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OBIIASI XAPAKTEPUCTHKA I KAPH’f‘#ﬂEﬁ?ﬁFEFﬁ%ﬁXMﬂ

1. HAUMEHOBAHMUE JIEKAPCTBEHHOI'O IIPEITAPATA

Jazatunu6, 20 Mr, TabIeTKH, TOKPHITHIE TUIEHOYHON 000I0YKOH.
Hazaruaun6, 50 mr, TabneTku, MOKPHITHIC JICHOYHON 000JI0YKOM.
Hazaruau®, 70 mr, TabIeTKH, MOKPHITHIC JICHOYHONH 000I0YKOH.
Jazatunu6, 80 Mr, TabIeTKH, TOKPHITHIE TUIEHOYHON 000JI0YKOH.
Jazatunn6, 100 mr, TabneTku, MOKPHITHIC TIICHOYHONH 000JIOUKOH.

Hazaruaun6, 140 Mr, TaGIETKH, TOKPBITHIE TUICHOYHOW 000JI0UKOM.

2. KAUECTBEHHbBIN 1 KOJJMYECTBEHHBII COCTAB

JleiicTByro111ee BEIIECTBO: Aa3aTHHHUO.

Jlazatuau6, 20 Mr, TabJIETKHU, ITOKPHITHIE TNIEHOYHON 000JI0OYKON

Kaxxnast Tabierka, MOKpbITas INICHOYHOH 0007109K0H, comepxut 20 Mr 1a3atuHUOA.
BcnomoratenbHble BelecTBa, HAJMYKWe KOTOPBIX HAJO0 YUUTHIBATh B COCTABE JIEKAPCTBEHHOTO
npernapara: JaKTo3bl MOHOTHIpAT (caxap MoIouHbIi) (cM. pasaen 4.4).

Jlaszatuau6, 50 Mr, TabIEeTKN, TOKPHBITHIE TNIEHOYHON 000JIOYKON

Kaxxnas Tabierka, MOKphITas IIICHOYHOUW 000109K0M, comepkut 50 MT nazaTuHuOA.
BcromorarenbHbIe BeliecTBa, HATMYME KOTOPHIX HAZ0 YYHTHIBATH B COCTaBE JIEKAPCTBEHHOTO
npernapara: JJakTo3bl MOHOTHpAT (caxap MOJIOUHBIN) (cM. pa3zaen 4.4).

Jlazatuaun6, 70 Mr, TaOJIETKH, HOKPBITHIE INIEHOYHOU 000JIOYKOM

Kaxxnas tabnerka, moKphITas INICHOYHOM 000JI09KO0#, coepxuT 70 Mr nazatuHuoa.
BCHOMOF&TCJ’IBHBIG BCIIECCTBA, HAJIMYUC KOTOpBIX Haa10 y‘II/ITI)IBaTI) B COCTaBEC J'ICKapCTBeHHOFO
mpernapara; JaKTO3bl MOHOTHJIpAT (caxap MOJOYHEIHN) (cM. pa3aen 4.4).

I[aSaTI/IHI/I6, 80 mr, Ta6J'IeTKI/I, MOKPBITHIE TNIEHOYHOM 000JI0YKOU

Kaxxnas tabnerka, mokphITas INICHOYHOM 000JI09KO0#, coepxuT 80 Mr nazatuHuoa.
BcenoMorarenbHble BellecTBa, HAMYME KOTOPBIX HAJI0 YUUTHIBATh B COCTaBE JIEKAPCTBEHHOI'O
npernapara: JJakTo3bl MOHOTHpAT (caxap MOJIOUHBIN) (cM. pa3zaen 4.4).

I[aSaTI/IHI/I6, 100 mr, Ta6J'ICTKI/I, IMOKPBITHIC TIJIEHOYHOM 000J109KOM

Kaxxnas tabnerka, mokpeITas TUICHOYHOUW 00051049K0#, coaepkut 100 Mr qa3zaTuHuoOa.
BcnomoratenbHble BelecTBa, HaJIMYKWe KOTOPBIX HAJO YUUTHIBATh B COCTaBE JIEKAPCTBEHHOTO
npernapara: JJakTo3bl MOHOTHpAT (caxap MOJIOUHBIN) (cM. pa3zaen 4.4).

I[aSaTI/IHI/I6, 140 mr, Ta6J'ICTKI/I, IMOKPBITHIC TIJIEHOYHOM 000J109KOM

Kaxxnast Tabnerka, HOKphITas IIICHOYHOU 000109K0M, comepkut 140 mr ma3zaruamOA.

BcnoMorarenbHEIE BCIICCTBA, HAJIMYUC KOTOPBIX HAAO YUYUTBIBATH B COCTABE JICKAPCTBCHHOTIO
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mpenapara: JJaKTO3bl MOHOTHIPAT (caxap MOJIOYHBIHN) (01\/[';%3321'@-51154—‘.[

[TonHbIl epevyeHb BCIOMOTATEIbHBIX BEILIECTB MPUBENIEH B paznene 6.1.

3. JEKAPCTBEHHAS ®OPMA
TabneTKu, MOKPHITHIE INICHOYHOU 000I0YKOA.
Kpyriibie TBOSIKOBBIMYKIIbIE TaOJIETKH, MOKPBITHIC IJICHOYHOH OOOJOYKOH OENoro MM IOYTH

0esoro oBETa. Ha IIOIIEPCUYHOM pa3pe3€ AAPO 0eJI0ro Ui IOYTH 0eIoro OBETA.

4. KIMHUYECKUE JJAHHBIE

4.1. Iloxka3aHusi K NPUMEHEHHIO

[Tpenapat /lazaTHUO MOKa3aH K NPUMEHEHUIO y B3POCIIBIX:

e BrepBble BBISBICHHBI XPOHUYECKHI MHUEIIOJICHKO3 C MOJOKUTEIBHON (rianenbuiickoi
xpomocomoii (XMJI Ph*) B xponunueckoii ¢ase;

e XMIJI B xponmnueckoii ¢asze, aze akcenepauuu wiu paze MUEIOUIHOTO WM JTUM(POUTHOTO
ONaCTHOTO KpH3a MPH PE3UCTCHTHOCTH WM HETEPEeHOCHMOCTH TPENbIIyIIeH Tepanuy,
BKJIFOYasi UMaTUHHUO;

e Octpeiii TUMGOOTACTHBIN JIEWKO3 C TMOJOXKHUTENbHON (unanenbPuilckoii XpoMOoCoMOit
(OJUT Ph*) mpu pe3uCTEHTHOCTH MM HENEPEHOCHMMOCTH MPEIbILYIIEN TEPAIUH.

[Tpenapat /lazaTHMO MOKa3aH K NPUMEHEHUIO y AeTel B Bo3pacTte oT 3 seT 10 18 jer:

e XMJI Ph* B xpoHnueckoii dase;

e Brepsbie BoisiBiennbiii OJIJI Ph™ B koMOMHAIMY ¢ XUMHOTEPATIHEN.

4.2. Pe:kuM 103UPOBaHNS M CIIOCO0 MPUMeEHEHHUs

PexxuM 103upoBanus

Pexomenodyemvie nauanvnvie 003vl npenapama Jlazamunuob y 83pocivix:

e 100 mr 1 pa3 B 1eHb (yTpoM WK BeuepoM) B XpoHudeckol ¢aze XMJI;

e 140 mr 1 pa3 B 1eHb (YyTPOM WJIM BEUYEPOM) B OCTAJIbHBIX CITydasX.

Pexomenoyemvle nauanvhvie 0031 npenapama Jdazamunub y oemeti no nokasanusm XMJI Ph™ ¢
xXponuueckoil aze unu énepevie evissnennviti OJIJI Ph™:

Haznauenue 10351 penapara ocyiecTBIsAeTCs Ha OCHOBaHUM Beca pedeHka, 1 pa3 B ieHb (yTpoM
wiu BedepoM). [lepepacuer 10361 JOIKEH MPOBOAUTHCS KaxK/ble 3 Mecsiia, TpU He0OXOJUMOCTH
— yaie.

Pexomenryemast HauaabHas CyTO4YHas 103a mpemnapara Jla3atuHu6 A neteit mokaszaHa B TabIulle

1.
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Taoauna 1

Jlo3npoBka npenapara /[a3aTuHUG U1 MANMEHTOB JIeTCKOro Bozpacra ¢ XMJI Ph* B

xponunyveckoii ¢aze wim OJIJI Ph*

Bec Tena (kr) CyrtouHnasi 103a (Mr)
Ot 10 mo 20 xr 40 mr
Ot 20 o 30 xr 60 mMr
Ot 30 o 45 xr 70 Mr
45 xr u 6onee 100 mr

[Tpenapat [la3atunu6 He cienyeT IPUMEHATH y JeTel B Bo3pacTte 10 3-X JIET ¥ Maccoil Tela MeHee
10 kr mo nokazanusm XMJI Ph™ B xponnueckoii pase uau OJIJI Ph* mis nansoi nekapcTBeHHOIM
(hOpMBL.

bezonacHoCcTh U AP PEKTUBHOCTH y JAETeH B BO3pacTe A0 18 neT mo ApyruM MOKa3aHHWsIM Ha
JTaHHBI MOMEHT HE YCTaHOBJIEHBI. [laHHbBIE OTCYTCTBYIOT.

IIpo10KUTENLHOCTD TEPAINU

B xmuHnueckunx uccinenoBanusix (KW) gedenust nazaTuHHOOM B3pOCIIBIX MAeHTOB ¢ XMJI Ph*
B XpoHHUecKoil paze, XMJI B ¢aze akceneparun, Mueno6IacTHOro 100 JIMMEPOOIaCTHOTO Kpr3a
(mo3auss dasa 3abonesanus) wim OJIJT Ph* u y nemmarpuueckux naunuentos ¢ XMJI Ph* B
XpOHMYECKOH (ha3ze MPOI0JIKATIOCH 0 MPOrpecCUpOBaHUs 3a00JI€BaHUs WIK HENEPEHOCUMOCTH
JIEKapCTBEHHOTI'O Ipernapara.

[TocneacTBust OTMEHBI TEpauU C TOYKU 3PEHUS JOJITOCPOYHOIO MPOTHO3a 3a00JIeBaHUs MOCie
JOCTHKEHUSI LUTOTEHETHYECKOr0 WM MOJIEKYJSIPHOTO OTBeTa (B TOM 4YHCIE TOJHOIO
rutoreHeTnueckoro oreera (I1110), 6onpuioro monexkynsapHoro oreta (BMO)) He n3ydanuce.

B KU y nequarpuueckux nanuentos ¢ OJIJT Ph* nazatunu HazHayasau B IIOCTOSHHOM PEXHUME B
no0aBJIeHHE K MTOCIEA0BATEIbHBIM IIMKIaM OCHOBHOM XMMHOTEpANuy Ha MPOTSHKEHUH He Oosee 2
net. B ciydae nocnenyroniei nepecajky CTBOJOBBIX KJIETOK Aa3aTHHUO MOXKHO MPUMEHSTh €Ilie
B T€4eHUE | roja nocie TpaHCIUIAHTALUH.

VYBenuyeHue WiIM YMEHbIIEHHE J103bl MOXKET OBITh PEKOMEHJIOBAHO C YYETOM KIMHUYECKOTO
OTBETA U NEPEHOCUMOCTH Tperapara naueHTOM.

Togvluenue 003vl y 83pocivix

B ciyuae oTcyTcTBHSI reMaTOJI0TMYECKOT0 MU LIUTOT€HETUYECKOT0 OTBETA IIPU PEKOMEH Ty MO
HayaIbHOM /103€ BO3MOKHO yBeIHMUEHHUe 1036l penapata J{a3atuHub 1o:

e 140 mr 1 pa3 B 1eHb (YTpOM WK BEYEPOM) MU XpoHHIecKoi paze XMJI u OJIJI PhT;

e 180 mr 1 pa3 B neHs (yTpoM Ui BeuepoM) mpu no3auux ¢azax XMJI (da3za akcenepauuu wim

6mactaoro kpusa) wiu OJLJT Ph™.
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B CJIy4ac OTCYTCTBUA TEMATOJIOTMICCKOI0, MUTOICHCTUYCCKOT'O UJIN MOJICKYJIAPHOI'O OTBETA IMPU

pEKOMEHIyeMOll HavaibHOM 103¢ y mamumentoB ¢ XMJI Ph™ B xponuueckoil ¢ase mpu

MEPEHOCUMOCTH Tepariuy BO3MOKHO YBEJIMYEHHUE 103bl npenapara /lazatuaud, cM. Tadnuiy 2.

Taoauna 2

IMoBbimeHune 10361 115 NequaTpUYecKknx nanuenToB ¢ XMJI Ph* B xpoHuueckoii paze

Jo3a (MakcuMaJjibHas 1032 B CYTKH)
HayvajbHas /1032 IcKaJANUs
Ta0JIeTKH 40 mr 50 mr
60 mr 70 mr
70 mr 90 mr
100 mr 120 mr

He pexomenpyercs IMOBBILIEHUE J03bI HalMeHTaM aerckoro Bospacra ¢ OJIJI Ph', tak kak

IlaSaTI/IHI/I6 MMPUMCHACTCA COBMCCTHO C KypCaMH XUMHOTCPAIIUU.

Koppexyus 0o3vl 6cnedcmaue nexcenamenvbHulx peakyuil

Mueﬂocvnpeccuﬂ Y 63DOCTIbIX U demell

IIpu muenocynpeccuu ciaenyeT yMEHbIINUT 03y, IPEPBaTh TEPAIIUIO NI OTMEHUTS ee. B ciaydae

HEOOXOIMMOCTH CJIEyET MPOBECTH TPAHCHY3UIO TPOMOOIIMTAPHOMN WITH SPUTPOLIUTAPHON MACCHI.

HpI/I YCTOI\/’ILII/IBOI\/’I MHCEJIOCYIIPECCUH BO3MOKHO TPUMEHCHUC TCMOITOITUICCKUX (I)aKTOpOB pocTta.

PexoMeHIaIMu 10 U3MEHEHHIO JI03bI Y B3POCIIBIX PUBEICHBI B TabmIe 3, a y nereit ¢ XMJI Ph*

B XpOHHUUECKOH (pase — B Tabmmie 4. Pexomenparu st nereii ¢ OJIJI Ph*, monyuarorux jieuenue

B KOMOMHAIIMK C XUMUOTEPANUEH, MPUBEJICHBI B OT/IETLHOM ab3alie mociie Taouil.

Taoauma 3

Koppekuust 103b1 IpH HEHTPONIEHNH U TPOMOOLMTONCHHH Y B3POCJIBIX

Xponnueckas ¢aza XMJI
(mauvanbHas no3a 100 mr 1 pa3

B JICHB)

I[Ipu  aGcomoTHOM  yucie
neiirpodunos < 0,5 x 10%x
WK yucie TpoMOonuTos < 50

x 10%n

1. Cpenarp mnepepblB B

JCYCHUN npenapaToM
Ha3atuHu® 10 JOCTHXKEHUS
abCOIIOTHOTO qucia
HelTpodunos > 1,0 x 10%m u
yucna TpomboruToB > 50 X
10%m.

2. B0300HOBUTH Tepamuio B
MpEKHEN 103€.

3. [Tpu KOJINYECTBE
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penuauBe abCOFOTHOTO
yucna HerrpopuioB < 0,5 X
10%/m, HaOJIIOJArOIINXCA
6osee 7 1HEH, TOBTOPUTH IIar
1 ¥ BO30OHOBUTH JICUCHHC B
yMeHbIleHHOM 1103¢ 80 mr 1
pa3 B JEHb i1 BTOPOTO
smu3ona.  [nsa  Tperbero
SMHU301a JIOITOJIHUTEILHO
yMeHbluTe 103y A0 50 mr 1
pa3 B JieHb (1JI MallUeHTOB C
BIICPBbIC BBISIBJIEHHBIM

JIMarHo30M) WJIN NPEKpPaTUTh

(s MAIUEHTOB c
PE3UCTEHTHOCTHIO WIH
HEMEPEHOCUMOCTHIO

NIPEAIECTBYIOIIEN Tepanuu,

BKJIFOYAsi UMATHHHO).

XMIJI (B ¢daze axcenepauuu | IIpu  abcomorHom  uymcie | 1. YcraHOBUTB, 00ycIOBIeHA
v 6rmactaoro kpu3a) u OJIJT | meiitpodunos < 0,5 X 10%n | om tmromenms  neiikozoM
Ph* (nauanshas n1o3a 140 mMr 1 | wiu uncie tpomGonuros < 10 | (acnuparyst WM OUOIICHUS
pa3 B JICHb) x 10%n KOCTHOTO MO3Ta).

2. Ecmm uurtomeHus  He
CBsI3aHa C JICHKO30M, JIedeHue
clenxyer npepBarthb bi (0]
JOCTUXKEHUSI  aOCOIIOTHOIO
yucna HedTpoduio > 1,0 x
10%1 1 umcna TPOMOOIIUTOB >
20 x 10%1 B0306HOBHTE
TEpanuIo B MPEXKHEN J03€.

3. B caywae peuuauBa
UUTONECHUN cienyer
IIOBTOPUTH  IIar 1 51

BO30OHOBUTH  TEpaNUI0 B
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O R A8-160 ST pa

B JIEHb (BTOPOM 3MU30[) WIIU

80 mr 1 pa3 B neHb (Tperuid

3IK30/T).

4. Ecnu BO3HHUKIIIAs
LIUTOIICHUS CBsI3aHa c
JIEKO30M, clenyer
paccMOTpeTb ~ Bompoc 00

yBeJIUYEeHUH 1036l 10 180 mr

1 pa3 B 1eHb.

KODD€KZ4M}1 003bl npu HeﬁmponeHuu u mp0M6ouum0neHuu y demell npu XMJT Ph+ 6 xpOHl/lLl€CKOZZ

g22a3e

1. Ecnm muronenus coxpansercs: 6oiee 3 Henenb, CIelyeT YCTaHOBHUTh, OOYCIIOBIICHA JIN

LUTOIEHUS JIEUKO30M (acnupanus Win OMONCUs KOCTHOIO MO3Ta).

2. Ecnum uutomneHuss He CBsi3aHA C JIGHKO30M, CIENaTh MEpPephiB B JICYCHUH TMpPErnapaTom
Jazatuau® 10 JOCTHXKEHHS aOCOJIOTHOrO 4ucia HerTpodmmo > 1,0 x 10%n u uucna
TpoMGOIHTOB > 75 X 10%/1. BO306HOBHTE TEpaNuIo B MPEKHEN UM CHIKEHHOMN J103€.

3. B ciywae penmmmBa HIWTONEHHH CIIEAYeT CHOBAa YOCIUTHCS B TMPHUPOJE LHUTOIICHUH
(actuparust UM GUOTICHSI KOCTHOTO MO3Tra) M BO30OHOBUTH TEPAIUIO B CHUKEHHOM J03€.

Tabauna 4
PexomMeH/10BaHHAsl cCXeMa CHHKEHUSI MAKCHMAJIbHOI cyTO4YHOIT 10361 ipu XMJI Ph* B

XPOHHYECKOH (pa3e y aerei

Hcxonnast 1o3a [TepBuuHoe cHKeHUE 10361 | [lOBTOpHOE CHMYKEHUE JI03bI
40 mr 20 mr *
60 mMr 40 mr 20 mMr
70 mr 60 mr 50 mr
100 mr 80 mr 70 mMr

* - MEHbIIAs J03a B TabaeTkax HCOOCTYIIHA.

V nereii ¢ XMJI Ph™ B xpoHudeckoii ase, ecii HEUTpOTeH s > 3 CTENICHHU WITH TPOMOOIIUTONICHHSI
PEeUIUBUPYIOT BO BpeMs MoJHOro remarosnoruudeckoro orsera (I1I'O), nedenue mpemnapatom
Ja3atuHu6 crnemyeT mpepBaTh, a 3aT€M MOXXKHO BO30OHOBHUTH B CHID)KEHHOHU J103e. BpemeHHoe
CHIDKEHHE J03bI TP MPOMEKYTOUHBIX CTETIEHSX IUTONEHUH U peakiMy Ha 3a00JIeBaHue CIelyeT

POBOJUTH IO MEpe HEOOXOTUMOCTH.
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Koppexuyus 0o3b1 npu netimponenuu u mpomoo monem'z;| 1% O'eJrlI:'éB' C WQHH JCTE 0001)

Hns nenuarpuyeckux manueHToB ¢ OJUJI Ph* usmenenue no3bl He PEKOMEHAYETCS B CIydasx
reMaToJIOTHYECKOM TOKCUYHOCTH 1-4 cTenienu. Ecnu HeHTponeHus u/niny UTONECHUS IPUBOAT K
3aJiep>KKe Ccleqyroliero 0yoka Tepanuu Oosiee ueM Ha 14 nHel, nedeHue Aa3aTUHHUOOM cleayeT
npepBaTh U BO30OHOBUTH TEPANMIO B TOM )K€ JI03€ MOCJIE Havalja CIEAYIOIIero 0JIoKa JeueHus.
Ecnu HeliTpomeHuss W/uiau TPOMOOIMTONEHUS COXPAHSIOTCA, a CIEAYIOUMH OJIOK JieueHUs
OTKJIA/IbIBACTCS elie Ha 7 JHei, HeoOXOAMMO MPOBECTH MCCIEIOBaHUE KOCTHOTO MO3ra s
OLICHKM HAIOJHEHUS KIETKaMU M TMPOIEHTHOTO CoJAep)KaHus ONacTHBIX KJeTok. Ecmu
conepkanue kiaetok menee 10 %, cienyer npuoCTaHOBUTH JIEYEHHE JAa3aTUHUOOM 10 TeX IOp,
T0Ka abCONIOTHOE YMCIIO HeHTPOohuUIOB He HocTUrHeT 3Hadenus > 500/mkn (0,5 x 10%/71), mocne
Yero Teparuio BO30OHOBIISIOT B CTaHAapTHOW no3e. Ecnu coxepskanue kietok Oosiee 10 %,
MO>KHO PACCMOTPETh BO3MOXKHOCTb MTPOIOJIKEHHSI ICUCHUS Ja3aTHHHOOM.

Hezemamonozuueckue nedcenamenbHole peaxkuyuu

[Ipu pa3BUTHM yMEpPEHHBIX HEreMaTOJOTMYECKUX IMOOOYHBIX peakuuil (2 CTeneHH) JeueHue
ClielyeT IPUOCTaHOBUTH J0 TEX MOP, IIOKA PEAKIMsI HE pa3peIIUTCs UM HE BEPHETCSI K HCXOJHOMY
ypoBHIO. JleueHnue BO30OHOBISAIOT B MpPEXKHEH J103€, €M 3TO MEpBbIA clydas HexelaTeIbHOU
PEaKIMH, 10CIIe TOBTOPHBIX CIIy4aeB PEKOMEH]IyEeTCsl CHUXKEHHE J03bI 1a3aTUHUOA.

[Tpu pa3BUTHHU TSHKEIBIX HETEMATOIOTHYECKHX TOOOYHBIX 3P (heKkToB (3 nin 4 cTeneHn) Je4eHne
IPUOCTAHABJIMBAIOT JI0 HCYE3HOBEHHUS CHMIITOMATUKU HEXEJIaTeJIbHOM peakuuu WId 0
YIIyUIIEHUs] COCTOSHUS MalueHTa. JledeHue Mo>XxHO BO30OHOBHUTH B CHUXKEHHOI J103€.

V¥ B3pocinbix nanueHToB ¢ XMJI no3y pexomenyercs cHu3nuThb co 100 mr 1 pa3 B nens 1o 80 mr 1
pa3 B JIeHb, a MPU HEOOXOTUMOCTH JomoaHUTENBHO ¢ 80 Mr 1 pa3 B aeHb 10 50 mr 1 pa3 B JeHb.
V B3poCIiIbIX manueHToB ¢ mo3auuMu (aszamu XMJT win OJUJT Ph*, monyuarormx 140 mr 1 pas B
JIeHb, PEKOMEHTyeTcsl CHUKeHHe 103b1 1o 100 Mr 1 pa3 B 1eHb U Janee, eciu notpedyercs, To co
100 mr 1 pa3 B aens 10 50 mr 1 pa3 B 1eHb.

V manmenTtoB jgerckoro Bospacrta ¢ XMJI Ph* B xponnueckoil (ase ¢ HEreMaroJOrHIeCKUMU
NOOOYHBIMHU PEAKLUSIMU CHUYKEHUE J103bl JOJKHO MPOBOJUTHCS aHAJIOTMUHO PEKOMEHJAIUsIM,
NPUBEICHHBIM BBIIIE JUISI CHUDKEHUS J103bl IPY T€MATOJIOTUYECKUX MTOOOUHBIX pPeaKIusX.

[Ipu MOSIBIIEHUH HETeMATOIOTHYECKUX MOOOUYHBIX peakimil y aereit ¢ OJIJI Ph* cienyer camkath
03y Ha OJMH YypOBEHb B COOTBETCTBHHM C PEKOMEHJIALMUSMU IO CHIKEHHUIO J03bl s
reMaToJIorM4eckux MOOOYHBIX peakuui (omucaHbl BbIIIE). 3a MCKIIOUYEHHWEM HapyIHIeHUH
(GYHKIMU TIEYEHH B CIIyyae HEreMaTOJIOTMYECKUX HeONarompusATHBIX peakuui > 3-il creneHu
mpkectd 'y gereit ¢ OJIJI Ph™ nedenwe MOMKHO OBITH MPHOCTAHOBICHO, W MOXKET OBITH
BO300HOBJICHO B CHWKEHHOM /103€ TOCJI€ YMEHbILIEHUS TSHKECTH HEOIaronpusTHRIX peakuui 110

< 1-# crenenu. Ecnu koHIeHTparus npssMoro ounnpyOnHa Oosiee ueM B 5 pa3 BBINIE BEPXHEH

Crpanuna 7 u3 30



COOTBETCTBYET ZKCNEPTHOMY OTUETY

ot 07.05.2025 N2 11835

rparuisl HopMbl (BI'H), Tepanuio oTMEHSIOT 1D TEX l'IOflg,l Igékl%“o@lfyf; G g%e{m‘@rés{ K

UCXOJTHOMY YPOBHIO WJIM TSXKECTh HEXKEJIaTeIbHOW peakluy He YMEHbIIUTCS 10 < 1-i cTeneHu.
[Tpu moBbIIIEHNH aKTUBHOCTH acmapTaramuHoTpancdepasbl (ACT)/anannnamunorpancdepassi
(AJIT) 6omee BI'H B 15 pa3 Takke HeoOXoauMma IMPUOCTAHOBKA TEPANMH JO BO3BPAIICHUS K
MCXOJHBIM 3HAYEHUSIM WJIM CHUKEHMSI TSHKECTH HeOJaronpusTHOl peakuuu 10 < 1-i cTemneHu.
[lpu peumauBe MOAOOHBIX HApYIIEHUH (YHKIMU MEYEHH IOCIEe BO30OHOBICHUS TEpalUH
Ja3aTMHUOOM /103y IperapaTa ciaelyeT CHU3HTb.

[Inespanvuviil goinom

B cnywyae nmarHoCTMKM IJIEBPAJIbHOTO BBINOTA JIEUEHHE Ja3aTUHUOOM clexyeT INpepBaTh A0
06CJICI[OBaHI/I$I nmanuceHTa W HUCUYC3HOBCHHA CHUMIITOMOB HWJIM BO3BpAlICHHUA CTCIICHU HX
BBIPAXKEHHOCTH K UCXOAHOMY YPOBHIO. ECu 31n301 He KyIUpyeTcs B TEUEHUE TPUMEPHO OJHOMN
HEJIeNH, TO CIIeyeT pacCMOTPETh IPUMEHEHUE AUYPETHUKOB MIIM KOPTUKOCTEPOUI0B, MIIM 00enX
IpyMII IpenapaToB OJHOBpeMEHHO (cM. pa3zaensl 4.4 u 4.8). Ilocne paszpelnieHust nepBoro 3Mu3oa
CJIEZyeT PacCMOTPETH BOIIPOC O BO3OOHOBJICHUH TEPANTNH Ja3aTHHUOOM B paHee MPUMEHSBIICHCS
nose. Ilocie paspemenns nociaeayomuX 3MU30/10B CIeIyeT MOBTOPHO MPUMEHATh Aa3aTHHUO B
7103€, CH’)KEHHOH Ha OJTUH YPOBEHb.

[Tocne pazpemenus Tspkenoro (3 creneHu UM 4 CTeNeHu ) S1U30/1a, IpU He0OX0AUMOCTH JICUeHHE
MOXHO BO300HOBHUTH B YMGHI)HICHHOfI J03€ B 3aBHCHUMOCTH OT HCXOI[HOﬁ TSAXKECTHU
HEXENaTeIbHON PEaKIIUH.

Koppekuu}l 0030l npu conymcmeyrouwem ucnoib306aHuu CujilbHblX uH2u6um0p06 M30d)€DM€Hma

CYP3A4

Crnemyer m30erarb COBMECTHOTO MPUMEHEHHsI MOUTHBIX HHruouTopoB nzodepmenta CYP3A4 u
coka rpeindpyra c npenaparom Jazatunuo (cMm. paznen 4.5). Ecinu Bo3aMoxkHO, clieTyeT BEIOMPATh
QIbTEPHATHUBHYIO Tepanuio 0e3 MM ¢ MHMHUMAJIbHBIM MOTEHIMAIOM HHIHOMpPOBaHMS
uzopepmenta CYP3A4. Eciiu HeoOX0AMMO 0JTHOBPEMEHHOE PUMEHEHUE Aa3aTUHNOA U CUIIbHBIX
uarunouTopoB CYP3A4, ciienyer paccMOTpeTh YMEHBIIICHUE JTO36I:

e 40 mr npu cytouHoit no3e 140 mr;

e 20 mr npu cyrounou goze 100 mr;

e 20 mr npu cyTouHO# A03€ 70 mr.

[Tpu ucnonp3oBanuu 103 60 Mr unu 40 Mr, cieayeT pacCMOTPETh BO3SMOXHOCTb PUOCTAHOBJICHHUS
nedeHus mpenapaToM JlazaTMHUO 10 TpeKpalleHus] Tepaniy C MCIOJb30BaHHEM HHTHOUTOPOB
nzodpepmerra CYP3A4. Bo3oOHOBIIEHHE Tepaiy BO3MOXKHO Yepe3 HEJIEITIO TTOCIIe IPEKPAICHHUS
ucnonb3oBaHus uHruouTopoB CYP3A4.

[Ipeamonaraercs, YTO CHUXKEHUE 103bI OyJIeT JJOBOAUTH IJIOMIAIb MO/ KPUBON «KOHLIEHTpALHsI-

BpeMs»» (AUC) 1o 3uavenuii, HabOmromaeMbix 0e3 nHruOuTopoB CYP3A4, oHAKO KIMHHYECKHE
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unruouropel CYP3A4. B ciiyuae HenmepeHOCMMOCTH CHMKEHHOM [103bl Ja3aTHHHOA, CleayeT
npekpatuth mnpuMmeneHne uHruoutopo CYP3A4 wmm  mpUOCTaHOBHUTH  HCIIOJIB30BaHHE
nazatTuHuOa 10 mpekpamieHus npuMeHeHus uHruoutopoB CYP3A4. Bo3oOHOBIeHHE mpuema
Jla3aTHHUOA BO3MOXKHO Yepe3 HEIeI0 Mocie npekpaieHus npuema nHruoutopos CYP3A4,

Oco0Bble IPVIIILI MAIUEHTOB

Tlayuenmul nodicunoco 6ospacma

Knunudecku 3HaYMMBIX pa3inuyuil B (apMaKOKMHETUKE Yy MOXKHIBIX MMAllMEHTOB HE BBISBJICHO,
MO03TOMY KOPPEKIIHs 103bl HE TpedyeTcsl.

Tayuenmoi ¢ HapyweHuem hyHKyuu novex

KW nazatmamba y NanmMeHTOB CO CHW)KEHHOW (yHKIMEH NOoYeK He NpOBOIMINCH. U3
UCCJICIOBAHMs TAllMEHTOB C BIEPBBIC JUAarHOCTUPOBAHHON XxpoHudeckod ¢azoir XMJI
UCKIIIOYAJIMCh TMAllMeHThl C KOHIIEHTpAlMel KpeaTMHUWHA B ChIBOpoTKe > 3 pa3 BI'H, a u3
UCCIICIOBAaHUS y TIAIMEHTOB C XpoHWYeckoi (azoit XMJI ¢ pe3UCTEeHTHOCThIO WU
HENEPEHOCUMOCTBIO TMPEAIIECTBYIONIEH Tepanuu KMMaTUHUOOM HCKIIIOYAIM MalMEeHTOB C
KOHILIGHTpaluel KpeaTMHuHa B cbIBOpoTKe > 1,5 pa3za BI'H. IlockonbKy Mo4euHbIN KIMpPEHC
na3aTuHUOAa U ero MeTaboIuToB cocTapisieT < 4 %, MOATOMY KOPPEKIIUHU 036l IPU HAPYLIEHHON
(GyHKIUM TOYeK He TpedyeTcsl.

THayuenmoi ¢ HapywieHuem YHKYuU neveHu

[TatenTs!l ¢ HapymeHHeM (YHKIMM MEYEeHU JIETKOW, CpeIHEeW WM TSKEIOW CTeNEeHH MOTYT
[oJy4yaTh PEKOMEHJyeMyl0 HadajibHylo a03y. OpHako 1na3aTHHMO cienyeT HIpUMEHSTh C
OCTOPOKHOCTBIO Y MAIIMEHTOB € TIEYCHOUYHON HEAOCTATOYHOCTHIO (CM. paznen 5.2).

Criocob nmpuMeHeHu s

[Tpenapat /lazatunu® cneayeT MpUHUMATH TOIBKO MEPOPATILHO.

TabneTKku, MOKPHITHIE TNIEHOYHOM 000I04YKOM, HENB3sI U3MENbYaTh, pa3pe3aTh WU KEBATh, YTOOBI
HOI[I[Gp}KaTI) HpaBI/IJ'II)HI)IG I[O?,I/IPOBKI/I nu MI/IHI/IMI/ISI/IpOBaTI) pI/ICK BOSI[GI\/'ICTBI/ISI Ha KO}Ky, Ta6J'I€TKI/I
CJelyeT MPOTJIaThIBaTh IETUKOM. TaOJeTKU, MOKPBIThIE TMJICHOYHOW OOO0JIOYKOH, HE CleayeT
W3MEeNbYaTh, MOCKOJBKY CHUCTEMHAs OSKCIO3WUIUSA y TMAlUEHTOB, MPUHSABIIUX H3MEIbYCHHBIE
Ta0JIETKH HUXKE TAKOBOH, YeEM Y TAIIUEHTOB, IPOTTIOTUBIIUX IIENYI0 Ta0IETKY.

TabneTkn MOXXHO NMPUHUMATh HE3aBUCHUMO OT IMpHEMa MUIIM U Ha MOCTOSHHOM OCHOBE MO0
yTpoMm, 1100 BeuepoM (cM. pazzen 5.2). [Ipenapat J{azatuHu® Henb3s OJHOBPEMEHHO MPUHUMATD

¢ rpednpyToM MM TperIihpyTOBBIM COKOM (cM. pazzen 4.5).

4.3. IlpoTuBONOKa3aHUS

® TUICPUYYBCTBHUTCIBHOCTL K }IaSaTI/IHI/I6y nJIn K J'IIO6OMy N3 BCIIOMOIaTCJIbHbIX BCIIICCTB,
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MEepPEUYNCIICHHBIX B pazjaene 6.1.

4.4. OcoOble yka3aHMsl M1 Mepbl PeI0CTOPOKHOCTH NPH NPUMEHEHUH

Muenocympeccus

[Ipu nedyeHun Ja3aTUHUOOM MOTYT BO3HHMKATh TsDKENble TPOMOOLIMTONECHUS, aHEMHUs U
HelTporieHus. Yarie oHM peruCTPUPYIOTCS y MaueHToB ¢ no3aauMu ¢azamu XMJI i OJUT
Ph*, 4em y marmenToB ¢ xpoHudeckoii pazoir XMJL

[Tpx MOHOTEpANHMHK JA3aTUHUOOM B3POCIILIX HALUEHTOB ¢ Mo3aHuMH (hazamu XMJI uau OJLJT Ph*
MOJIHBIM KJIMHUYECKUN aHallu3 KpPOBU HEOOXOJUMO MPOBOAUTH €KEHEAENbHO HA MPOTSKEHUU
IIEPBBIX 2 MECSIIEB, a Jajiee eKEMECIYHO UM 110 KIMHUYECKUM [TOKA3aHUSM.

V B3pocibix manuenToB u aereil ¢ XMJI Ph* B xpoHudeckoii (asze mosiHblii KIMHAYECKUIA aHaIIH3
KpOBU CIEAYET MPOBOAUTH Ka)KIbple 2 HENENH MepBble 12 Hexenb JIeYeHUs, 3aTeM Kaxible 3
MecsIa WK M0 KIMHUYECKUM MMOKa3aHUsAM. Y B3pPOCIBIX MAIMEHTOB ¢ MO3AHUMHU ¢azamu XMJI
v OJIJI Ph* mpu MoHOTEpanuu 1a3aTHHUOOM aHaau3 KPOBU CJIEAYET HOBTOPATH €KEHENEILHO
IIEpBbIC JIBa MECALlA JICUYEHUS, 3aTEM — €XKEMECAYHO WM M0 KIMHUYECKUM Ioka3zaHusM. llpu
neuenun aereit ¢ OJIJI Ph™ kombunanumeii nazatunn0a 1 XMMUOTEPAIIMHU MOJIHBIA KIMHUYECKUI
aHAJIU3 KPOBU CJENyeT MPOBOJIUTH IEpe] HadaloM KaKIOro OJIOKa XUMHUOTEpalmuu W IO
KJIMHUYECKUM I0Ka3aHUsAM. Bo BpeMsi KypcoB XUMHOTEpAalMHM aHajdu3 KPOBH HEOOXOIHUMO
MOBTOPSATH KaXKJIble 2 THS /10 BOCCTAHOBJICHUS IIOKa3aTesleld. Y THETEeHUE KOCTHOTO MO3ra 0OBIYHO
00paTUMO U MPOXOAUT IPU BPEMEHHOW OTMEHE WIJIM CHUKEHHUH JTO3bI Ja3aTHHHOA.

KpoBorteuenust

VY nanueHToB ¢ XxpoHuyeckoit (pazoit XMJI, monyuaBIImx qa3aTUHUO, CIIy4aTuch KPOBOUBIUSHUS
3 win 4 crenenn. Y nanueHToB ¢ no3aaumu pazamu XMJT win OJIJT Ph* 6buin oTMedeHs! cirydan
TSKEIIBIX KPOBOM3JIUSHUM B IICHTPAJIBHYIO HEPBHYIO CCTEMY (B TOM YHCIIE JIeTanbHble). Tspkenble
HKEJIyJOYHO-KHAIIEYHbIE KPOBOTEUEHUS 3 MU 4 CTENIEHU OTMEYEHBI y 4 % MallueHTOB C NO3IHUMHU
dazamun  XMJL. [lpm  TsDKenBIX  JKETYJOYHO-KUIIEYHBIX  KPOBOTEUYEHHUSAX  BPEMEHHO
MPUOCTAaHABIMBAIOT TEPAIINIO U IPUMEHSIOT reMoTpaHcdy3uto. [[pyrue Tsokesable KpoBOTEUEHUS
3aperucTpUpoBaHbl y 2 % NnanueHToB. boNbIIMHCTBO Cily4aeB KpPOBOTEUEHUH CBSI3aHBI C TSXKEION
Tpombonuronenueil. [Ipenaparel, HrHOUpyoUMe QyHKIUN TPOMOOIIUTOB, U AHTHKOATYJISIHTHI
clleyeT NIPUHUMATh C OCTOPOKHOCTBIO.

3a/iepKKa KUIKOCTHU

[Tpu npueme nazaTMHNOa MOXKET HAOIIOAATHCS 3aAepKKa )KUIKOCTU. Cpesiu B3pOCbIX MAlUEHTOB
¢ BriepBble BisiBIeHHBIM XMJI Ph* 3aepikka *®uakocTu TsDKesoi crernenn Habmoaanace y 5 %
MallHEeHTOB.

V B3poCHBIX ¢ BrepBbie BhisABIeHHBIM XMJI Ph* npu pe3sucTeHTHOCTH K MMaTHHHOY WJIH €ro
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6 %. Y B3pOCHbIX ManueHToB ¢ mo3auuMu ¢azamu XMJI umun OJUT Ph* 3amepxka KuakocTu
TSOKENIOW creneHn HaOmonamack B 8 % ciyyaeB, BKJIIOYas BBIPOKEHHBIN IJICBPAIBHBIA H
nepuKkapauanbHbeld BEIIOT Y 7 % U 1 % nanueHToB, COOTBETCTBEHHO. BpIpa)k€HHBIN acuuT U
reHepaI30BaHHbIA OTEK Pa3BUIIMCH Y MeHee 1 % MaIeHTOB ¢ Pe3UCTEHTHOCTHIO K UMAaTUHUOY.
¥ 1 % nanueHToB ¢ pE3UCTEHTHOCTHIO K UMAaTUHUOY 3apErUCTPUPOBAH TSAKEIbIM OTEK JIETKUX.
[lpy mosiBIEHUM OJBIIKH, OOMM B TPYAHOW KIETKE WIM CyXOro Kauwisi HeoO0XoIum
PEHTTEHOJIOTUYECKUH KOHTPOJIb OPraHOB TPYJHOW KIETKU. 3alepikKKa >KUIKOCTH OOBIYHO
KY[UPYETCsl MPU MPUMEHEHUU MOAJEPKUBAIOIICH TEpanuu C BKIIOYEHUEM JUYPETUKOB WIIU
KOPOTKOIO Kypca IJIFOKOKOPTHUKOCTEpOou0B. Ilpn BbIpaX€HHOM IUIEBpajIbHOM BBIIOTE
TpeOOBaIMCh OKCUIE€HOTEpanus U TOPAKOLEHTE3. 3aJepKKa JKUJIKOCTH HaOJIojaiach yaie y
MAalKMEeHTOB, TPUHUMAIOLMX MpPEenapar ABa pa3a B CyTKH.

Takue HexenareiabHbIE PEAKIUU, KaK 3aJepikKKa KUIKOCTH, OIBIIIKA, OBICTpasl yTOMIISIEMOCTb,
IUIEBpaJIbHBIN BBINOT, Kallle)lb, KPOBOTEUEHUS B HYPKHUX OTJEIIaX ey I04HO-KUILIEYHOI O TPAKTa,
HapyLIEHUs alllIeTUTa, B3yTHE )KMBOTA, FOJIOBOKPYKEHUE, IEPUKAPAUATIBHBIN BBINOT, 3aCTONHAsA
cep/ieuHas HeJJOCTaTOYHOCTb, CHH)KEHHE MAcChl TEJa, Yallle BCTPEYaroTCs y NalUMEHTOB CTaplile
65 ner, ModTOMY CcleayeT O0ecledyHuTh THIaTelbHOe HAOMIOACHHE 3a MalMeHTaMH JIaHHOU
BO3PACTHOM I'PYIIIbL.

Yumuaenue uarepsasia QT

VY nunenue untepBana QT Habmroganocs meHee ueM y 1 % MalMeHTOB ¢ BIIEPBBIC BBISBICHHBIM
XMJI Ph* B xpoHuueckoil (ase, MoayyaBHIUX Aa3aTUHUO, TPH ITOM YIJIMHEHHE COCTABUIIO B
cpenrem 3,0 mc. YmmHenue uaTepBasia QT mpu jedeHun na3atmHUOOM HaOII0qaI0Ch ¥ OoJiee
yeM | % mDalnueHToB C PE3UCTEHTHOCTbIO WM HENEPEHOCHUMOCTHIO TEpanuu HMaTHHUOOM.
JlazaTuHu6 crneayeT MCIoNb30BaTh C OCTOPOXKHOCTHIO MAIMEHTaM C YUIMHEHHBIM HHTEPBaJIOM
QT wnu ¢ pUCKOM €ro yJIHMHEeHHs (THUMOKaTueMUs, TUIOMarHueMus, BPOXKICHHBIA CHHAPOM
yanuHeHHoro uHTepBana QT, Tepamusi aHTHapUTMHUYECKMUMH M JIPYTHMMH TperapaTami,
crocoOHbIMU  yanmuHATE QT  WHTEepBaN, TNpeAmIecTBYIOMAs Tepamnus BBICOKUMH J103aMHU
aHTpauukiIuHOB). Jlo Ha3zHadeHusi mpenapara Jla3aTWHUO cJenyeT MPOBECTH KOPPEKIIHUIO
TUTOKAIMEMUU ¥ TUTIOMAarHUEMHH.

Hapynieans co CTOPOHBI CEpACYHO-COCYAUCTON CHCTEMEI

VY nanueHToB ¢ 3a00jieBaHUSMHU Cepllla B aHaMHE3e WIM PUCKOM HX pa3BUTUS Cpelu
HE)KEJIaTeNbHBIX peakIiil yaie, 4eM y ApYrux IpyI, 0OHapyKUBAJIUCh HAPYLIEHUS CO CTOPOHBI
CepACYHO-COCYTUCTON  cHUCTeMbl  (3acToifHas  cepjieyHas  HEJOCTaTOYHOCTB/CepaeuHast
TUCOYHKIUS, MEepUKapIUalIbHBIA BBINOT, APUTMUS, OUIYLICHHE CepAUeOHeHUs], yIIMHEHHE

untepBasia QT, mHDapKkT MHuOKapaa (B T.4. ¢ JIETATBbHBIM HCXOJOM). BBHIY 3TOTO, y IaHHOMH
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NESTEIIbHOCTH C IENBbI0  BBIABICHUS H, NPH HEOOXOIUMOCTH, KOPPEKIUU BO3MOXKHBIX
HEXKENATeNIbHBIX PEAKIM CO CTOPOHBI CEPJCYHO-COCYAUCTON cucTteMbl (00Nb B TpynH,
3aTpyJAHEHHOE JbIXaHue, MOTOOTAeIeHHE). [Ipy pa3BUTHUHN HEXKENATESIbHBIX SIBICHHH CO CTOPOHBI
CEepACYHO-COCYTUCTON CHCTEMBI JICYCHHUE TPENapaToM CIlIeayeT MPUOCTaHOBUTh. Bo300HOBICHHE
JICYCHUsT BO3MOXHO IIOCJIC BBITIONHEHUS (DYHKIMOHAIBLHOW OLEHKH: HCXOMHAs J03a TpHU
CITa0BIX/yMEPEHHBIX HEXKENATEIbHBIX PEaAKIUIX (< 2 CTENEeHH), CHUKCHHUE O3Bl MPH TSKEIbIX
HE)KEJIATENIbHBIX peakiusax (> 3 cTeneHu).

JlerouyHas aprepuaibHas THIEPTSH3HS

Jlerounas aprepuanbHas runeprensus (JIAIY), moaTBepkaeHHast PU MOMOIIM KaTETEpU3ALUU
IPaBbIX OTAEIIOB Cep/Iia, MOKET HaOII0JaThCs KaK B XO/ie JieueHus rnpernaparoM Jlazatnau0, Tak
U 10 IPOLIECTBUM Toja M Oosee IMociae ero OKOHYaHMs, 4acTo Ha (POHE COMYTCTBYIOLIMX
3a00J1€BaHUN W OJHOBPEMEHHOIO IpueMa JAPYruX JIeKapCTBEHHbIX IpenaparoB. Jlo Hauana
jgedeHus: npemaparoM JlazatuHMO ciexyeT HpOBECTH O0OCIENOBaHME NAlMEHTa C IIETIbIO
BBISIBJICHUSI BOBMOXKHBIX ITPU3HAKOB U CUMIITOMOB 3a00j€BaHMi cepaua u jerkux. Eciau B xoze
neuyeHust npenapatoM Ja3aTuHUO y manyMeHTa OTMEYarOTCs O/IBIIIKA I YCTaJIOCTh, HEO0X0AUMO
UCKJIIOUUTh HambOoJiee TUIMYHYI 3THOJIOTHIO, BKIIOYas IUIEBPAJIbHBIA BBINOT, OTEK JIETKHX,
AHEMUIO U Hajuuue uHpuiIbTpara B Jerkux. [Ipu 3ToM HeoOX0IMMO YUUTHIBaTh PEKOMEHIAINHY,
JaHHbIE B pazzaene 4.2 i ciay4aeB pa3BUTH HETEMAaTOJOTHUECKUX HEKENATeIbHBIX PEaKIIHii:
IPU  Pa3BUTHM  TSDKEIBIX  HET€MAaTOJIOTMYECKUX  HEKENATENbHBIX  peakUuid  JICYEeHHue
IIPUOCTAaHABJIMBAIOT JI0 HCYE3HOBEHMS CHMIITOMATHKU HEXKEIATEIbHOM peakuud WIA 10
YIIYy4YLIEHUS] COCTOSIHHS MAllUEHTa.

Ecnu B niporiecce 00cae10BaHus allMEHTa HE ObLI IOCTABJIEH JIPYrOi JUAarHo3, CIeAyeT MPUHATh
K paccMoTrpeHuto guarHo3 JIAI. B cinyuae mnoarBepxkaenus JIADIY y namueHra jedeHue
npenapatoM JlazaTuHu® mnpekpamaroT 0e3 MOCIenyroIlero BO300HOBIEHMS, oOOecreyuB
MOCJIENYIOIUI  KOHTPOJIb  COCTOSIHMSL IIAllMEHTa B COOTBETCTBHM CO  CTaHAAPTHBIMU
PEKOMEHTalUSIMHU.

TpomboTnyeckas Mukpoanruomnarus (TMA)

WHruburopsl  THUPO3HMHKHHA3HI BCR-ABL  accomumpyioorcs ¢ TPOMOOTHYECKOI
mukpoanruonatueii (TMA), Bkiouyas OTAENbHbIE COOOIIEHHS O CIy4asX MpUMEHEHUs
nazaTuHnOa. Ecny y manmenTa, moyJarmero 1a3aTiHiO, BO3HUKAIOT KIMHUYECKHE CUMIITOMBI
WK J1abopaTopHble U3MEHEHHUs, XapakTepHble [uid TMA, nedeHue 1a3aTHHUOOM JIOJKHO OBbITH
OpeKpalleHo M TpoBeJeHa IMojiHas AuarHocTuka TMA, BKIIOYas OIIGHKY aKTUBHOCTH
ADAMTS13 u onpenenenuss antu-ADANTS13-anturen. [Ipum BBICOKOM ypOBHE aHTH-

ADAMTS13-anTUTEN B COUETAHUU C HU3KOM akTUBHOCTHI0 ADAMTS13 sreuenue nazatnHuOOM
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HE JI0JDKHO OBITH BO30OHOBIIEHO.

PeaktuBanus Bupyca renatura B (BI'B)

Nurunburopsr Tupo3unkunazsl BCR-ABL cBs3biBatoT ¢ peaktuBanueii Bupyca renatuta B (BI'B),
eMHUYHBIE CIyyau ONMHMCaHbI /Ui Ja3aTuHuOa. B HekoTopbix cimyuasx peaktuBanus BI'B mpu
MPUMEHEHUHN JAPYTuX UHrHOUTOpOB THpo3uHkrHa3bl BCR-ABL nmpuBoamia K pa3BUTHIO OCTPOUH
MEYCHOYHON HEIOCTATOYHOCTH WM (yJIbMUHAHTHOTO TeMaTuTa, a B MOCIEAYIOIMEM - K
TpaHCIUIAaHTAIIMU TICYCHH WX JICTAITBHOMY UCXOTY.

[lepen nauanom tepanuu npenaparom JlazaTuHUO AOKEH MPOBOAUTHCA CKPUHHUHT HA HAIUYUE
BI'B. Jlns manveHTOB, UMEIOLIUX IOJIOKHUTEIbHBIE CEPOJIOTMYECKHUE MPOObI, PEKOMEHAYETCs
KOHCYJIbTallMsl CIIEIMaancTa, uMeromero onsIT jgeyeHus BI'B. YV manuenros-nocutenein BI'B,
HYXKJIAIONIMXCS B JIGYCHWM HWHruomropamu Ttupo3mHkuHazel BCR-ABL, HeoOxoammo
KOHTPOJIMPOBATh KJIMHHYECKUE U JTabopaTopHbIe Mokaszarenu aktuBanuu BI'B Ha mpotsxeHuun
Tepanuu U HECKOJIbKO MECALIEB MOCIIe €€ OKOHUaHus. J{J1s manueHToB ¢ peakTuBupoBaHHbIM BI'B
Ha (oHE mpuMeHeHHUs Tmpemapata JlazatmHHO TIOKa3aHa HEMEUICHHASs KOHCYJIBTAIHUS CO
CIIEMaIuCTOM 10 JedyeHuto BI'B.

CHHIpPOM JIM3HCA OIYXOJIH

bbby 3aperucTpUpoBaHbl Clly4au pa3BUTHsS CHHApPOMA JIM3UCA OIYXOJHM Yy IALUEHTOB C
PE3UCTEHTHOCTHIO K MPEAIIECTBYIOMICH Tepaniui UMAaTHHUOOM, MPEHMYIIECTBEHHO HA MO3/JIHUX
cTagusax 3aboneBaHus. BenencTBue BOZMOKHOCTH Pa3sBUTHS CUHAPOMA JIM3UCA OIyXOJIU, IEpe]
HayajoM JeueHus mnpenaparoM Jla3aTuHUO HEOOXOIUMO MOJIEPKUBATh AJEKBATHBIM ypOBEHb
TUAPATALMH, IPOBOAUTH KOPPEKIUIO YPOBHS MOYEBOU KUCIOTHI U KOHTPOJIIUPOBATH COACPIKAHUE
AJIEKTPOJIUTOB B IJIa3Me KPOBU. [lallMeHThl Ha O3/IHUX CTaAMSIX 3a00JI€BaHUSI U/WIN C BBICOKOM
OITyXOJIEBOM Harpy3KOM HaXOAATCS B IPYIIIE BBICOKOIO PUCKA, 110 3TOW IPUYHHE OHU HYKAAKOTCS
B OoJiee 4acToM 00CIIeI0BaHUH.

BausiHMe Ha pOCT M pa3BUTHE JETEH U IIOJAPOCTKOB

B KU npwu siedennn JeTeil ¢ BIEPBbIE BBIABIEHHOW XpoHHYeckoit daszoit XMJI Ph™ win npu
PE3UCTEHTHOCTH/HETIEPEHOCUMOCTH MMAaTHHUOA IO MEHbIIEH Mepe depe3 JABa roja IOcCie
OKOHYaHUs JieueHus y 4,6 % naiueHToB HabI0AaIiCh TOOOYHBIE SIBIEHUS, CBSA3aHHBIE C POCTOM
U pa3BUTHEM KOCTEeH (BKJIIOYas Ciy4yad 3aMeIJICHHs WHBOJIONMM SMNH(U3a, OCTEONEHHH,
3aMeJUIeHUs pocTa, TMHeKoMacTun). IHTepnperanus pe3yabTaToB 3aTpyJHEHA B BUYy KOHTEKCTa
XPOHUYECKOI0 3a00JI€BaHMs U MOAJIEKUT JI0JITOCPOYHBIM HaOII0AeHUSIM. B nccnenoBanusx npu
nedennu neauaTpudeckux nanueatos ¢ OJIJT Ph* nazatuarnGoM B KOMOMHAIIMH C XUMHOTEPAITHEH
MaKCHMyM 2 rojia CIIyCTs I0CJIE JIEYEHUsI OTMEUEH CIy4ail HEXKeIaTeIbHOM peakluy, CBSI3aHHON

C HapylIEHUEM pOCTa U PAa3BUTHS KOCTEH.
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[Ipoune

[Tpu MOBBINIIEHUN YPOBHS TPaHCAMUHA3 WM OMIHpyOWHA ClieAyeT YMEHBIIUTH 103y Ipernapara
VI IPUOCTAHOBUTD €I0 IPUEM.

[Ipu pa3BUTHM TUNOKAIBLIMEMUU COCTOSIHUE KOPPEKTUPYETCS MPUEMOM BHYTpPb IpEnapaToB
Kanpus. Bo BpeMst jieueHus ¥ B TeUeHUE MUHUMYM 3 MECSI1EB MOCJe U My XYUHAM, U )KCHIIUHAM
HEO0OXOJUMO HCIOJIb30BaTh HAJEKHBIE METO/Abl KOHTpaulenuuu. Eciaum BO BpeMs JIeUeHUS
npenapatoM JlazatuHu® HacTynmuia OEpEeMEHHOCTb WJIM €CIHM CTaJ0 M3BECTHO, YTO Ipernapar
HCIIOJIb30BAJICSl BO BpeMsi OEpEeMEHHOCTH, CIIeAyeT HEMEJIEHHO TPOMH(OPMUPOBATH MAIUEHTKY
0 BO3MOXXHOM PHCKE JJIs TUIOAA.

[Tpu npueme nazarnHuOa ObUTH OTMEUYEHBI WHAMBHUIYAIBHBIE CTydYad BO3HUKHOBEHUS TSKEIBIX
HE)KEJIaTEeJIbHbIX PeaKlui, MOPaKaoLUX KOXKY U CIU3UCTbIE 000JIOUKH, B TOM YHCJIE CUHIPOM
CruBenca-/[>koHCOHAa 1 MHOTO(OPMHOI pUTEMBbl. B ciyuae mosiBIeHUs TaKUX HEKeIaTelbHBIX
3¢ dexToB npu npueme npenapara, iedeHue npenapatom lazaTuHud HEOOXOIUMO MPEKPATHUTD.

BcrnoMmorarensHble BellecTBa

[Tpemapat [Ja3aTuHUO coMepKUT JIakTO3y. [lanueHTam ¢ peIko BCTpEYaroIIeics HacIeICTBEHHON
HENEPEHOCHUMOCTBIO TalaKTO3bl, ACPHUIMTOM JaKTa3bl JIOMApedl WM TIIOK030-TalaKTO3HOU

ManbaOCcopOIIMell He cielyeT MPUHUMATh 3TOT Ipernapar.

4.5. B3aumojeiictBie ¢ JAPYrHMH JIEKAPDCTBEHHBIMHM MpenapataMu M JApyrue BH/bI
B3aUMOAEHCTBUA

[IpenapaTel, KOTOpHIE MOIYT IOBBIIIATH KOHIICHTPAILUIO I[a3aTI/IHI/I6a B 1J1asM€ KpPOBH.

Hneubumopot uzogpepmenma CYP3A4

Hazatunu6 ssisiercst cyocrparom m3opepmenta CYP3A4. Maruduropsr nzopepmenta CYP3A4
(HampuMep, KETOKOHA30J], MTPaKOHA30J, JSPUTPOMHUIMH, KJIAPUTPOMUIIMH, PUTOHABHP,
aTa3aHaBUp, UHIUHABUD, HEI(UHABUP, CAKBUHABUP, TETUTPOMULINH, TPEUNI(PYTOBBIH COK) MOTYT
MOBBIINIATh KOHIIGHTPALMIO [a3aTHHHOA B IJIa3Me€ KPOBH, IMOITOMY CIIEAyeT H30erarb HxX
COBMECTHOTO TIPUMEHEHHUsSl C Ja3aTHHUOOM. [lalmeHThl, y KOTOpBIX He yaaeTrcs: n30exarhb
CHCTEMHOI0 NpHeMa MolrHoro uHruouropa nzopepmenta CYP3A4, nomKHBI HAXOIUTHCS TOA
TIIATEIbHBIM HAOII0ACHUEM IS CBOEBPEMEHHOTO BBISIBICHUS PU3HAKOB TOKCHYHOCTH.

HDeHaDaTBI, KOTOPBhIC MOTI'YT TIOHHMXKATh KOHIICHTPpAIuIo )IaSaTI/IHI/I6a B TIj1asM€ KpOBH.

Hnoyxmopwt uzopepmenma CYP3A4

Nunyxrops! nzodepmenta CYP3A4 MoryT cCHIKATh KOHIEHTPAILIMIO Ja3aTUHNOA B TUIa3Me.
Crnenyer u3beratb COBMECTHOTO MPUMEHEHHUS] MOIIHBIX MHIYKTOpoB M3opepmenta CYP3A4 ¢
nazatuHAOOM. [lanmeHTam, npuHUMarOmUM HHIYKTOpEl m3odepmenta CYP3A4 (mampumep,

JneKcaMeTa3oH, (eHUTOMH, KapbamaszenuH, pudamnuuuH, ¢GeHoOapOuTan WiIM MpenapaTsl
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3BepoOost mposipsBieHHoro (Hypericum perforatumfﬂ':is:;aggr%': ﬁJ—cEHJEéﬁz:ﬁan’B'cHéﬁyeT

Ha3Ha4yaTh Mpenaparel, He oOmamgatonue (Wi oO0Nafarolue B MHUHUMAIBHON CTETCHU)
CHOCOOHOCTBIO MHIyIUPOBATH 3TOT U30(PEPMEHT.

Anmayuovl (npenapamsi, cooepaicawjue antoMUHUs SUOPOKCUO/MACHUSL 2UOPOKCUO)

Ecnu anTanmuel HEOOXOIMMBI, pEKOMEHYETCsl UX NMPUHUMATh HE MEHEe YeM 3a 2 4aca J0 WU
yepes3 2 yaca 1ociie pruema Ja3aTuHuoa.

Bnoxamopuvl Ha-cucmamunosvix peyenmopos u uHeUOUmMopbi RPOmMoOHHOL NOMNbL

JluTensHOE  TOJABJICHUE CEKPEIMH KHCJIOTHl  JKENyIOYHOrOo coka Oyiokatopamu  Ho-
TUCTaMUHOBBIX PEIENTOPOB U MHTHOMTOPAaMH MPOTOHHOW MOMITHI (Harmpumep, (GaMOTHIAMHOM U
OMEIIPA30JI0M) MOXKET MPUBOJUTH K CHIDKEHHIO KOHIICHTPAIIUHU /1a3aTHHHOA.

CoBMecTHOE NMPUMEHEHHE 3TUX TPErapaToB U Aa3aTHHUOA HE peKoMeHayercs. B kauecTBe mx
QIBTEPHATHBBI MOXKHO HCIIOJIH30BAaTh aHTAIU/bI (32 2 yaca J0 WM 4Yepe3 2 Jaca Mmocje mpuemMa
npenapara /lazatuauo).

Bumsanaue ZI&33TI/IHI/I63 Ha JpYyruc JCKapCTBCHHBIC ITPCIIapaThl

Cyocmpamul uzoghepmenma CYP3A4

Jazatunu6 sBusercs wuHruOutopom wuszopepmenta CYP3A4, mosToMy ero CoBMECTHOE
npuMmeHeHue c cyocrtpatamu uzopepmenta CYP3A4 moxkeT ycunuTh AeicTBHE JaHHOTO
cyocrpara. Cyb6crpatsl n3odpepmenta CYP3A4 ¢ y3kuM TepaneBTUYCCKUM JTHUANIa30HOM, TaKHe
KaK ajdeHTaHWI, acTeMu30J, TepheHAINH, IU3ANpPH, MUKJIOCTIOPUH, (HEHTAHWI, TMHMO3H]I,
XUHUJIUH, CUPOJIUMYC, TAKPOIUMYC M alKaJlOMIbl CIIOPBIHBU (3PTOTaAMHH, TUTHIPOIPTOTAMUH)

CJICAYCT UCII0JIBb30BATE C OCTOPOKHOCTHIO Y MAIIMCHTOB, MMOJYYat0OMIUX I[a3aTI/IHI/I6.

4.6. DepTHIBLHOCTD, 0EPEMEHHOCTD U JIAKTALHSA

JKEHIMHEI ¢ ICTOPOAHBIM TOTSHITHAIOM (KOHTDaHeHHI/I}I Y MYKYMH U )KCHHJI/IH)

[TanMeHTKH C COXpaHEHHBIM JIETOPOAHBIM MOTEHIHAJIOM, U CEKCYaJlbHO AKTHBHBIE MY>KYMHBI,
JIOJDKHBI HCTIONTB30BaTh 3((hEeKTHBHBIE METOBI KOHTPAIICTIIIAN BO BpEMs JICUCHHUST a3aTHHHOOM H
B TCUCHHE MUHUMYM 3 MECSIIEB ITOCIIE.

bepemenHoCTh

Ha ocHoBe onbiTa KIMHUYECKOTO IPUMEHEHUs, TIPEATOIAaraeTcsi, YTo Ja3aTHHUO MpHU IpuemMe BO
BpeMsi OEPEeMEHHOCTH BBI3BIBACT BPOXKICHHBIC MOPOKH PAa3BUTHSA, BKIIOUAs NEPEKTHl HEPBHOU
TpyOKHU U BpenHble papmakonornyeckue 3p¢GeKTbl Ha M0/,

HccnenoBanust Ha )KHBOTHBIX TIOKA3aJIl PENPOyKTUBHYIO TOKCUYHOCTb.

JlazaTuHuO He cieayeT NPUMEHSITh BO BpeMsi OEpeMEHHOCTH, 32 UCKIIOUEHHEM CIIydaeB, KOorjaa
KJIMHIYECKOE COCTOSTHUE KEHIUHBI TPEOyeT JICUeHHS Ja3aTHHUOOM.

Ecnmm  nmazatmHmO wucmonb3yeTcs BO BpeMsi OEpEMEHHOCTH, TAIlMEeHTKAa JOJDKHA OBITh
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pornH(GOPMUPOBaHA O MOTEHIIMATLHOM PUCKE IS IIOA.

JlakTanus

Wudopmanvs o BBIICICHHH Ja3aTHHHOA B TPYJAHOE MOJIOKO 4YEJIOBEKA WM >KHBOTHBIX
HEJIOCTaTOYHA/OrpaHHYCHA.

OU3NKO-XMMUYECKHE H JOCTYIHbIE (DapMaKoIMHAMUYECKHNE/TOKCUKOJIOTHYECKHE JIaHHBIE O
Ja3aTUHUOE YKAa3bIBAIOT HAa JKCKPEIHIO B TPYAHOE MOJOKO W HENb3sl UCKIIOYUTH PUCK IS
pebenka.

KopMiieHune rpypio TOJDKHO OBITH TIPEKpAIeHO BO BPEMsI JICUSHHSI Ja3aTHHUOOM.

DepTUILHOCTE

B HCCICAOBAaHUAX HA XUBOTHBIX JICUCHHUC l[aSaTI/IHI/I6OM HC BJIMAJIO Ha q)epTI/IJIBHOCTB CcaMIlOB U
CaMOK KpPBICHI. Bpaqn U OPpyru€ MCIAUIUHCKUC pa6OTHI/IKI/I JOJIKHBI COO6HII/ITI) MYXXYHUHaM —
NnanueHTaM pepoOAYKTHBHOI'O BO3pacTa O BO3MOKHBIX B(I)CPCKTB.X ,Z[a3aTI/IHI/I6a Ha Q)epTHHbHOCTL

H PACCMOTPETH BOIIPOC O KPHUOKOHCCPBALIUU CIICPMBI.

4.7. BiusiHue Ha CIOCOOHOCTh YHOpaBJsATh TPAHCHOPTHBIMM CPEACTBAMHU H paﬁoTaTb C
MeEXaHu3MaMH

HpenapaT I[a3aTI/IHI/I6 OKa3bIBa€T HE3HAYMUTEILHOE BIHUSHHE HA CIHOCOOHOCTH YHpaBJIATb
TPAHCIIOPTHBIMU CPCACTBAMU U pa60TaTI> C MCXaHHU3MaMHU. HaIII/IeHTOB CJICOAYCT NpeaAynpeanThb,
4YTO BO BpPEM: JICUCHUA IIaSaTI/IHI/I6OM Y HUX MOI'YT BO3BHUKHYTBH HCXKECIATCIIbHBIC PCAKIIMU, TAKHC
KaK I'OJIOBOKPY?KCHHUC NI HCUCTKOCTL 3PpCHU. HO3TOMy CJICeayeT CO6J'IIO,I[8.T]':> OCTOPOKHOCTD ITpU

BOXIACHUN ABTOMOOMIIS HITH pa60Te C MCXaHU3MaMH.

4.8. HexkesaTelbHbIe peakiuu

Pesrome mpoduis 6e3onacHOCTH

Y OONBIIMHCTBA B3pPOCIBIX IMAIMEHTOB IMOOOYHBIE SBIECHUS OBUTM NMPEXOIAIIMMH, JEUeHHE
Ja3aTUHUOOM OBUIO MPEKpalleHO M3-3a MOOOYHBIX peakuuil y 12 % mnanueHToB C BIEpBbIE
BBISBIIEHHON Xpounueckor (asoit XMJI Ph*, a taxxke y 15 % nanueHTOB B XpOHUYECKOH (ase
XMIJI ¢ pe3uCTeHTHOCThIO K MMAaTHHHOY WM €ro HemepeHOCMMOCThbio, y 16 % - B (daze
akcenepauuu XMJL, y 15 % - B ¢aze muenouanoro 6mactHoro kpuza XMJI, a takxke y 8 %
naruentos ¢ OJIJI Ph*,

Cpenu nereit ¢ xponudeckoi pazoit XMJI Ph' BBujty cepbe3HbIX MOOOYHBIX PEAKIM Tepartus
na3aTMHUOOM Oblia npekparieHa y 1,5 % nanueHTos.

[poduns Ge3omacHOCTH pUMEHEHUsI fa3atiuHuba y aereit ¢ XMJI Ph™ B xponuueckoit ¢ase B
IIEJIOM COOTBETCTBOBAJI JAHHBIM Ha B3POCIIBIX MAIMEHTAX, 32 UCKIFOYEHUEM OTCYTCTBHS CITydacB

JIETOYHOH THUIICPTCH3UHU, IICPUKAPAUATIEHOI'O BBITIOTA, IJICBPAJIbHOT'O BBINIOTA, OTCKA JICTKUX.
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(NOCNEQCBATENEHOCTE 0001)

YacroTta moOOYHBIX peakluii MpUBEIEHA B BHJIE CICAYIOIIEH Tpaganuu: ouens yacmo (> 1/10);

yacmo (> 1/100 no < 1/10); neuacmo (= 1/1000 mo < 1/100); pedko (> 1/10000 no < 1/1000); ouens

peoko (< 1/10000); uacmoma neuszéecmua (He MOXKET OBITh OIIEHEHA HA OCHOBE HMMEIOIIMXCS

JTAHHBIX ).
OueHb yacTo Yacro Heuacro Peaxo
HUnghexyuu u unsazuu
Nudexunn (B ToMm | [THeBMOHUS (B TOM
quclie qucie
OakTepHaIbHbIC, OakTepHuaIbHasd,
BUPYCHEIE, BUpYCHas u
rpuOKOBBIC) rpuOKoBasi),
nHpeKIH
BEPXHUX
JIBIXaTEeNbHBIX
nyTeH,
repreTu4ecKue
WH(DEKIHH,
SHTEPOKOJIUT,
cencuc (B TOM
YuCclie HEYacTo — C
JIeTaJIbHBIM
HCXO0JIOM)
Hapywenus co cmoponul kposu u numgamuueckou cucmemol
Muenocynpeccust | debpunpHas JIumdanenonatus, OpuTpobIacTOneHus
(BKJIIOYAst aHEMUIO, | HEUTPOIIEHUS UM OTIEHUS
HEUTPOIICHHUIO,
TPOMOOIIUTONIEHU
10)
Hapywenus co cmopoHbl UMMYHHOU cucmembl
Peaknuu AHadunaktuyeckuit
TUTIEPUYYBCTBUTEIBHOCTH | IIOK
(B TOM wumcie y3ioBas
spuUTEMA)
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DOHOOKpuHHbIE HAPYWEHUS.

(MOCAEQOERTENEROC T 000

['unotupeos [M'uneptupeos,
TUPEOUIUT

Hapywenusa memabonuzma u numanus

Hapymenns l'unoansOymuHEMUS, CaxapHblil 1uader

anneruTa CHHJIPOM au3Kca

(BKirOUas OIyXOJIH,

CHIDKEHHE 00e3BOKHBaHUE,

anmeTuTa, paHHEE | TUIEPXO0JECTEPUHEMUS

HaCBIIIEHUE,

MIOBBIIICHUE

anmneTura),

TUIEPYPUKEMHUSI

HapymeHuﬂ CO CNOPOHbL H€p6H012 cucmemaol

T'onoBHAas 00JIb

becconnuna,
JIeTIpeccusl,
HeWponaTus
(BKITFOUAS
nepudepuyecKyro
HEeHpoIaTuio),
TOJIOBOKPYKEHUE,
W3BpallleHHE BKYyCa,

COHJIMBOCTH

becnokoiicTBo,
AMOIMOHATBHAS
JIa0WIBHOCTB,  IICHXO3,
CHIDKEHHE anou0,
KpOBOM3JIUAHUA  (Takue
Kak BHYTPHUMO3TOBast
reMaroma,
BHYTPHUMO3TOBOE
KPOBOM3IIHUSIHUE,
MUAypalIbHAS reMaToMa,
BHYTPHUYEPEITHOES
KPOBOM3IIHUSIHUE,
reMopparu4ecKuii
WHCYJIBT,
cybapaxHou1aIbHOE
KPOBOM3IIUSIHHE,
cyOaypasibHas remMaTroma,
cynOypaibHOe
KpOBOM3JIUSHUE),
Tpemop, 00MOpOK,

aMHEC3Hus, HapyHaICHUC

Cynoporu, HapylieHHe
MO3TOBOTO
KPOBOOOpAIICHHS
(MHCYNBT),
TPaH3UTOPHAS
UIIeMUYecKas  aTaka,
BOCTIAJICHUE
3pUTEIBHOIO  HEpBa,
napanuy VIl mapsr

YCPEIMHO-MO3IOBBIX

HEPBOB (JueBoro
HEpBa), aTakcusi,
JIEMEHIIHS
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paB[HOBGCI/I;I'ﬂ CCAEOOBATEREROCTE 000
Hapywenus co cmoponwl opeana 3penus

3pUTeNbHbIE KoHBIOHKTHBHUT,

paccTpoiicTBa HapyIICHUS 3peHus,

(HEYETKOCTb, CBETOOO0S3Hb,

PacIUIbIBUATOCTD, CIIC30TCUCHHE

CHIDKEHHE OCTPOTHI
3peHHsi), CyXOCTh
a3,

KPOBOM3JIUSIHAS B
CKJIepY riasa,
KOHBIOHKTHBAJIbHBI

€ KPOBOUBJIMSAHHUA

Hapywenus co cmoponul opeana ciyxa u rabupunma

[llym B ymax

Bepruro, notepst cinyxa

Hapywenus co cmoponul cepoya

[TepuxapauanbHbIii
BBINIOT,  APUTMHUS
(BKITFOUAS
TaXUKapIuIo),
HapyIICHUS
¢byHKIMH  cepaua
(BKITIOYAs
KEIyTOUYKOBYIO
TUC(HYHKITUIO,
CepACYHYIO
HE/I0CTaTOYHOCTh,
3aCTOMHYIO
CepACYHYIO
HE/I0CTaTOYHOCTb,
Kap/MOMHOTATHIO,
3aCTOMHYIO
KapIMOMHOTIATHIO,

ANACTOJINYCCKYIO

TUCHYHKITHIO,

YinuHenue  HMHTEpBala
QT Ha OKT,
CTCHOKapAMs,
KapJIuoMeraJus,
MIEPUKAPUT,

KeIyJOUKOBasi apUTMHUS
(BKITIOYAs

KEITyT0YKOBYIO
TaXMKapaui0), HUHMaApPKT
MHOKap/a (B TOM 4HCIE C
JEeTaJbHBIM  HCXO/I0M),

u3MeHenus 3yéma T

2

IIOBBIIIICHUE AKTHUBHOCTHU

TPOIMIOHWHA

MuokapauT,  OCTpbId
KOPOHAPHBIN CHHIPOM,
OCTaHOBKa cepaua,
YAJIMHEHUE WHTEpBaa
PR, HIIeMHYeCKas
0oJe3Hb cepAaua,

IUIEBPOIIEPUKAPAUT
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(OCAEQOBRTENEROCTe 000

YMCHBIICHUC

(bpaxiuu BeIOpOCa,
KEIYTOUYKOBYIO
HEIOCTaTOYHOCTH ),
y4alieHHOe
cepauedueHue,
MOBBIIIICHUE
AKTUBHOCTH
MO3T'OBOTO
HaTpUNypPETUUECKO
ro HenTua,
TUCHYHKITUS
MIPaBoOTo
KEITyI09Ka,
KEITyTOIKOBAS

THMIIOKMHC3UA

Hapywenus co cmoponwl cocyoos

KpoBoTeuenus «TIPHITUBBD», CHuxeHune «JIETOYHOE  Ceparey,
(Takue KaK | MOBBIIIICHUE apTepUATBHOTO OCTPBIIi  KOpPOHAPHBIN
HOCOBBIE apTepUaNbHOTO JIaBJICHUS, CHUHJIPOM,
KPOBOTEYCHHS, JABIICHUS TpoMOO(DIeOUT, TPOMOO3 | «KMPAMOPHOCTH KOXKHY,
KPOBOTOYHMBOCTh TpoMO03 IIyOOKHUX
JIeCeH, TeMaTOMBl, BEH, SMO0IHs
MeTeXuH,

nmyprypa), Kpome
KEITyIOYHO-
KUIIEYHBIX
KpPOBOTEUECHUN U
KPOBOM3IUSAHUI B
LHEHTPATBHOI

HEPBHOU CUCTEME

Hapywenus co cmopoHbl OvixamenvHotl cucmemsvl, opeanos 2pyOHOU KIemKU U Cpe0OoCmenus

[IneBpanbHbIi Jlerounsie bponxuaneHas  actMma, | OcTpslil
BBIITOT, OJIbIIIIKA UHQUIBTPATHI, OpoHxocna3M, JIeroyHasi | pecrupaTopHbIi
OTEK JIETKUX, | apTepUalbHas JUCTPECC-CUHIPOM,
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ITHEBMOHMUT, Ul eDTeH?I/Iij_i hﬁ%g%adgggkﬁ; ';1:;1-6'0';&1:/131 )
JIETOYHAs
TUIEePTEH3HUs,
Kariemib
Kenyoouno-kuweunvle napyuienus
Huapes, tomHoTta, | Bocnanenue Hucharus, acuur, | XKemyaouHO-KuLIeyHas
pBOTa, ©0OJIM B | CIM3HUCTHIX aHaJIbHbIE TPEILMHBI, | SHTEPOIaTUs c
KHUBOTE o0oJiouek U3bS3BJICHUSI ~ BEPXHHX | MOTepei Oenka,
(BKITIOUAS OTJICJIOB KEITYAOYHO- | KHIIICYHAS
MYKO3UT/CTOMATUT | KUIIEYHOTO TpaKkTa, | HEMPOXOAUMOCTH,
), KEIyAOYHO- | MAaHKpPeaTuT, 9230(aruT, | OCTPBIA  MaHKPEaTuT,
KHILICYHbIE ractpo33odareanbHas aHaJIbHBII CBUIILL
KPOBOTCUCHWSI, pedurokcHast 00JIe3Hb
JTUCTICTICHSI,
B3/lyTHE JKUBOTA,
3amopbl, TacTpHT,

MTOPAXKCHUS MATKUX
TKaHEW  TOJOCTH
pTa (BKITIOUAS

CYyXOCTb BO pTY,

XEUInT,
y3BIPHKOBEIE
BBICHIIAHUS Ha
ry6ax, CyXOCTb

ry0, s3BbI Ha ry0ax,
3pPO3UH  CIU3ZUCTOMN

000JIOYKH TIOJIOCTH

pTa), KOJIUT
(BKITIOUAst
HEUTPONIEHUYECKH
1 KOJIUT)

[kqnnueHuﬂcvcanpOHblnequuztomeﬂue

8bIB00AUUX NYyMeEll

XoinecTtas, XOJEIHUCTHUT,

rennaTturt
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AMOCHEQOEBATENRERHOCTE 0001
Hapywenus co cmopoHul Kodcu u NOOKOMCHbIX|IMKAHEU. _— — i S

KoHas chlllb | 3yJ, yrpeas cblilib, | KosxHble A3BBI, | JIEHKOIUTOKIIACTUYECK
(BKITIOUAS ajornenusi, CyXOoCTh | OyJIJIE3HBIA ~ JI€pMaTro3, | Mid BacKyJIUT, (GuOpo3
JIEKapCTBEHHYO KOXH, HapyUICHUS KOXH

CBblllb,  DPUTEMY, | THIIEPTUIPO3, MUTMEHTAIINY,

MYyJIbTH(QOPMHYIO | KpallMBHUIIA, MOpa’KEHUS HOTTEH,

SpUTEMY, IPUTPO3, | IEPMATUT (dhoToceHcuObUIM3aLNs,

ManyJIe3HYIO ChIlb, | (BKJIIOYAs SK3€MY) | NAHHUKYJIUT, CHHIPOM

MSTHUCTO-
MaMyJIe3HYIO CHIIb,
MYCTYJIE3HYIO
CBHINb, LIETyIICHHE
KOXH,
BE3UKYIISIPHYIO
CBIIIb,
MaKyJIOIyCTYyJIe3H
yI0 CHIIIb,
9KC(HOTUATHBHYIO
CBIIIb,
reHepaTM30BaHHY
10 dpUTEMY,
TeHUTAIBHYIO
CBblllb,  TEIJIOBYIO
CBIIIb, Oelble yrpH,
MOTHHUILY,
ITyCTYJIE3HBIN
ricopuas, CHIIIb,
HPUTEMATO3HYIO
CBHIIIb,
(hOTUKYIAPHYTO
CHITTb,
reHepaTN30BaHHY
10 CBHIIIb,
MaKyJISPHYIO

CBIllb,  3YJALIYIO

JIaJIOHHO-TIOIOIIIBEHHOM
3PUTPOAU3ECTE3NH,
W3MCHCHHUS BOJIOCSHOIO
MOKPOBA,
HeHTpopUIBHBII

JepMaTo3
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(OCAEQOBRTENEROCTe 000

CHIMb,

pasapakeHue
KOXH,
TOKCHUYECKYIO
KOXKHYIO CBIIIb,
BE3UKYJIE3HYIO
YPTUKApPHYIO CHIIIb,
BaCKYJIHUTHYIO

CBIIIb)

Hapywenus co cmoponul mbluieyHotl, cKkelemHo U COeOUHUMENbHOU MKAHU

KoctHo- ApTtpanrus, PabgoMuonn3, MHMO3HT | 3aMeaIecHHAas

MbIIeqHas 00Jb MBIIIEYHAS TEHJUHUT, OCTEOHEKPO3, | HHBOJIIOIUSA 3MHdu3a,
c1a00CTh, apTpuUT 3a/IepKKa pocta
MHAJITUs, KOCTHO- (dacrota JIAHHBIX
MBIIIICYHAS mo60YHBIX 3 (PEeKTOB B
CKOBAaHHOCTb, HCCIIEN0BaHUAX y
MBIIICYHEIE JIeTell OTMEUCHA Kak
CITa3MbI «J4acTo»

HapymeHu}z CO CNIOPOHbL NOYeK U MOLteSbZGO()ﬂLI/;Mx nymezZ

[Toyeunas Hapymenue ¢ynkuun
HEJ0CTaTOYHOCTb, NOESN

y4alleHHOe
MOYEUCITyCKaHUE,
MIPOTEUHYPUS,

reMaTypus

Bepemennocms, nociepooooii nepuod u nepunamanvhvle cOCMosHUsA

CaMonpoun3BOIBHBII
abopt
Hapywenus co cmoponvl penpo0ykmugroti cucmembvl U MOTOYHBIX HCele3
I'unexkomactusl,
HapyUIECHUS

MEHCTPYaJIbHOTO IIMKIIa,
BarvHaJbHbIE

KpOBOTCYCHHA,
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MaToyHble KPOBOTCTEHAS |

FTEMEROCTE 00T

Obwue Hapywenus u peakyuu 8 mecme 68edenus (npoyue)

[Tepudepuueckue
OTeKH  (BKJIOYAs
JIOKAJTM30BAHHBIE
OTEKH MOJKOKHOMN
KJIETYaTKH
pa3IMYHON
JIOKAJTU3aIIHH,
IpaBUTAIMOHHBIE
OTEKH), OTEK JIHIIa
(BKITFOUAS OTEK

sI3bIKa, OTEK Tryo,

oTeKk olnactu pra,

OTEK
KOHBIOHKTHBBIL,
OoTeK B o0OJactu

rjla3za U BEK, OTEK
OpOUTaTBLHOMN
KJIETYATKH,
nepuopOuTaIbHbIE
OTEKH,
MaKkyJsIpHbIE
OTEKH, OTEYHOCTh
una),
TTOBBIIIICHHAS
YTOMIJIIEMOCT,

TTOBBIIICHUC

TEeMIIEpaTyphl Tena

I'enepanuzoBaHHbI
€ OTeKH (BKJIIOYAs
3aJIEPKKY
KHUJKOCTH,  OTEK
KEITyJ0YHO-
KHILIEYHOT'O
TpakKTa,
reHepaIM30BaHHBI
)74 OTEK,
nepudepruIeCcKuii
OTEK, OTEK,
00yCIIOBIICHHBIT
cepAe4HOi
HEJ0CTaTOYHOCTh
10,
napanedpagbHbIIT
BBITIOT,
MIOCTIPOLIE Ty PHBIN
OTEK,
BUCLEpaTIbHbBIN
OTEK), aCTeHMUS,
6onn, Oombp B
TPy, 03H00,
CHIDKCHHUE WIH
YBEJIUYEHHE MACCHI
TeNa, CIHYTaHHOCTb

CO3HaHMU.

Henomoranue,
MOBBIIIEHUE AKTUBHOCTH
KpeatnH(pocHOoKnHa3bI,
MOBBIIIEHUE AKTHBHOCTH
ramMma-

TIIIOTaMUJITPAHCIICIITH A

3B, pouue
IIOBEPXHOCTHBIE  OTEKHU
(BKIiIOUast OTEYHOCTh

ITIOJIOBBIX OPraHoOB, OTCK B

MecTe paspe3a  KOXKH,
OTCK IIOJIOBBIX OPraHoB,
OTEYHOCTh TI0JIOBOTO
YjieHa, OTEK II0JIOBOTO

qJICHA, OTCK MOIIOHKH,

OTCYHOCTbH KOXH,
OTEYHOCTb ANYEK,
BYJIbBOBarnHaJIbHYIO
OTE€YHOCTB)

Hapymenue noxoaxku

Kpome Toro, mpu npuMeHeHUM Mperapara MoidydeHa HHPOpMalus O CIEAYIOIIUX PEaKIHsX,

JaCTOTa KOTOPBIX HC YCTAHOBJICHA W/VIIH CBS3b UX C NPUMCHCHUCM Ila3aTI/IHI/I6a HC JOKa3aHa:

Unghexyuu u unsazuu: peaktusanus upyca renarura B (BI'B).

Hapywenus co cmoponul cepoya’ GuOpUIIsAIUs peacepauil/ TpeneTanne mpeacepaui.

Hapywenus co cmoponwt cocyoos: TpomboTrueckasi mukpoanruomnarusi (TMA).

Hapywenusa co cmopomnsi OvixamenvbHoll cucmemyl, Op2aHo8 epyOHOU KIemKu U cpe0oCmeHUs..
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HHTCPCTUIIUAJIBHEBIC 3a0071eBaHUs JICTKHUX, TIHCBMOHHMS.

Kenyoouno-kuwieunvie HapyuieHus: KEIyJOYHO-KMILIEYHOE KpPOBOTEUEHHE C JIETAJIBHBIM

HCXOJ0M.

Hapywenus co cmoponsl kodcu u nookodcHvix mraneii: cuHIpoM CtuBeHca-/[>koHcoHa.

Hapywenus co cmoponbl nouexk u Mouegblo0sawux nymeii: HeGpOTUUECKUI CUHAPOM.

JlabopamopHvle u uncmpymenmanbHvle OaHHbIE:

e TpoMOOLMTONEHUS, aHEMHUsI M HeWTponeHus 3 wiu 4 cTeneHd, 0ocOOEHHO y MAalMEHTOB C
no3auumu pazamu XMJI unu octpeiv OJIJI Ph+;

® TUNOKAINEMHUs, TUIIOKAIbLIUEMUs, TuopochaTeMus;

® [IOBBILIEHNE AKTUBHOCTH MeueHOYHbIX Tpancamunas AJIT, ACT;

¢ [IOBBIIICHHWEC KOHUOCHTpALUH 6I/IJ'II/Ip}I6I/IHa A/UIn Kp€aTHUHHHA B CBIBOPOTKEC KPOBHU.

Haunbonee yacTeiMu HeXenaTeabHbIMU PEAKLUSAMYU IPU IPUMEHEHUH J1a3aTUHUOA Y NAI[UEHTOB C
BIiepBBIe BhisiBIeHHBIM XMJI Ph* B XpoHUYecKoii (hase SBIAIOTCS 3a/1epiKKa KUJAKOCTH U THAPES],
a y TalMEHTOB C PEe3UCTEHTHOCTHIO UM HENEPEHOCUMOCThIO UMAaTHHIOA — 3a/IepKKa KUJAKOCTH
U Jauapes, ToyioBHast 0O0Jb, OABIIIKA, ChIIb, YCTAJOCTh, TOIIHOTA, KPOBOMU3IUSHUS (TaKkue Kak
eIy IOYHO-KUIIEYHbIC KPOBOTEUEHUS U JPYyTHUE).
W3meHeHus n1a0opaTOpHBIX TIOKa3aTesled y JeTed COOTBETCTBOBAJIM HW3MEHEHHUSM ATHX
MOKa3aTeJIe y B3pOCIIbIX MALIMEHTOB.

€TH
Jemu ¢ OJIJI Ph* npu ucnonvssosanuu oazamunuba 6 KOMOUHayuu ¢ Xumuomepanueu
HexenarenbHble peakiuu, OMMCAHHBIE B 2-X NEAMATPUYECKUX HCCIEIOBAaHUSAX, B KOTOPBIX
Ja3aTUHUO MPUMEHSJICS B COUETaHUU C XUMHUOTEpanuen, COOTBETCTBOBAIM H3BECTHOMY ITPO(UITIO
0€30IacCHOCTH Ja3aTMHUOA Yy B3pOCHBIX U OXHAaeMoMy 3(PQeKkTy OT XUMHOTepamuu, 3a
VCKJIIIOYEHHEM MEHBIIEH BCTPEYaEMOCTH IUIEBPAJIBHOIO BBINOTA y JETEH IO CPaBHEHHIO CO
B3POCIIBIMH.
B nerckoM wuccienoBaHuu octporo JMM(OOIACTHOro JieHKO3a IOKa3aTeau J1adopaTOPHBIX
OTKJIOHEHUIl COOTBETCTBOBAJIM HW3BECTHOMY Mpodmio 0e30macHOCTH Uil  J1abopaTOPHBIX
NapaMeTpoB y B3POCIBIX MHAIMEHTOB C OCTPHIM JUMQOOIACTHBIM JIEHKO30M, MOTYy4aBLIMNX
(OHOBBII KypC XUMHUOTEpAUH.

COO6HI€HI/I6 0 ITOA03PEBACMBIX HEXKCIIATCIBbHBIX PCAKITNAX

BaxxHo cooOmarh 0 TOA03PEeBAEMBIX HEXKENATENbHBIX PEAaKIUAX IOCIIe PETUCTpalluu
JIEKapCTBEHHOTO TIperapara ¢ 1elbio 00ecrnevyeHrs HeMPEePhIBHOIO MOHUTOPUHTA COOTHOIIICHUS
«10Jb3a — PHUCK» JIEKAPCTBEHHOTO Mpemnapara. MeauIMHCKUM pabOTHUKAM PpEeKOMEHAYEeTCs
coo0IaTh O JIIOOBIX MOJ03PEBAEMbIX HEXKeNaTeIbHBIX PEeaKIUsAX JEKapCTBEHHOTO Ipemnapara

qCpe3 HAIMOHAJIIbHBIC CUCTCMEIL COO6H_ICHI/I$I 0 HCKCJIATCIIbHBIX PCAKIUAX TOCYyAapCTB — YJIICHOB
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EBpa3zuiickoro 5KOHOMHUYECKOTO COI03a.

Poccniickas @enepanvs

@DenepanbHas ciryx0a 1o Haa30py B cdepe 3ApaBOOXpaHEHHUS
Anpec: 109012, r. MockBa, CnaBsiHcKasi 1iiomaib, a. 4, ctp. 1
Tenedon: +7 800 550 99 03

OnexTponHas nmoyra: pharm@roszdravnadzor.gov.ru

CaiiT B nH(OpPMAIIMOHHO-TEJICKOMMYHHUKALIMOHHOM ceTH «IHTepHET»:

https://www.roszdravnadzor.gov.ru/

4.9. Ilepeno3npoBka

CumMnTOMBI

[Tepeno3upoBka 1a3aTUHUOOM 3aperucTpUpOBaHa y 2 MAlMEHTOB, IPUHUMABIIMX B TeyeHHE 1
Henenu no 280 Mr mpemapata B JEHb, YTO IPUBEIO K 3HAUYUTEIBHOMY CHHKEHMIO 4HUCIIA
TPOMOOIIMTOB.

Jleuenune

B cnyuae nepemo3upoBku TpeOyercss TIIaTeIbHOE HAONIOJEHUE 3a MalUEHTaMU C IeJIbIo

KOHTPOJIA CTCIICHU MUCIIOCYIIPECCUU, TIPH HeO6XOI[I/IMOCTI/I — CUMIITOMAaTH4YCCKas TCpaliusi.

5. DPAPMAKOJIOTMYECKUE CBOMCTBA

5.1. ®apmakoaMHAMHYECKHE CBOMCTBA

®apMakoTepaneBTUYECKas TPyIa: IPOTUBOOITYXO0JIEBBIE CPEICTBA, MHTUOUTOPHI MPOTEUHKUHA3;
UHTUOUTOPHI THpO3UHKIHA3k BCR-ABL.

Kox ATX: LO1EAO2

MexaHN3M e CTBUS

Jazatunu6 narndupyet tuposunkuHazy BCR-ABL u tupo3unkunassl cemeiictBa SRC, a takxke
MHOTHE Jpyrue OHKOTeHHbIe KuHa3bl, BKItouas c-KIT, kunazy a¢punoBoro (EPH) peneniropa u
PDGFB-peuentop. /lazaTuHuO sBIsieTCs MOIIHBIM CyOHAaHOMOJISIPHBIM HMHTHOMTOPOM KHHAa3bl
BCR-ABL c aktuBHOCThIO Ipu KoHueHTpammu 0,6-0,8 HMosb/Ma. OH CBS3BIBaE€TCS Kak C
HEaKTHBHOMH, TaK M ¢ akTUBHON KoH(popmarmeii pepmenta BCR-ABL.

dapmakoagnaammdeckne YO eKTol

B ycnoBusx in Vitro nazatuHuO MposBIIseT aKTHBHOCTh Ha KJIETOYHBIX MOJENSX JICHKO3a, KaK B
OTHOIIEHUM YYBCTBUTEIbHBIX, TaK M PE3UCTEHTHBIX K MMaTHHMOY KJeToK. JlazaTuHuO
MPEO0JIeBACT PE3UCTEHTHOCTh K HMMAaTUHHUOY, cBA3aHHYI0 ¢ runepaskcrpeccueir BCR-ABL,
mytauusmu  gqomeHa BCR-ABL  kunHa3pl, akTuBanueld ajdbTEpHATHUBHBIX MEXaHU3MOB,

uaaynupytomux kuHaszel cemeiictBa SRC (LYN, HCK), a takxke c rumepakcmpeccueil reHa
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MHO>KE€CTBEHHOMW JIEKAPCTBEHHOM pE3UCTEHTHOCTH.,

ITpu uccnenoBanun mytauuii nqomeHa BCR-ABL B xome KM y mnanueHToB ¢ BIEpBbIE
BbIsIBIICHHBIM XMJI B XpoHHUecKoi (a3e, MPeKpaTUBIINX MPUEM Aa3aTUHUOA, ObLIM BBISBICHBI
mytaruu T3151, F3171/L u V299L. Ha ocHoBaHMH 3KCHEPUMEHTOB iN VIitro masatmHuO, mo-
BHUJINMOMY, HE MPOSBIIICT aKTUBHOCTH B OTHOIIIEHUU MyTaruu T3151.

5.2. ®apmakokuHeTHYECKHE CBOWCTBA

AOGcopouus

A6cop6iust 6picTpas. MakcumainbHas koHieHTpanus (Cmax) Ha3atuHuOa 1mocie nprueMa BHYTPb
HaOmrogaeTcs uepes 0,5-3 yaca y B3pocnbix 1 yepe3 0,5-6 4acoB y eTeii BceX BO3PACTHBIX TPYIIIL.
AUC u BbIBeICHHE SBIISIOTCS J0303aBUCUMBIMHU B JHama3oHe 7103 oT 25 mo 120 mr 2 pasa B JCHb.
Cpennuii 00Ul TEPMUHAIBHBIA MEPUOJ MOTYBBIBEICHHS 1a3aTUHHOA Y B3POCIBIX MAIlUEHTOB
COCTaBIIsieT

5-6 yacos, y aereit 2-5 yacos. [Ipu npueme onnokpatHoit 10361 100 Mr gazatuHuOa y B3pOCIBIX
yepe3 30 MUHYT MOCiI€ MIpUEMa IUIIU C BBICOKUM COJIEPKAHUEM >KMpa OTMEYAETCSl YBEIUUECHUE
cpenneit AUC na 14 %; mocie nprieMa UMK ¢ HU3KUM cofiepskanueM xupa — Ha 21 %. [Ipuem
MU HE OKa3bIBaeT CYyIIECTBEHHOTO BIIMAHUA Ha BcachiBaHue. [Ipu mpuMeHeHWH HaTOIIaK
BapraleIbHOCTh CHUCTEMHOrO BoO3AeicTBUs aAa3aTuHuOa (kodddunueHnt Bapuauuu 47 %)
OKa3aJlach BBIIIE, YE€M NPHU TpHEeMe ¢ HEeXHUpHOH (koddduiment Bapuammu 39 %) u xKupHOH
(xoad¢unuent Bapuaryu 32 %) MUIIEH.

Hcxons M3 pe3ynbTaToB MOMYJSIIMOHHOTO (apMaKOKMHETHYECKOIO aHaln3a BapHaOelbHOCTh
CHUCTEMHOI'0 BO3JIeHiCTBHS Ja3aTUHMOAa B OCHOBHOM OOYCIIOBJIEHa BHYTPHMHIUBHYaJIbHON
BapuadeNbHOCThIO OMoAocTynHOCTH (Kodddumment Bapuanuu 44 %) v B MEHbBIIEH CTENEHU
MEXHH/IMBUTyaJIbHOM BapraOeIbHOCThI0 OMOAOCTYITHOCTH U KJIMpeHca (K03 PUIMeHT Bapualuu
32 % u 30 % coorBercTBeHHO). CnyuvaiiHas BHYTPUMHIMBHyajbHas BapHaOeIbHOCTh
NPENOI0KUTEIBHO HE BIMSIET HA CyMMapHOE CUCTeMHOe Bo3zjeicTBue M 3(h(PeKTUBHOCTh MU
0€30MacHOCTb.

Pacnpenenenne

Kaxymuiics o0beM pacmpeneneHus na3aTUHHOAa y TaIUMEHTOB cocTaBisger 2505 1, dYto
CBUJICTENLCTBYET O 3HAYUTENBHOM pACHpPEEICHUH BO BHECOCYIUCTOM THpocTpaHcTBe. [Ipu
UCIIOJIb3YEMBIX B KIIMHUYCCKOW MPAKTUKE KOHIICHTPAIMSIX CBS3BIBAHWE Ma3aTUHUOA ¢ OelkamMu
ILTa3MBI cocTaBiasteT 96 %.

Buorpancdopmarnus

zodepment CYP3A4 sBnsercs OCHOBHBIM (EPMEHTOM, OTBETCTBEHHBIM 3a METa0OIU3M
nazatuan6a. [locie mprema BHyTph 100 Mr [*4C]-nazatnan6a 310poBEIME 106poBOIBIIAMH, 29 %

PaaIOAKTUBHOCTH B IJIA3ME KPOBH IMMPUXOJUTCA HA JOJHO HEU3MCHCHHOT'O JIa3aTI/IHI/I6a. Cy,ZI?I 1o
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KOHIIEHTPAIIMH B TIa3Me KPOBH M aKTHBHOCTH IN Vitro M%%%EJMHQO Rt e

HE UrpaloT OOJIBIION poiH B (DapMaKOIOTUYECKOM JACHCTBUH Ja3aTHHUOA.
DJIMMHUHALMS
[Ipemapatr BBIBOOUTCS, TJaBHBIM O00pa3oM, KHIIEYHHKOM, IPEUMYIIECTBEHHO B BHJE
MerabomutoB. Ilocme onHOKpaTHOro mnpuema BHyTph [*C]l-masatmmmba 4 % u 85 %
PaIMOaKTUBHOCTH BBIBOAUTCS IMOYKAMU M KHIIEYHUKOM, COOTBETCTBEHHO, B TeueHHe 10 cyTok.
Hewsmenennsiit mpazatuau® coctaBiusger 0,1 % wm 19 % n03bl, BBIBOAUMOW MOYKAMU |
KHUILIEYHUKOM, COOTBETCTBEHHO, OCTaJIbHASI YaCTh JI03bI MIPEICTABICHA META0OIUTAMH.
DapMaKOKMHETUKY Ja3aTMHUOA U3yYalll y 8 MAUEHTOB C YMEPEHHBIMH HApYUICHUSIMH (PyHKINUN
IIEYEHH TOCJe OJHOKPATHOIO MpHeMa Ipernapara B o3¢ 50 Mr U y 5 MalMeHTOB C TSKEIbIM
HapymeHneM (QYHKIMU TEYeHH MOocjie OJHOKPAaTHOTO Ipuema mpenapata B go3e 20 mr B
CpaBHEHHMHU ¢ (HapMAKOKUHETHKOHW y 370pOBBIX TOOPOBOJIBIIEB MOCIE MpUEeMa IMpernapaTta B J103€
70 mr. 3naueHust Cmax 1 AUC 1t nazatuan6Oa Obutn Hioke Ha 47 % u 8 %, COOTBETCTBEHHO, NPH
YMEPEHHOM IMOBPEXKICHIH TICUEHH, TI0 CPABHEHHUIO CO 3HAYCHHUSIMH Y 37I0POBBIX JOOPOBOJIBIIEB. Y
NAIMEHTOB C TSDKEJIBIM HapylIeHHeM (YHKIUU NeueHH CHIKeHHE 3HaYeHHH Cmax 1 AUC s
nmasatunnOa mocturaio 43 % u 28 %, COOTBETCTBEHHO.
VY nanmeHToB ¢ HapylmeHUsIMU QYyHKIUU MOYeK (hapMaKOKUHETHKA 1a3aTUHUOA HE U3MEHSIETCS.
eTH
B xome wuccnemoBaHus (papMakOKMHETHKM C YydYaCTHEM MAIMEHTOB JIETCKOTO BO3pacTa
perynupyemoe no3upoBkoii aeiictBue na3zaTuHHOa (Cavg, Cmin B Cmax) OBUIO CXOXHM JUIS
nanenToB ¢ XMJI B XxpoHHueckoil ¢a3e U MalueHTOB ¢ OCTPHIM JUM(OOIACTHBIM JIEHKO30M C
HOJIOKUTENBHON (uanenbduiickoit xpomocomoii (OJIJT Ph*).

Cy11ecTBEHHBIX pa3Inyuil B papMakKOKMHETHKE MEX]Ty JE€TbMH U MTOAPOCTKAMH HE Ha0JI101aJ10Ch.

6. PAPMAIIEBTUUECKHUE CBOVMCTBA

6.1. IlepeyeHb BCIOMOraTe/IbHBIX BelIECTB
JlakTO3BI MOHOTHIPAT (CaXap MOJIOYHBIN)
[emtono03a mukpokpructammdeckas (MKII-101)
Kpockapmennosa HaTpus

I'uniposioza

Marnus creapar

CocraB 000JI0YKH:

I10JIMBUHUIIOBBIN CIIUPT
Maxkporo-4000

Turana quokcua
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6.2. HecoBMecTHMOCTD

He npumennmo.

6.3. Cpok rognocTu (CpOK XpaHeHus1)

3 rona.

6.4. OcoOble Mepbl PEI0CTOPOKHOCTH NPU XPAHEHUU

XpaHutb 1pu Temrneparype He Boiie 25 °C.

6.5. XapakTep u cofep:kaHue NePBUYHOH YIIAKOBKH

ITo 10, 30 TaGneTOK B KOHTYPHYIO SYCHKOBYIO YITAKOBKY M3 IJICHKH TOJMBUHUIXJIOPUIHON U
(b oJIbTH aTIOMHUHUEBOM IMEYaTHOM JIAKUPOBAHHOM.

Wmu mo 10, 30, 50, 60 wnmu 100 Tabnerok B OaHKy W3 monudTHICHTEpedTanara win OaHKY
HOJIMIIPOIMJICHOBYIO, YKYHNOPEHHYIO KpBIIIKOH W3 IOJIMATHIEHA BBICOKOTO JaBJIEHUS C
KOHTPOJIEM TEPBOTO BCKPBITHS MM KPBIIMIKONW MOJUIIPONUICHOBON C CHCTEMON «Ha)KaTh-
MOBEPHYTHY, MU KPBIIIKON U3 MOJIMATHIIEHA HU3KOTO JaBJICHUS C KOHTPOJIEM MEPBOTO BCKPBITUS.
Jlommyckaercsi CBOOOAHOE TPOCTPAHCTBO B  0OaHKE 3alONHITH BATOH  MEAMIIMHCKOW
TUTPOCKOITNYECKOM.

Ha 6aHKy HaKJIeMBaIOT 3TUKETKY.

1,2,3,5, 6 umu 10 KOHTYpHBIX STUEHKOBBIX YIIAKOBOK MJIM OJIHY OaHKY BMECTE C HHCTPYKIUEH 10
MEAMIIMHCKOMY MPUMEHEHUIO (JINCTOK-BKJIA/IbIII) IOMEIIAIOT B KAPTOHHYIO YIIAKOBKY (TauKy).
6.6. Oco0Oble Mepbl MPEIOCTOPOKHOCTH MNPH  YHUYTOXKEHMH  HMCIOJb30BAHHOIO
JICKAPCTBEHHOI0 MNpenapara WJIM  OTX0A0B, [MOJYYECHHBIX IOCJA¢ NPHMEHEHHUs!
JIEKAPCTBEHHOI0 Npenapara u Apyrue MaHUIYJISILMH C MIPenapaTomM

OcoOble TpeOOBaHUsI OTCYTCTBYIOT.

7. AEPKATEJIb PETUCTPAIIMOHHOI'O YAOCTOBEPEHUSA

Poccns

000 «O301 Menuka»

445043, Camapckas obmnacts, r.0. Tomasstti, TEP. O3 IIIIT, MI'CTP. 3-1, 3nanue 11, ctpoenue

1, xom. 37.

7.1. IlpeacraBuTtenb AepaKaTessi PpericCTPALMOHHOIO Y10CTOBEPeHHUs

[IpeTen3uu HOTDC6HTCJ’ICI>1 HalpaBJIATH IO aApPeECy:

Poccus
000 «O308m»
445351, Camapckas 00i1., T.0. XKuryiesck, 1. JKurynesck, yir. ['uapoctpourenei, 1. 6.

Ten.: +79874599991, +79874599992
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E-mail: ozon@ozon-pharm.ru

8. HOMEP PEIT'HCTPAIIMOHHOT' O YAOCTOBEPEHMUA

9. JATA TIEPBUYHOW PETMCTPAIIMM (IMMOATBEPKIEHMS
PETACTPAILIAU, TEPEPETUCTPAIIAN)

JlaTa nepBoi perucTpanuu:

10. TATA IEPECMOTPA TEKCTA

OO61mas xapakTepucTUKa JIeKapCTBEHHOT o mpenapaTa JlazaTuaub goctynHa Ha HHGOPMALMOHHOM
noptane EBpa3uiickoro 5KOHOMHYECKOT0 COI03a B MH(POPMAIIMOHHO-KOMMYHUKAIIMOHHON CETH

«Uutepuer» https://eec.eaeunion.org/.
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