh C OCTOPOKHOCTHIO Y MAIIMEHTOB C YAJIMHEHHBIM UHTEPBAIOM
QT wmnm ¢ pUCKOM ero yJIMHEHHs (THIIOKAIMEMHsI, THIIOMarHueMHus, BPOXKIECHHBIA CHHIPOM
yanuHenHoro QT wuHTepBasia, Tepamus aHTHAPUTMHYECKMMU W JIPYTMMH IIpenaparamy,
CHOCOOHBIMU  yANUHATH uHTepBan QT, mnpeamecTByromas Tepanus BbICOKUMH J103aMU
AHTPaUUKINHOB). Jl0 Ha3HAUEHHUs Ja3aTUHUOA CIEeIyeT IPOBECTU KOPPEKLHUIO THIIOKAIUEMUH U
TUIIOMarHUEMHUH.

Hapywenus co cmoponul cepoeuno-cocyoucmoti cucmemsi

VY manueHToB ¢ 3a00JE€BaHUSMU Cep/lla B aHAMHE3€ MJIM PUCKOM UX Pa3BUTHUS CPeH MOOOYHBIX
peakuuii yamie, yeM y APYTHX Tpynn, oOHapyXHBaJIUCh HAapyLIEHHUS CO CTOPOHBI CEpAEUHO-
COCYAMCTOM CHUCTEMBbI (3acTOiHas cepJedHas HeIO0CTaTOYHOCTh/CepJeuHas IuChyHKIuS,
NEepUKapIUAIbHBIA BBINOT, apUTMHMs, OLIYIIeHUEe cepiauedueHus, ymmHeHue uutepBana QT,
UHpapKT MUOKapaa (B T.4. € JIETaJbHBIM UCX0A0M). BBUaY 3TOr0 y qaHHOM rpynnsl ManueHToB
HEOOXOJUMO TILATEIbHO KOHTPOJIUPOBATH MapaMeTpbl CEpPAEUYHON IESATENIbHOCTH C LENbI0
BBISIBJICHUS U, TP HEOOXOJUMOCTH, KOPPEKIMH BO3MOKHBIX MOOOYHBIX PEaKIUi CO CTOPOHBI
CepAEYHO-COCYTUCTOI cucteMsl (00Jb B TPYy/IH, 3aTPyIHEHHOE JbIXaHue, NoTooTAeNeHue). [lpu
pPa3sBUTHUN HEXEJATENIBHBIX SIBICHUH CO CTOPOHBI CEPAECUYHO-COCYJUCTOW CHUCTEMBI JICUEHHE
[IpernapaToM CieayeT MPUOCTaHOBUTh. BO30OHOBIEHNE JIeUeHN BO3ZMOXKHO TOCJIE BBITTOJIHEHUS
(GYHKIIMOHAIBHOW OIIEHKH: UCXO/AHAs J103a MPU CIa0bIX/yMEPEHHBIX HEXEIaTeNbHbIX PeaKIUsIX
(< cTeneHsp 2), CHUKEHHUE J103bI IIPU TSHKEIBIX HEXKENATENbHbBIX PeakuusaxX (> cTeneHb 3).
Jlecounas apmepuanvras 2unepmensus

Jlerounas aprepuanbHas runepteHsus (JIAIY), moaTBepkaeHHast MPU MOMOIIY KaTeTepU3alUU

MpaBbIX OTJEJIOB CEpIla, MOXKET HAOII0JAThCA KaK B XOJE JICUEHHUs Ma3aTHHUOOM, TaK W TIO
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U OJHOBPEMEHHOrO0 TpHeMa JApYruX JIeKapCTBEHHBIX IMpenaparoB. Jlo Havama JedyeHus
Ja3aTUHUOOM CIIeZIyeT MPOBECTH OOCIEIOBAaHWE MAIMEHTA C IEIbI0 BBISIBICHUS BO3MOXKHBIX
MIPU3HAKOB U CUMIITOMOB 3a00JieBaHUM cepala u JierkuxX. Ecnu B Xoze eyeHus 1a3aTHHUOOM y
ManueHTa OTMEYAIOTCS OJIBIIIKA WM yCTalI0CTh, HEOOXOAUMO MCKIIIOUUTH Hanboliee TUITHYHYIO
ATHOJIOTHUIO, BKIIIOYAs IJICBPATBHBINA BBIIIOT, OTEK JIETKUX, aHEMHUIO M HAJM4YHe MHPWIbTpaTa B
aerkux. [Ipu 3TOM HEOOXOIMMO YUHUTHIBATh PEKOMEHIALNH, JaHHBIE B pasaene 4.2 s ciaydaes
pa3BUTHS  HETEMATOJOTMYECKMX  IMOOOYHBIX  pEaKIHil: [pu  pa3BUTHH  TSDKEIBIX
HEreMaToJIOTUYECKUX MOO0OYHBIX 3 (HEKTOB JeueHUEe NPUOCTAHABIMBAIOT JI0 HCUE3HOBEHUS
CUMITOMATUKH MOOOYHOTO 3P PeKTa WIH 0 YIYUIICHUS COCTOSHUS IMAIlUeHTA.

Eciu B mporecce obcnenoBaHus TalMeHTa HE ObUT TOCTaBICH JPYroWl AWArHO3, CIEAYET
NPUHATH K paccMoTpenuto auaros JIAI'. B cinyuae noareepxaenus JIAI' y nanuenTa jieueHue
a3aTUHUOOM TpeKpalialT 0e3 MOCIeAYIOIIero BO30OHOBIEHHS, 00ECIEUHB IOCIETYIOIINN
KOHTPOJIb COCTOSIHUS TTAIMEHTA B COOTBETCTBUU CO CTaHAPTHBIMH PEKOMEHIALIUSIMHU.
Tpombomuyeckas MUKpoaneuonamus

[Ipumenenne mHrHOMTOpOB THpOo3MHKMHA3bI BCR-ABL Obu10 cOmpspkeHO ¢ TPOMOOTHYECKOM
mukpoanruomnarueit (TMA), B TOM unciie UMEIOTCS OTYETHI O TaHHOM HEXKeNaTeIbHOM SIBIICHUU
y MAIHEHTOB, MOJYYAIONINX TEPANUI0 1a3aTHHUOOM. B ciydae, eciu y MarueHTOB Ha TEparuu
a3aTUHUOOM OyAyT BBISBICHBI JIA0OPATOPHBIC WM KIMHUYECKHE NpuzHaku TMA, mpuem
mpernapara clieflyeT MpepBarh, 3aTeM MPOBECTH TIIaTeIbHOE oOcieaoBaHue Ha npeamer TMA,
BKitouasi orneHky aktuBHocTH ADAMTSI3 u onpenenenue antu-ADAMTS13-anturen. He
clieIyeT BO30OHOBIIATH TEPANUIO B CIIy4ae MOBBIIIICHHOTO YpoBHS aHTH-ADAMTS13-antuTen B
COUYETaHWH ¢ HU3KOW akTHBHOCThI0O ADAMTS13.

Peaxmusayusa eupyca cenamuma B

WNuruburopsl THpo3uHkrHa3sl BCR-ABL cBs3bIBaloT ¢ peakTuBanuedl Bupyca remnatura B
(BI'B), enuHunuHbIe cay4yau ONuMcaHbl Ui Ja3aTuHUOA. B HeKoTophIx ciydasx peaktuBaius BI'B
IpU NPUMEHEHUU IPYruX HHrubutopoB THpo3uHkuHa3bl BCR-ABL npuBoauia k pa3BUTHIO
OCTpOM MEYEHOYHOW HEIOCTATOYHOCTH WU (yJIbMUHAHTHOTO TeNaTUTa, a B MOCIEAYIOIIEM — K
nepecajike NeYEH! WIN JIETaJTbHOMY UCXOMY.

[lepen HauanoMm Tepamuu Ja3aTUHUOOM JTOJKEH MPOBOAUTHCS CKPUHUHT Ha Hanuuue BI'B. [{ns
MAIMEHTOB, UMEIOIINX MOJIOKUTEIbHBIE CEPONIOTHUECKUE TPOOBI, PEKOMEHYeTCsl KOHCYTbTAIIHs
ClienaincTa, uMerolero onsIT Jieuenuss BI'B. ¥V mauuentos-nocureneit BI'B, Hyxnarommxcs B
JedyeHUn uHruOutopamu  THUposuHkuHa3el BCR-ABL, HeoOxonumMo  KOHTpPOJIMPOBATH
KIMHUYECKHEe M J1adopaTopHble TMoka3aTenu akTtuBanuu BI'B Ha mpoTsHKeHUW Tepanuud W

HCCKOJBKO MCCAIICB ITOCJIC €€ OKOHYAaHU . I[J'ISI MNanucHTOB C PCAKTUBHUPOBAHHBIM BI'B Ha (I)OHC
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BI'B.

Cunopom auzuca onyxonu

Beuln  3aperucTpUpoBaHBl CllydaW pa3BHTHS CHHIPOMA JIM3UCA OIYXOJIH Y HAalUCHTOB C
PE3UCTEHTHOCTHIO K MPEALICCTBYIOLICH Tepanuy WMAaTHHUOOM, MTPEUMYLIECTBEHHO Ha MO3JHUX
craausax 3abosneBaHus. BemencTBre BO3MOXKHOCTH Pa3sBUTHS CHHIPOMA JIM3UCA OIYXOJH Iepes
HAYaJIOM JICYEeHUS 1a3aTHHNOOM He0OXOAMMO MOAICPKUBATH AICKBATHBIM YPOBEHb T'MIpATAIIH,
IPOBOJUTh KOPPEKLUHUIO YPOBHS MOYEBOW KHCIOTHI ¥ KOHTPOJIHPOBATH COJEpPIKAHHE
ANIEKTPOJIUTOB B IUIa3Me KpoBH. [TallMeHThI Ha MO3HUX CTAAMAX 3a00JICBAHUS U/UITH C BBICOKOI
OIyXOJICBOW HArpy3Kol HaxXOJSTCs B TPYIIE BBICOKOTO PHCKA, IO 3TOM NPHUYMHE OHH
HYX/Ial0TCs B 00Jiee yacToM 00CiIeI0BaHUY.

BausHMe Ha pOCT M pa3BUTHE JIETSH M ITOJPOCTKOB

B xnuMHMYECKMX MCCIENOBAaHUAX IPU JICYEHUU JE€TEH C BIEPBBIE BBIABICHHON XPOHUYECKON
¢azoit XMJI Ph+ wim npu pe3ucTEHTHOCTH/HETIEPEHOCHMOCTH MMAaTHHUOA 10 MEHbBIIEH Mepe
yepe3 JBa Toja IOcCle OKOHYaHWs JieueHus y 4,6 % ManueHToB HaAOIIOJAINCh MTOOOYHBIC
SIBJICHUS, CBA3aHHBIE C POCTOM M PAa3BUTHEM KOCTEH (BKJIIOYAsl Cllyyau 3aMeAJICHHUs] MHBOJIIOLUU
snudu3a, OCTEONEHUH, 3aMeIUIeHHs pOCTa, TMHEKoMacTuu). MHTreprperanus pe3yibTaToB
3aTpyZiHEHAa B BHJY KOHTEKCTa XPOHHMYECKOTO 3a00JIeBaHUS W TOMICKUT JOJITOCPOUYHBIM
HaOmroeHusiM. B umccnenoBaHuax mpu JiedeHMH mneguarpuueckux namueHtoB ¢ OJIJI Ph+
Ja3aTUHUOOM B KOMOMHAIIMM C XHMMHOTEpaluel MakcuMyMm 2 rojia CIyCTs IOCIE JIeYEHUs
OTMEYEH cllyyail MOOOYHBIX SIBIEHUH, CBA3aHHBIX C HAPYLICHUSIMHU POCTA U PA3BUTHUS KOCTEH.
IIpouue

[Tpu moBBILIEHUN YPOBHS TpaHCaMUHA3 WIM OMIMpyOMHA clieAyeT YMEHBUIUTh 03y Ipenapara
VI IPUOCTAHOBUTD €I0 IIPUEM.

ITpy pa3BUTHM TMNOKAIBLIUEMUU COCTOSHHE KOPPEKTHPYETCS MPUEMOM BHYTPb IIpENapaToB
Kanplus. Bo Bpemsi jedeHHs M B TE€YEHHE MHUHUMYM 3 MECSIEB IOCIE U MYXYMHAM, U
JKEHIIMHAM HeoOXOJUMO HCII0JIb30BaTh HAJEKHbBIE METOAbl KOHTpauenuuu. Ecaum Bo Bpems
JeYeHHs Aa3aTHHUOOM HacTynuja OepeMEeHHOCTb, WM €CIIM CTal0 W3BECTHO, YTO Mpernapar
UCIIOJIb30BAJICS BO BpeMsi OEpEMEHHOCTH, ClIeyeT HEMEUIEHHO MPOUH(OPMUPOBATh MALUEHTKY
0 BO3MOXKHOM pucke ans minona. [Ipu npueme nazarnHnOa ObUIM OTMEUYEHBl WHIUBUAYAJIbHbBIE
ClIydal BO3HUKHOBEHHS TSKENbIX IMOOOYHBIX PEaKIHH, MOPa)KAIOUMX KOXY U CIU3UCTHIE
000J10uKH, B TOM uucie cuHapom CtuBeHca-J[KoHCOHa U MHOroopMHOM 3puTeMbl. B ciydae
HOSABICHUS TakUX MOOOYHBIX A(PQEeKTOB BBHIY INpuUeMa IMpernapara, JeueHHe MpenapaTomMm
Jla3HnOmuKc He0OX0AMMO PEKPATUTD.

BcnoMorarensHble BEIECTBA
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HACJIC/ICTBEHHON HEMEPEHOCHMOCTBIO TaJIaKTO3bl, NE(UIIMTOM JIAaKTa3bl JIOMAPEH WM TIHOKO30-
raJIakTO3HON MallbabcopOIHel He clieAyeT MPUHUMATh 3TOT Mpemnapar.

45. B3aumopgeiicTBHe C JPYIrMMH JIeKADCTBEHHbIMH NpenapaTaMH H [pyrue BHIbI
B3aNMOJAEHCTBUSA

HDeHaDaTBI, KOTOPBIC MOT'YT MMOBHINIATh KOHICHTPAIIUIO I[a3aTI/IHI/I6a B 1j1a3M€ KpOBH

Hazatunu6 sisercs cyocrparom n3opepmenta CYP3A4. Muruburtopst nuzodpepmenta CYP3A4
(HampuMep, KETOKOHA30J, HWTPAaKOHA30Jl, OJPUTPOMHIMH, KIAPUTPOMHUIMH, PHTOHABUP,
aTa3aHaBHp, WHAWHABHP, HEJI(UHABUDP, CAKBHHABUD, TEIUTPOMHIUH, TPEUNI(PYTOBBIA COK)
MOTYT TIOBBIIIATh KOHIEHTPAIHMIO Ja3aTHHHOA B IJIa3Me KPOBH, MO3TOMY CIEIyeT M30eraTh ux
COBMECTHOTO TPUMEHEHHUS C Ja3aTMHUOOM. [lamueHThl, y KOTOphIX He ypaaercst u30exarhb
CHUCTEMHOI0 IpreMa MolHoro uHruouropa nzopepmenta CYP3A4, nomkHbl HAXOIUTHCS MOJ
TIIATEIbHBIM HAOIIOJCHUEM JJIS1 CBOEBPEMEHHOTO BBISIBICHUS IIPU3HAKOB TOKCUYHOCTH.

HpenapaTH, KOTOPBIC MOTYT MOHMXXAaTh KOHIICHTPAINIO I[a3aTI/IHI/I6a B 1j1a3M€ KpOBH

HNunyxrops! m3odepmenta CYP3A4 MoryT CHIKATh KOHIEHTPAIMIO Ja3aTHHNOA B TUIA3Me.
Crnenyet u3berarb COBMECTHOTO NMPUMEHEHHS MOIIHBIX HHIYKTOpoB n3opepmenta CYP3A4 c
nazatuauooM. [lamumentam, npuHuUMaromuM HHIYKTOpel u3odepmenta CYP3A4 (mampumep,
JeKcaMeTa3oH, (EeHHTOWH, KapOamasenuH, pudaMnuiuH, Q(eHodapOuTal WK Ipernaparsl
3Bepobost mpoabipssiacHHoro (Hypericum perforatum), BMecTo 3THX TmpenapaToB CIlEayeT
Ha3HayaTh Mpenaparel, He obOnagatoniye (Wi o6iafarolue B MUHUMAIBHON CTENEHH)
CHOCOOHOCTBIO MHIYLIUPOBATh 3TOT U30(PEPMEHT.

Aumayuovl (npenapamol, cooepicawjue arOMUHUA 2UOPOKCUO/MACHUSA 2UOPOKCUO)

Ecnu anTanmmel He0OXOIMMBI, pEKOMEHYeTCsl UX MPUHUMATh HE MEHEee 4eM 3a 2 4aca J0 WU
yepes 2 yaca rociie npuemMa aa3aTuHuoa.

broxamopur Hz-eucmamunoguix peyenmopog u uHeUOumopsbi NpOmMoHHOL NOMNbL

JinTensHOE  TIOAABIICHHE  CEKPEUMH  KHCIOTHI  JKEIYJAOYHOTO  COKa  OJIOKaTopamu
Ho-rrcTaMUHOBBIX pelenTOPOB M HHTHOMTOPAMHE IMPOTOHHOW MOMIIBI (HanmpuMep, GaMOTHANHOM
¥ OMETIPa30JI0M) MOXKET MPUBOJUTH K CHIKEHUIO KOHIIEHTPAIlMU Aa3aTHHHUOA.

CoBMecTHOE NMPUMEHEHHE 3TUX INpernapaTroB W Ja3aTMHHOa He pekoMeHayeTcs. B kauecTBe ux
aJTbTEPHATHBBI MOXKHO HCIIOIH30BaTh aHTAIU/GI (32 2 Yaca A0 WM depe3 2 Jaca Tociie mpruema
Ja3aTUHU0A).

Bausnue I[a3aTI/IHI/I6a Ha JpYruc JCKapCTBCHHBIC ITPCIIapaThl

Hazatunu6 sBusercs uHruouropom wuszodpepmenta CYP3A4, mosTomy ero coBMECTHOE
npuMeHeHne ¢ cyocrtparamu m3odepmenta CYP3A4 Moxer ycWIHTh JEHCTBHE JTaHHOTO

cyoctpara. Cyoctpatsl n3odepmenta CYP3A4 ¢ y3kuM TeparneBTHYCCKUM JTHANIa30HOM, TaKHe
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XUHUJMH, CUPOJIIUMYC, TAaKPOJIUMYC U aJKAJIOHJIBI CIIOPBIHBU (3PrOTaMMH, AUTHUAPOIPTOTAMUH)
CJIEZyeT UCIIOIb30BaTh C OCTOPOKHOCTHIO Y MAIIUEHTOB, MOJyYarOIIUX Ja3aTHHUO.
4.6. @epTHIBHOCTb, 0EPEMEHHOCTDb U JIAKTAIIUSA

JKeHIITUHEI ¢ IETOPOIHBIM ITOTSHITUAIIOM (KOHTDaHCHHI/ISI Y MYKXYMH U }KCHIHI/IH)

My>K4MHBI U )KEHIIUHBI IETOPOIHOTO BO3PACTa, BEAYIINE MOJIOBYIO KU3Hb, BO BpEMsl JICUCHUS U
B TCUCHHE MHUHUMYM 3 MECSIEB IIOCIE JOJDKHBI HCIOIb30BaTh A((HEKTHBHBIE METOJbI
KOHTpaIEHI1H.

bepemeHHOCTD

[lo pe3ynbrataM MOCTPETrUCTPALIMOHHBIX HMCCIEIOBAHUM OTMEUYEHO, YTO MPUMEHEHHE
Jna3aTUHUOA BO BpeMsi OEpPEeMEHHOCTH MOXET MPUBOAWTH K CaMOIPOHM3BOJIBLHOMY abopTy, a
TaKKe BBI3bIBATh AHOMAJIMU PA3BHTHS IUIOJAa W HOBOPOXACHHBIX. Ecimm OepeMeHHOCTh
HACTYIWJIa BO BpeMs JICUeHHUs Ja3aTUHHUOOM ClieyeT HEMEIJIEHHO MPOUH(POPMUPOBATH
MAalMEeHTKY O BO3MOKHOM PUCKE JIJIs TIJI0/1A.

JlakTaims

HmeroTcss HeIOCTaTOYHBIE/OTPAHUYECHHBIE JaHHbIE O BBIACICHUU Ja3aTHHHOA C TPYAHBIM
MOJIOKOM Yy  4eJOBeKa WM  KUBOTHbIX. DHU3UKO-XUMHUYECKME UM  HMEIIIUecs
(dapMaKoIMHAMUYIECKIE/ TOKCUKOJIOTUIECKIE JaHHBIC 10 Ja3aTHHUOY YKa3bIBAIOT HA TO, YTO
npenapar BBIACISECTCS ¢ TPYAHBIM MOJIOKOM, M3-3a YETO HEeJb3sl UCKII0YaTh HAIMYME PUCKA JIJIs
MJIaJleHIIla Ha TPpYyJHOM BCKapMiMBaHUM. B rmepuon nedyeHus ma3aTUHHOOM TpyaHOE
BCKapMIIUBaHUE CIEIYET IPEKPATUTh.

DdepTUabHOCTD

B uccrnenoBanusx Ha JKMBOTHBIX Ja3aTUHUO HE BIUSI Ha GEPTUIHLHOCTH CaMIIOB U CAMOK KpBIC
(cM. pazzen 5.3). Heobxoaumo mpeaynpexaarh NaueHToB MY KCKOT0 M0Jla COOTBETCTBYIOLIETO
BO3pacTa O BO3MOXKHOM BIMSHUM Ja3aTUHMOAa Ha (EepTHWIBHOCTh, NPU 3TOM BO3MOXKHO
noTpedyeTcsi pacCMOTPETH BOIPOC O KOHCEPBALIMU CIIEPMBI.

4.7. BJausiHMe HA CIIOCOOHOCTH YNPABJATH TPAHCIOPTHBIMH CpPeCTBAMH U padoTath ¢
MeXaHUu3MaMH

HccnenoBanuii o BIMSHUIO MIpenapara Ha COCOOHOCTh K BOXKJICHHUIO M YIIPABICHUIO TEXHUKOMN
HE MPOBOAMIOCH. ECiu ManmueHT OTMEYaeT CBS3aHHbBIE C JICUEHHEM CHUMIITOMBI, Takue Kak
TOJIOBOKPY)KEHHE U HapYyIIECHUs 3pEHHs, BIMSIONINE HAa €ro CIOCOOHOCTh K KOHLEHTPALUU U
OBICTPOTY pEaKLMu, PEKOMEHJIyeTCsl OTKa3aThCs OT YNPABJICHUS aBTOMOOMIIEM U BBINOJHEHUS
NOTEHIMAJIBHO OINACHBIX BHUAOB JEATEIBHOCTH, TPEOYIOUIMX MOBBIIIEHHOW KOHIEHTpAlUu
BHHUMAaHUS U ObICTPOTHI ICUXOMOTOPHBIX PEAKIH.

4.8. HexenatejbHbIe peaKIuu
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(NOCNEQCBATENEHOCTE 0003)

Pesrome mpoduist 6e3onacHoOCTH

VY GOJBIIMHCTBA B3POCIBIX MAIMEHTOB HEXEIAaTeIbHbIC PEAKIUU ObUIH MPEXOAALINMH, JICUCHHE
Ja3aTHHUOOM OBLIO MPEKpAIIeHO M3-3a HeXKENATENbHBIX peakuuil y 12 % manueHToB ¢ BIEpBbIC
BBISIBJICHHON XpoHudeckoi ¢azoit XMJI Ph+, a takxke y 15 % nauueHToB B XpoHHUYECKOil (haze
XMIJI ¢ pe3uCTCHTHOCThIO K MMATUHHUOY WU €ro HeMepeHocuMocThio, y 16 % — B ¢ase
akceneparuu XMJL, y 15 % — B ¢asze muenougHoro OnactHoro kpusza XMJI, a takxke y
8 % namuentos ¢ OJIJI Ph+.

Cpenu pereit ¢ xponnueckoi ¢azoir XMJI Ph+ BBUaY cepbe3HBIX MOOOYHBIX PEAKIIMKA Tepanus
na3aTUHUOOM ObLTa mpekpamieHa y 1,5 % manueHTos.

[Tpoduis OezonacHocT MpUMeHeHus nazatiuauba y aereit ¢ XMJI Ph+ B xporuueckoit dase B
[[EJIOM COOTBETCTBOBAJ JAaHHBIM TPUMEHEHHUS Y B3pOCIBIX MAIlMEHTOB, 3a HCKIIOYEHHEM
OTCYTCTBHSI CIy4yaeB JIETOYHOW THUIMEPTEH3HH, MEPUKAPAHAIBLHOTO BBHINOTA, IJIEBPAIBLHOTO
BBINIOTA, OTEKA JIETKHX.

Tabauunoe PE3I0ME HEXKENATCIILHBIX PEAKINI

YacToTa BO3HHMKHOBEHHS pacIpeleisiiiach B COOTBETCTBHUE CO CICHYIOIIMMHU KATETOPHSIMHU:
odeHpb yacTto (> 1/10); wacto (ot > 1/100 mo < 1/10); meuacto (ot > 1/1000 mo < 1/100), peako
(ot > 1/10000 mo < 1/1000), ouens penxo (< 1/10000), gacroTa HensBecTHA (HAa OCHOBAHHH

HMCIOIUXCA JaHHBbIX YaCTOTY BOSHUKHOBCHUS OLUCHUTD HCBO3MO)KHO).

Hngpexyuu u uneazuu

QOuenv yacmo | nadexuuu (B ToM uncie 0akTepualibHbIE, BUPYCHBIE, TPUOKOBEIC)

Yacmo ITHEBMOHMS (B TOM yMcie OaKkTepHalibHas, BUpyCHasl U TPUOKOBast), MHPEKIUU
BEPXHHUX JbIXaTeNbHBIX MyTeH, reprneTuyeckue WHQPEKIUH, SHTEPOKOJIUT,
cercuc (B TOM YHCIIE HEYACTO — C JICTATbHBIM HICXOJIOM)

Hapywenusa co cmoponst Kposu u aumgamuueckoii cucmemol

Ouenv yacmo | Muenocymnpeccusi (BKJI0Yasi aHEMHIO, HEHTPONIEHUI0, TPOMOOIIUTONICHUIO)

Yacmo (heOpriibHast HEUTPOTICHUS

Heuacmo auMdaeHonaTus, JuMQpOoneHus

Peoko IPUTPOOITACTOTICHUS

Hapywenusa co cmoponst UMMYHHOU cUCHEMbl

Heuacmo peaKiuy TUIepUYyBCTBUTEILHOCTH (B TOM YHUCIIE y3J10BaTas )pUTEMA)

Peoxko aHa(pUIAKTUYECKUN IIOK

AnooKpunHble HAPYUWIEHUA

Heuacmo TUTIOTUPEO3

Peoxo TMIIEPTUPEO3, THPEOUIUT

Hapywenua memabonuzma u numanus

Yacmo HapyLIeHHs anmneTuTa (BKIOYas CHUXKEHUE amleTuTa, paHHee HaCHIIIECHUE,
TIOBBIIIICHUE ATNIETHTA), THUTIEPYPUKEMUS

Heuacmo TUMOAILOYMHUHEMHUS,  CHUHJPOM  JIM3UCa  ONYyXOoiH,  00e3BO’KHBaHUE,
THIIEPXOJIECTEPHHEMUS

Peoxo caxapHbli guader

Hapywenusa co cmoponst nepéHoit cucmembl
Ouenb wacmo | ronosHas 6016
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Yacmo

OECCOHHMIIA,  JempeccHs, Heﬁpor}yr';l'i;'jEékjﬁé;!fgm:'iﬂgﬁjﬂ&%wky}o

CMNEPTHOMY OTYETY

HEHpOMaTuio), TOJIOBOKPYKEHHE, U3BPAILlIEHHE BKYCa, COHJIMBOCTb

Hevacmo

0ECIOKONCTBO, AMOIMOHAIBHAS JTA0WILHOCTh, TICHX03, CHHXXCHHE JHMOHJIO,
KPOBOM3JIUSIHUS (TaKWe KaK BHYTPHMO3TOBas TeMaToMa, BHYTPUMO3TOBOE
KPOBOU3JIHMSHUE, SIUAYpalbHas IreMaToMa, BHYTPHUYEPEITHOE KPOBOM3IHSHUE,
reMopparn4ecKuii UHCYJTIBT, cybapaxHOHIATbHOE KPOBOMBIIUSHUE,
cyOnypanbHas remMaTroma, CyoaypaJibHOE KPOBOHMBIHUSHHE), TPEMOP, OOMOPOK,
aMHe3us1, HapyIIeHue PaBHOBECHS

Peoxko

CYAOpPOT'H, HapYyLUIEHHE MO3TOBOI0 KpOBOOOpaleHHsl (MHCYJbT), TPaH3UTOPHAs
HIIEMUYECKas aTaka, BOCHAJIEHUE 3pUTEIbHOrO Hepsa, napaiud VII maper
4epernHO-MO3IOBbIX HEPBOB (JIMLIEBOrO HEPBA), ATAKCHsl, IEMEHIUS

Hapywenusa co

CMOPOHbBL OP2AHA 3PDEHUA

Yacmo

3pUTENbHBIE PACCTPONUCTBA (HEYETKOCTD, PACIUIBIBYATOCTh, CHUKEHHE OCTPOTHI
3peHHUsi), CyXOCTh IJ1a3, KPOBOUIMSIHUS B CKJIEpY Ija3a, KOHbIOHKTHUBAJIbHbIE
KPOBOM3JIUSHUSA

Hevacmo

KOHBIOHKTHUBHT, HAPYIICHUE 3PEHUS], CBETOOOS3Hb, CIIE30TCUCHHE

Hapywenus co

CHMOPOHBL OP2AHA CTYXA U 1AOUPUHIMG

Yacmo

IIyM B yIlIax

Hevacmo

BEPTUTO, TOTEPS CIIyXa

Hapywenusa co

CMOpPOHbL cepoya

Yacmo

NepUKapIUalIbHbIA BBINOT, apuUTMUS (BKJIOYAas TaXWUKApAMIO), HapYLICHUs

byHKMKM  cepaua  (BKIIOYAs OKENYJOYKOBYIO JUCQHYHKIHIO, CEPACYHYIO
HEJI0OCTaTOYHOCTb, 3aCTONHYIO CEep/ICUHYIO HE/I0CTaTOYHOCTH,
KapIUOMHONATUIO,  3aCTOHHYI0  KapAWOMHOIATHIO,  JWACTOIMYECKYIO
mcyHKIHIO, YMEHbILIEHUE ¢pakmuu  BBIOpOCA, KEITYA0YKOBYIO
HEJIOCTaTOYHOCTh), Y4YalleHHOe cepAaleOueHne, TIOBBIIICHHE aKTHBHOCTH

MO3TOBOTO HATPUHYPETHUECKOTO MENTUAA, TUCHYHKIUS MPABOTO KEITYA0UKa,
YKEJIyJOYKOBAsl TUITIOKUHE3US

Heuacmo ymumnenne wuHTepBana QT wa OKI, creHokapaus, KapauoMeraius,
NEPUKAPINT, JKEJTyI0UKOBasi apUTMHUS (BKIIIOYast XKETYJOUKOBYIO TAXUKAPJIHUIO),
nH(}apKT MUOKap/a (B TOM YHKCJIE C JETATbHBIM UCX0/10M), U3MeHeHue 3youa T,
MOBBIIICHUE AKTUBHOCTU TPOIIOHUHA

Peoxo MHOKApJUT, OCTPBIM KOPOHApHBIA CHHIPOM, OCTAaHOBKA CEpAlA, YIJIMHECHHE

uHTepBasa PR, nmemuueckas 00J1€3Hb cep/lia, MIeBpONepUKapAUT

Hapywenus co

CMOpOHbL COCy008

Ouenv yacmo

KpOBOTEUEHHs (TaKhe KaK HOCOBBbIE KPOBOTEUEHHMS, KPOBOTOUHMBOCTH JIECEH,
reMaTOMBI, NEeTEeXUH, MypIrypa), KpOMe JKeTyA0UHO-KUIIEYHbIX KPOBOTEUEHUIT
Y KPOBOM3JIMSHHN B ICHTPAJIbHON HEPBHOW CHCTEME

Yacmo «TIPUJIMBBIY», TOBBIIIIEHUE APTEPUATILHOTO TABICHHUS
Heuacmo CHIKEHUE apTepUaTIbHOTO JAaBJIeHUs, TpoMOodaedurt, Tpom003
Peoxo «JIETOYHOE CEepJIlIe», OCTPBIA KOPOHAPHBIA CHHAPOM, «MPAMOPHOCTH KOXKK»,

TpoMO03 TITyOOKHX BEH, IMO0IIHS

Hapywenua co cmoponst

cpedocmenus

ObIXAMeNbHOU CUCMEMbl, OpP2AH08 ZPYOHOU KIemKu U

Ouenv yacmo

HJ'ICBp&J'IBHBIfI BBITIOT, OABIIIIKA

Yacmo

JICTOYHBIC I/IH(I)I/IJ'IBTpaTBI, OTCK JICTKHUX, MMHCBMOHUT, JICTOUYHAA THIICPTCH3UA,
Kamiejib

Heuacmo OpoHXHaJbHas acTMa, OpPOHXOCMa3M, JIETOYHas apTepHalbHas TUIEepTeH3US,
TUCcHOHUS
Peoxo OCTpBI pecIupaTOpHBINA AUCTPECC-CUHAPOM, JIETOYHAsE IMOOITHUS

Kenyoouno-xkuweunvie napyuienus
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QOuenv yacmo

Jmapest, TOIIHOTa, pBoTa, 6oy B xuBoTe - = | = EATENEAUL TS UUUI)

Yacmo

BOCTIAJICHUE CIM3UCTHIX 000J0YeK (BKIOYAs MYKO3UT/CTOMATHUT), KEITYAOUHO-
KHIIEYHbIe KPOBOTEUEHUS, AMCIEICHs, B3AYTHE >KUBOTA, 3alopbl, FacTpUT,
MOPaXEHUs] MATKUX TKaHEW MOJIOCTH pTa (BKJIKOYas CyXOCTb BO PTY, XEIUIUT,
IIy3bIPbKOBBIE BBICHINAHUS HA I'y0ax, CyXOCTb I'y0, s13Bbl Ha ry0ax, 3po3uu
CIIM3UCTON OOOJIOUKM TMOJIOCTH PTa), KOJHUT (BKIOYAas HEUTPONECHUYECKUN
KOJIUT)

Heuacmo nucdarus, aciiuT, aHaJIbHBIC TPEUTUHBI, U3bs3BICHUS BepxHUX oTaenoB JKKT,
MaHKpeaTuT, 330(arut, racrpo33odareaibHas pedurrokcHast 001e3Hb
Peoxo KEIyIOYHO-KUIIIEYHAss ~ DHTEPONaTus ¢  ToTeped  Oenka,  KUIIeYHas

HCIIPOXOANUMOCTD, OCTpBIﬁ IIAaHKPEATUT, aHaJbHBIN CBHII]

Hapywenusa co

CMOpOHblL nevwernu u afceﬂueebwodﬂmux nymeﬁ

Hevacmo

‘ XoJjecra3, XOJICHUCTUT, I'CraTuTr

Hapywenus co

CHOPOHbBL KOJICU U ROOKOJCHBIX MKAHEIL

Ouenv yacmo

KOXHasl ChIlb (BKJIIOYAsl JIEKAPCTBEHHYIO ChIMb, YPUTEMY, MYIbTH(POPMHYIO

3pPUTEMY, DPUTPO3, MAMYJE3HYIO Cblllb, [SATHUCTO-NAMYJE3HYIO  ChIIlb,
MyCTYJNE3HYIO  CBhIllb,  IICIYIICHUE  KOXH,  BE3UKYJISIPHYIO  CHIIlb,
MakKyJIOMyCTYJIE€3HYI0 CbIllb, 3KC(HOIUATHUBHYIO CbIllb, T'€HEPAIU30BAHHYIO

SPUTEMY, TE€HUTAIbHYIO Cblllb, TEIJIOBYIO Cblllb, O€Jibl€ YIpH, MOTHHUILY,
IyCTYJIE3HBIN 11COpUA3, ChIllb, IPUTEMATO3HYIO Cblllb, (POJUIUKYISPHYIO ChIIb,
IreHEpAIIM30BaHHYIO Cbhlllb, MAKYJISIPHYIO CbIIlb, 3YASIIYIO CbIIlb, pa3apaKeHUE
KOXXM, TOKCHYECKYIO KOXHYIO Cblllb, BE3UKYJIE3HYIO YPTUKAPHYIO ChlIIlb,
BAaCKYJIMTHYIO ChIIIb)

Yacmo 3yll, yrpeBasl Chblllb, QJIOMNELHUs, CyXOCTb KOXH, THIEPIUIpo3, KpalnuBHUIIA,
JIEpMaTUT (BKIJIIOYas IK3EMY)

Heuacmo KOXKHBIE $3Bbl, OYyJJIE3HBIH AepMaTo3, HapyIIEHUS MUIMEHTALUH, TOPAKEHUS
HOTTeH, (HOTOCCHCHOMITU3AIHS, TAHHUKYIIUT, CHHIPOM JIAZOHHO-TIOJOIIBEHHOMN
SPUTPOAU3ECTE3UN, H3MEHEHHs] BOJIOCSHOIO IIOKpOBa, HEUTPO(UIbHBIM
JepMaTo3

Peoxo JEMKOLUMTOKIACTUYECKUI BaCKYJIUT, (UOPO3 KOKH

Hapywenus co

CMOpPOHbL MblulellHOﬁ, CKeNemHoil U COeOUHUMENbHOU MKAHU

Ouenw yvacmo

KOCTHO-MBIIIIEYHAs 0O0JIb

Yacmo

apTpalirud, MbIIICHYHAA CJ'I3.6OCTI:>, MUAJITHA, KOCTHO-MbIIICYHAasA CKOBAHHOCTD,
MBIIICYHBIC CITa3MBbl

Heuacmo

pa6,I[OMI/IOJ'II/13, MHO3UT, TCHIWHUT, OCTCOHCKPO3, aPTPUT

Peoxo

3aMeMJICHHAas MHBOMIOLMA dnudusa, 3afepkkKa pocra (4acToTa JaHHBIX
HE)KEJIaTeNbHbIX PEAaKLUil B HCCIIEIOBAHUIX Y JeTel OTMeueHa KaK «4acToy)

Hapywenus co

CHOPOHbL NOYEK U Mouesbwooﬂmux nymeﬁ

Heuacmo MOYeyHasi HEJAOCTATOYHOCTh, YYAIIEHHOE MOYEHUCIYCKaHUE, MPOTEUHYpHs,
reMaTypust

Peoxo HapyueHue QyHKIMY ToYeK

Bepemennocmo, nocnepooogulii nepuoo u nepunamaibHvle COCMOAHUA

Peoko CaMOTIPOU3BOJIBHBIN a00pT

Hapywenua co cmoponst penpooyKmugHoU cucmembl U MOJIOYHBIX Jice/le3

Heuacmo THHEKOMACTHsI,  HAPYIICHWS  MEHCTPYaJbHOTO  IIUKJIA,  BarvHAJIbHBIC
KpPOBOTEUEHHsI, MATOUYHbIE KPOBOTEUCHHSI

Ilpouue

Ouenv yacmo

nepudepuyeckre OTeKH (BKIOYas JIOKAJM30BAHHBIE OTEKHU MOJKOKHOM
KJIETYaTKH Pa3IMYHOM JIOKAJU3allii, TPaBUTALMOHHBIE OTEKH), OTEK JHUIa
(BKIJIIOUAs OTEK fA3bIKA, OTEK I'y0, OTEK 00JIaCTH pTa, OTEK KOHBIOHKTUBBI, OTEK
B 00JIaCTH TJla3a U BEK, OTEK OpOMTAIBHOM KJIETYaTKH, NepuopOUTaIbHbIE
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OTEKH, MaKyJSIpHBIC OTEKH, dreunocth AnIA); - TOBBIIICH AN - yTOMISCMOCT,

MOBBIIICHUE TEMIIEPATYPhI TEa
Yacmo reHepaln30BaHHbIE OTEKH (BKJIOYAs 3alepkKy skuiakoctu, oTek JKKT,
TeHEPATM30BAHHBIN OTEK, MepuepHUUECKUll OTEK, OTEK, OTEeK, 00YCIOBICHHBII
CepJICYHON HEIOCTAaTOYHOCTHIO, MapaHedpanbHbIil BBINOT, MOCTIPOLEAYPHBII
OTEK, BUCIEPATBHBIA OTEK), acTeHHUs, 00JIb, 00JIb B TPyaH, 03HOO, CHIKEHUE
WJIM YBEJIMUYEHUE MAcChl Tella, CIIyTAaHHOCTh CO3HAHMS

Heuacmo HEJOMOTaHWe, TOBBIIICHHEC AKTUBHOCTU KpeaTHH(OCPOKUHA3ZBI, MOBBIIICHUE
AKTUBHOCTH raMMa-TII0TaMIITPAHCIIENITU IA3b], IPOYUE TTOBEPXHOCTHBIE OTEKU
(BKJItOUAsE OTEUHOCTh TMOJIOBBIX OpPraHOB, OTEK B MECTE pa3pe3a KOXKHU, OTEK
MOJIOBBIX OPraHOB, OTEYHOCTH IOJIOBOTO 4JIEHAa, OTEK IOJIOBOTO YJI€HA, OTEK
MOIIOHKH, OTE€YHOCTh KOXH, OTE€YHOCTh SIMYEK, BYJbBOBATHHAIBHYIO
OTEYHOCTb)

Peoxko HapylLIEHUE OXOAKU

Kpome TOro, mpu mpuMeHEHHMH Mpernapara HodydeHa MHPOpMalus O CICIYIOIUX SBICHUSX,
4acTOTa KOTOPBIX HE YCTAaHOBJICHA, H/HUIIU CBSA3b UX C IPUMEHEHHEM Ja3aTUHNOA HE JI0Ka3aHa:
Hnghexyuu u unsazuu: peaktuBaius Bupyca renatuta B (BI'B).

Hapywenus co cmoponul cepoya: GuOpuULIALus peacepanil/TpeneTanue mpeacepamii.
Hapywenus co cmoponwt cocyoos: Tpombotndeckas mukpoanruomnarus (TMA).

Hapywenus co cmoponsl ovixamenvHoll cucmemvl, 0peaHo8 2pyOHOU KIemKU U CPeOOCHeHUsL:
WHTEPCTUIIUAIbHBIE 3a00IeBaHUsI IETKUX, THEBMOHHS.

Kenyoouno-kuwieunvie Hapyuienus: SKETyJOYHO-KUIIEYHOE KPOBOTEUEHUE C JIETAJIbHBIM
HCXOIOM.

Hapywenus co cmoponwl kodicu u nooxkoxcHwix mrateti. cuaapoM CtuBeHca-J[>KoHCOHa.
Hapywenus co cmoponsl nouek u mouesvbig00awux nymeti. HePpOTHIECKUIA CHHIPOM.
Jlabopamopnvie u uHcmpymeHmanbHvle OaHHble:

- TPOMOOLIMTONICHUS], aHEMUSI U HEUTponeHus 3 uiu 4 CTeNneHH, 0OCOOEHHO y MallueHTOB C
no3aauMi azamu XMJT wiau octpeim OJIJT Ph+;

- TUMOKAUEMUs, TUTIOKANbIIMeMHUs, TunopochareMus;

- MOBBIIIIEHNE aKTUBHOCTH MEYEHOYHBIX TpaHCcaMUHa3 (anaHuHaMuHOTpaHchepassl (AJIT),
acnapratamuHoTpaHcdepassl (ACT));

- MOBBIIIEHNE KOHLIEHTPALUK OMIIMpYyOrHA U/UITM KPEaTHHHHA B CHIBOPOTKE KPOBHU.
Haubonee yacTpiMu HeXeNaTENbHBIMU PEAKIMSIME MPU TPUMEHEHUH Ja3aTHHUOA y MalUeHTOB C
BriepBble BbIABICHHBIM XMJI Ph+ B XxpoHuueckoit (aze sSBISIOTCS 3a7epKKa S>KUIKOCTH U
nuapes, a y HaleHTOB C PE3UCTEHTHOCTHIO MM HEMEPEeHOCMMOCThI0O MMAaTHHHOA — 3aJiepiKKa
KUAKOCTU M Juapes, rojloBHass 0O0Jib, OABIIIKA, ChIMlb, YCTaJIOCTh, TOIIHOTA, KPOBOU3IUSHUS
(Takue Kak KeNyI0YHO-KUIICYHbIe KPOBOTCUCHHUSI U IPYTHE).

W3MeHeHHs 51a0OpaTOpHBIX IMOKa3aTele y Jerell COOTBETCTBOBAIM HM3MEHEHHUSM OSTHX

MoKa3aTeyie y B3pOCIIbIX MallMEHTOB.
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HexenarenbHble SIBICHUS, OMHUCAHHBIC B JBYX MEAUATPUYECKUX HUCCIIECOBAHUSX, B KOTOPBIX
Na3aTMHUO TPUMEHSUICS B COYETAHMHM C XUMHOTEpanuel, COOTBETCTBOBAIM HM3BECTHOMY
npoduiIro 6€30NMaCHOCTH 1a3aTUHHUOA y B3POCIBIX M OXKHUJIaeMOMY 3P (EKTy OT XMMHUOTEPAITHH,
32 MCKIIOYCHUEM MEHBIICH BCTPEYaEMOCTH TUICBPAIILHOTO BBINIOTA Y JETEH MO CPAaBHEHUIO CO
B3pOCIBIMH.

B nerckoM wuccriegoBaHUM OCTPOro JUMQOOIACTHOTO JIeHKO3a IOKa3aTenu JabopaTOPHBIX
OTKJIOHCHUI COOTBETCTBOBAIM W3BECTHOMY NpodWiIr0 0Oe30macHoCcTH Uil J1TabOpaTOPHBIX
napaMeTpoB y B3pOCIBIX MAIMEHTOB C OCTPBIM JUMQOOIACTHBIM JICHKO30M, IOJyY4aBIIMX
(OHOBBII KypC XMMHOTEPAITHH.

COOGH.ICHI/IC 0 TOA03PEBACMBIX HCXKCIIATCIbHBIX PCAKIINAX

BaxxHo coobmiaTe 0 mogo3peBaeMbIX HEKENaTeNbHBIX PEeaKlUaX MOC/e PerucTpaluy npenapara
C 1menpl0 o0OecredyeHHus HENmPEephIBHOTO MOHHUTOPUHIA COOTHOILIGHHUS <II0JIb3a — PHCK»
JICKapCTBEHHOTO TIpernapara. MeauImHCKUM pa0OTHUKAM PEKOMEHIYeTCs COOOMAaTh O JIFOOBIX
M0JI0O3PEBACMBIX HEKEIATEIBHBIX PEAKIHIX JICKAPCTBEHHOTO IMpernapara 4epe3 HallMOHAJIbHBIC
CUCTEMBbl COOOILEHHS O HEXeJIaTeNbHbIX pPEeaKIUsIX TOoCYdapcTB - uleHoB EBpasuiickoro
SKOHOMHYECKOTO COI03a.

Poccniickas @enepanus

®denepanbHas cayx0a o Haa30py B cdepe 3apaBooxpanenus (Poczapasuanzop)

Anpec: 109012, r. MockBa, CnaBsiHcKasi 1iomiaib, a. 4, ctp. 1

Tenedon: +7 800 550 99 03

DnexTponHas nmoyra: pharm@roszdravnadzor.gov.ru

Cairr: https://roszdravnadzor.gov.ru/

Pecny6nmka benapychb

PVII «leHTp 3KCIIepTU3 U UCIBITAHUH B 3PaBOOXPAHEHUN

Anpec: 220037, r. Munck, niep. ToBapuieckuii, 2a

Tenedon/dakc: +375 17 242 00 29

Caiit: www.rceth.by

Pecnybnuka Kazaxcran

PI'TI na ITXB «HanuuoHaJbHBIN UEHTP SKCOEPTU3BI JIEKAPCTBEHHBIX CPEACTB U MEIUIIMHCKUX
A3 ICITNI)

Anpec: ZOOT6ES (010005) r. Acrana, paiion baiikonsip, yn. A.manoBa, 13
Tenedon: +7 (7172) 235 135

Caiit: www.ndda.kz

PecnyOnnka Apmenus
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«Hay4HBIil HEHTpP DKCIEPTH3HI JIEKAPCTB 1 Me IR HEkHK= esHONOT iR | Hbr.| “aRafeMiKa

D.I'abpuensua» AO3T
Anpec: t. EpeBan, 0051, ip. Komuraca, 49/5
Tenedon: (+374 10) 20-05-05, (+374 96) 22-05-05

Caiit: www.pharm.am/index.php/ru/

Keipreizckas PecryOnmka

JlemapraMeHT  JICKapCTBEHHBIX CPEICTB M MEAMIMHCKMX  u3aenuid  MuHucTepcTBa
3npaBooxpanenus Keipreizckoit PecryOmuku

Anpec: 720044, r. buiikek, yi. 3-4 nuHus, 25

Tenedon: (996) 312 21-92-86

Caitt: www.pharm.kg/

4.9. Ilepeno3upoBkKa

[Tepeno3npoBka 1a3aTHHUOOM 3apeTUCTPUPOBAHA Y JBYX MAllMEHTOB, IPUHUMABIIUX B T€UCHUE
1 nmenenn no 280 mr mpemnapara B Ji€Hb, YTO INPHUBEIO K 3HAYUTEIBHOMY CHMIKEHHUIO 4HCIa
TpoMOOIIMTOB. B citydae mepeno3upoBku TpedyeTcs TIIaTeNbHOe HAOIIOIEHHE 32 TAIIMEHTaMH C
LENbI0 KOHTPOJISI CTENEHU MUEIOCYNPECCUH; IpPU HEOOXOAMMOCTH — CHUMIITOMATUYECKas

TCpaliu:.

5.  ®APMAKOJOIMYECKHUE CBOMCTBA

5.1. dapmakoanHaMH4ecKHe CBOWCTBA

dapmakoTepaneBTHUeCKass  TpyIma: MPOTHBOOITYXOJIEBBIE  CPEJICTBA; UHTUOUTOPEI
NPOTEUHKHUHA3bl; HTHTMOUTOPHI THpOo3nHKKHHa36l BCR-ABL.

Kox ATX: LO1EAO2

dapmakoanHaMHKa

Jazatunu6 narudupyer tuposnnkuHazy BCR-ABL u tupo3unkunassl cemeiicta SRC, a taxke
MHOT'H€ JIpyre OHKOTeHHble KuHa3bl, BKitoyast c-KIT, kunasy a¢ppunosoro (EPH) penenropa u
PDGFB-peuentop. [lazaTuHuO cBsA3bIBaeTCA C aKTUBHOW M HEAKTUBHOI (opmamu ¢epMeHTa
BCR-ABL u B cyOHaHOMOSIpHBIX KOHTIeHTparusx (0,6-0,8 HMOIb/MIT) HHTHOMpYET ee.

Mexanusm geiicTBus

B ycnoBusix in Vitro na3zatuHuO MposBIIseT aKTHBHOCTh Ha KJIETOYHBIX MOJENSX JICHKO3a, KaK B
OTHOLIEHUM YYBCTBHUTEIBHBIX, TaK M PE3UCTEHTHBIX K MMATHHUOY KieTok. JlazaTuHuO
MIPEO0JIeBAaeT PE3UCTEHTHOCTh K HMMAaTUHHUOY, cBA3aHHYIO0 c runepskcrpeccueir BCR-ABL,
mytaiussmMu  omeHa BCR-ABL  kuHa3bl, axkTuBalMeW aJbTEpPHATUBHBIX MEXaHU3MOB,
uayupyronmx kuHaszel cemeiictBa SRC (LYN, HCK), a takxke c rumepakcmpeccueil reHa

MHOKECTBEHHOM JIEKapCTBEHHOM pe3ucTeHTHOCTH. [Ipu nccnenoBanun myranuii jomena BCR-
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ABL B x0/1€ KIMHUYECKUX UCCIEAOBAHUN y T I/IeHTOB':@';ﬁéﬂggétﬁ%ﬂ%%ﬁ:{p?ﬁgnqecan

MUEJIOICHKO30M B XPOHUYECKOW (haze, MPEeKpaTUBIIMX IMPUEM a3aTUHUOA, ObUIH BBISIBICHBI
mytaruu T3151, F3171/L u V299L. Ha ocHoBaHMM 3KCHEPUMEHTOB IN VItro nasatunuO, mo-
BHUJINMOMY, HE MPOSIBIISCT aKTUBHOCTH B OTHOIIIEHUU MyTauu T3151.

5.2. dapMakoKHHeTHYEeCKHE CBOWMCTBA

AOGcopouus

Abcopbrust  ObicTpas. MakcumanbHas KOHIEHTpamus Ja3aTHHHOA TIocie TpueMa BHYTPh
HaOmogaercs dyepe3 0,5-3 vaca y B3pocibix U 4epe3 0,5-6 4acoB y JeTeil BceX BO3PACTHBIX
rpymm. Ilnomans mnox kpuBoh «koHIeHTpamusa-Bpems» (AUC) u BbIBEACHHE SIBIISIOTCS
J10303aBUCUMBIMH B Juana3oHe 103 oT 25 no 120 mr 2 pasza B geHb. CpenHuil oOmmid
TEPMUHAIBHBIA TIEPUOJ] TOJYBBIBEICHUS [a3aTHHHOA Y B3pPOCHBIX MAIMEHTOB COCTABJISET
5-6 yacos, y merei 2-5 4acos.

[Tpu npueme ogHokpaTHOM 10361 100 Mr nazatuHmOa y B3pocibix yepe3 30 MUHYT mociie mpueMa
MU C BBICOKUM COZEpKaHUEM xkupa orMmeuaercs yBennueHue cpenneid AUC Ha 14 %; nocne
npueMa UMM C HU3KUM cojepxaHueMm >xkupa — Ha 21 %. [lpuwem nwumm He OKa3bIBaeT
CYIIECTBEHHOTO BIMSHUS Ha BcackiBaHue. [lpu mnpHMeHeHMHM HATOIIaK BapHaOeIbHOCTD
CUCTEMHOT0 Bo3jeiicTBus Aa3aTuHuOa (koddduuueHt Bapuanuu 47 %) oka3anach BBIIIE, YEM
pu IpreMe ¢ HeXUpHOU (koaddurmeHt Bapuauuu 39 %) u xxkupHoi (KodhUIIMEHT BapuaIiu
32 %) Huiei.

Hcxons U3 pe3ynbTaToB MOMYISAIMOHHOTO (hapMaKOKMHETHYECKOTO aHalln3a BapHaOeIbHOCTD
CUCTEMHOI'O BO3JEMCTBMSI Ja3aTUHHMOA B OCHOBHOM OOYCIIOBJIEHa BHYTPHUUHAMBHUAYaJIbHOMN
BapHabeIbHOCThI0 OMOAOCTYNMHOCTH (KOd(pduuueHT Bapuanuu 44 %) U B MEHbIIEH CTENEeHU
MEXHHIUBUIyaTbHOM BapHabEeTbHOCTbIO OHMONOCTYMHOCTH U KiupeHca (kodhduiueHT
Bapuaiiuu 32 % wu 30 %, coorBerctBeHHO). Ciy4aiiHasi BHYTPUUHIUBHUAYaTbHAs
BapHadeIbHOCTh TMPEIINONIOKUTEIEHO HE BIMSET HAa CyMMAapHOE CHCTEMHOE BO3JCHCTBHE U
3¢ (HEeKTUBHOCTH MM OE€30MaCHOCTb.

Pacnpenenenue

Kaxymuiics o0bemM pacmpeneneHus na3aTHHUOA y TalueHToB coctaBiser 2505 1, dTo
CBUJICTEIILCTBYET O 3HAYUTEIBHOM PACHpPEEICHHH BO BHECOCYIHCTOM TpocTpaHcTBe. [Ipu
UCTIONIB3YEMBIX B KIIMHUYECKOW MPAKTUKE KOHIIEHTPALMSX CBA3BIBAHUE Na3aTUHUOA ¢ Oenkamu
J1a3Mbl COCTaBIAET 96 %.

buorpancdopmarms

Uzopepment CYP3A4 sBnsercss OCHOBHBIM (PEPMEHTOM, OTBETCTBEHHBIM 3a METa0O0JIU3M
nazarunu6a. Ilocne npuema Buytps 100 mr [*C]-nasatuan6a 310pOBBIME 10GPOBONBIAMH,

29 % PaaAOaKTUBHOCTH B IIA3MC NPUXOAUIIOCH Ha JOJIHO HEU3MCHCHHOTO IIa3aTI/IHI/I6a. CYI[SI 1o
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KOHIIEHTPAIlMK B IJa3Me€ W aKTHBHOCTH iN Vitfo Mom}igll;h;ell:n%ém¥§,m:r@ NMetapOmirtt ne

UTPArOT OOJIBILON POIH B (hapMaKOJIOTHIECKOM JEHCTBUN 1a3aTHHHOA.

DJIMMHUHALHS

Ja3zatuHu® BBIBOOUTCS, TJaBHBIM OOpa3oM, KHUIIEYHUKOM, NPEUMYILECTBEHHO B BHJE
MerabomutoB. Ilocme onHOKpaTHOro mnpuema BHYTps [*CJ-masatmmmba 4 % u 85 %
PaZMOaKTUBHOCTH BBIBOJMTCS MOYKAMH W KUIICYHUKOM, COOTBETCTBEHHO, B TeueHue 10 CyToK.
Hewsmenennniii mpazatuau® coctaBisger 0,1 % um 19 % 103bI, BBIBOAUMOW TMOYKAMU |
KHUILIEYHUKOM, COOTBETCTBEHHO, OCTaJIbHASI YaCTh JI03bI MIPEICTABICHA META0OTUTAMH.
®apMaKOKMHETUKY Ja3aTHHuOa H3ydalid Yy 8 MalMeHTOB € YMEPEHHBIMU HapyHICHUSMU
(GyHKLIMU TEYEeHU TOCiIe OAHOKPATHOTO Ipuema mpemnapara B go3e 50 Mr M y 5 HalMeHToB C
TSDKEIIBIM HapyleHneM (pyHKIIMH MeYeHU MOocie OAHOKPATHOTOo MpreMa npenapara B 103e 20 mr
B CpaBHEHHH C (PapMaKOKMHETUKOHN Yy 3I0pPOBBIX TOOPOBOJIBIEB MOCTE MMpUEMa Ipernapara B 103€
70 mr. 3Hauenuss Cmax 1 AUC nig gazatuHuOa Opuin Hroke Ha 47 % u 8 %, COOTBETCTBEHHO,
Py yMEPCHHOM TIOBPSKJICHUU IICYCHH, [0 CPABHCHHUIO CO 3HAYCHHUSAMH Yy 30POBBIX
TO0OPOBOJBIICB. Y MAIMCHTOB C TSDKEIBIM HapyIIeHueM (QDYHKIIUU TICUCHUN CHUKCHHE 3HAYCHUN
Cmax 1 AUC s pazatuan6a gqocturano 43 % u 28 %, COOTBETCTBEHHO.

VY nanmeHToB ¢ HapylmeHUus MU QYHKIUHU MOYeK papMaKOKMHETHKA Ja3aTUHUOA HEe U3MEHSETCS.
B xonme wuccrnemoBaHus (papMaKOKMHETHKM C YYacTHEM MAIMeHTOB JETCKOTO BO3pacTa
perynupyemoe go3upoBkoi jgeiictBue aa3atuHuOa (Cavg, Cmin B Cmax) OBUIO CXOXHM IS
MNAIMEHTOB C XPOHHUYECKUM Muesoneiikozom (XMJI) B xponuueckoi (aze u MalUEHTOB C
OCTPBIM JTMM(OOIACTHBIM JEHKO30M C MOJOXKUTENbHON (unanensuiickoir xpomocomoit (OJIJI
Ph+).

CylIecTBeHHBIX pa3iuduii B (AapMAKOKUHETHKE MEXKIy JCTbMH W TOJPOCTKAMH HE

HaOJIFO JAJIOCh.

6. ®APMAIEBTUUYECKHWE CBOWCTBA
6.1. IlepeyeHb BcoMOraTe/IbHbIX BELECTB
JIakTO3bI MOHOTHJIPAT

[emr0s103a MUKPOKPUCTAIUINYECKAS

['nnponosa (ruapOKCUIIPONUIILIEIUIION03a)
Hatpus xpockapmenosa

Marnus creapat

Obonouxka mabiemku.:

22



e

ot 08.04.2024 N= 6902
Komnosunus 1is 060104Ku 6e1oro 1sera (Ha OCHOBE O HnHEOBOT0 E%%ﬁ)‘ CTb 0003)

COOTBETCTEBYET ZKCNEPTHOMY OTUETY

I1oNMMBUHUIOBBINA CIIUPT

Tutana auokcun (E171)

Tanbk

Makporona 3350/4000 (TIOMATUIICHTIIUKOJIB )

6.2. HecoBMecTHMOCTH

He npumennmo.

6.3. Cpok roagHoctu (Cpok XpaHeHmusl)

3 rona.

6.4. Oco0ble Mepbl MPeI0CTOPOKHOCTH PU XPAHEHUH

XpaHuTb 1pu TeMIiepatrype He Boie 25 °C.

6.5. XapaxkTep u coaep:kaHue NePBUYHOI YIIAKOBKH

[To 10 TabneTok B KOHTYpHOU SYEHKOBON yIaKOBKE, COCTOSAIICH U3 (OJIBIU OPUESHTHPOBAHHBIN
nonuamuyy/amoMuaui/ monmuBuHIIXIopUa (OITA/An/IIBX) u dosbru amoMuHUEBOW Me4aTHON
JTAKUPOBAHHOM.

[To 3 unan 6 KOHTYPHBIX SYEHKOBBIX YMAKOBOK BMECTE C JIMCTKOM-BKIIQJBIIIEM MOMELIAIOT B
MavyKy KapTOHHYIO.

6.6. OcolOble Mepbl MNPeIOCTOPOKHOCTH TPH YHHYTOKEHMH  HMCHOJH30BAHHOIO
JIEKAPCTBEHHOI0 Npenapara MJH  OTXO0J0B, IMOJYYeHHBIX IOcJe NpPUMEHEeHUus:
JIEKApPCTBEHHOI0 Mpenapara, ujiu padoTbl ¢ HUM

Oco0ble TpeOoBaHUS OTCYTCTBYIOT.

7.  JEPXATEJIb PETUCTPAHIUOHHOI'O YAOCTOBEPEHUSA

Poccuiickas ®enepanus

000 «M3Bapuno @apmay

Anpec: 108817, r. MockBa, km BHykoBckoe mocce 5-i (1. BuykoBckoe), 8. 1, ctp. 1
Tenedon: +7 (495) 232-56-55

®akc: +7 (495) 232-56-54

OnekrponHas mouta: info@izvarino-pharma.ru

7.1. TlpencraBuTe/ib Aep:KaTessi perucTPalliOHHOIO Y/10CTOBEPEeHH s

[IpereH3un norpedUTENed HAOPABIATE 110 aIPeCy:

Poccuiickass ®enepanus, Ksipreisckas PecnyOnmka, PecnyOnmuka Apmenusi, PecnyGiuka
benapycs
000 «M3Bapuno dapmar

Anpec: 108817, r. MockBa, kM BHykoBckoe mocce 5-i (1. BuykoBckoe), asia. 1, ctp. 1
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Tenedon: +7 (495) 232-56-55 (MOCNEOOBATENEHOCTE 0003)

daxkc: +7 (495) 232-56-54

DnekTponHas noyra: info@izvarino-pharma.ru

PecniyOonnka Kazaxcran

TOO «LEKARSTVENNAYA BEZOPASNOST (JlekapcTBeHHast 6€3011acCHOCTb )»

Anpec: 050047, Kazaxcran, ropon Anmartsl, Anarayckuil paiion, Mukpopaiton Casuibl, 1. 16,
KB. 8

Tenedon: +7 (777) 064 27 02; +7 (499) 504-15-19

DnexTponHas moyra: adversereaction@drugsafety.ru

8.  HOMEP PETUCTPAIIMOHHOI'O YIOCTOBEPEHUS

9. JATA IEPBUYHOM PETUCTPALIUW/TIOATBEPKIEHUS] PETUCTPALIUU
(MEPEPETACTPALIAN)

Jlara nepBoii peructpanumu:

10. JATA INIEPECMOTPA TEKCTA

O6ma51 XapaKTCPpUCTHKA JICKAPCTBCHHOT'O IpcIiaparta I[aSHI/I6I/IKC AOCTYIIHA Ha

I/IH(l)OpMaI_II/IOHHOM nopraje EBpaSHﬁCKOFO OKOHOMHYCCKOI0O COr3a B I/IH(I)OpMaI_II/IOHHO'

KOMMYHUKAIMOHHOM cetn «HTepHe™ https://eec.eaeunion.org/
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