COOTBETCTBYET ZKCNEPTHOMY OTUETY

S

OBILAS XAPAKTEPUCTHKA JEKAPCTBEHIFOFO TIPEITAPATA “0%)

1. HAUMEHOBAHMUME JIEKAPCTBEHHOI'O ITPEITAPATA
JA3BATUHUB-XUMPAP, 20 mr, Ta0JieTKH, TOKPHITHIE TUIEHOYHOH 000JI09KOH
JA3SATHUHUB-XVUMPAP, 50 mr, TabieTKH, TOKPHITHIC TNIEHOYHOM 000JIOUKOM
JA3SATHUHUB-XNUMPAP, 70 mr, TabNeTKH, TOKPHITHIE TNIEHOYHOM 000JIOUKOM
JA3BATUHUB-XUMPAP, 100 mr, TabneTKH, MOKPBITHIE INIEHOYHOW 000T0YKOM

2. KAUECTBEHHBIN U KOJIMYECTBEHHBIN COCTAB

JleficTBy1O1II€€ BEIIECTBO: JAa3aTUHHO

JTASATUHUB-XMMPAP, 20 mr, Ta0JI€TKH, IOKPHITHIE IIIEHOYHOU 000JI0UYKOMI

Kaxxnast Tabnerka, mOKpbITasi INIEHOYHON 000J10UKOH, cofepxkuT 20 Mr 1a3atuHuoa.
BcrmomorarenbHbie BemecTBa, HAIMYME KOTOPHIX HAMO YYUTHIBATh B COCTAaBE JIEKAPCTBEHHOTO

npenapara: Jlaktosa (cm. pasuen 4.4.).

JASATUHUB-XMMPAP, 50 mr, Ta0JIeTKH, ITOKPBITHIE INIEHOYHON 000JI0OYKOH

Kaxxnas Tabnerka, moKpbITasi INIEHOYHON 000J10UKOH, cofepxkuT 50 Mr na3zatuHuoa.
BcrmomorarennHbIe BCIICCTBA, HAJIMYUC KOTOPBLIX HAAO YYUTBIBATH B COCTABC JICKAPCTBCHHOI'O

npenapara: jlaktosa (cMm. pasuen 4.4.).

JASATUHUB-XMMPAP, 70 mr, Ta0JIeTKH, IIOKPBITHIE INIEHOYHON 000JI0OYKOM

Kaxxnast Tabnerka, moKpbITas INIEHOYHON 000J10UKOH, cofepxkuT 70 Mr na3atuHuoa.
BcrmomorarennHbIe BCIICCTBA, HAJIMYUC KOTOPBIX HAAO YYUTBIBATH B COCTABC JICKAPCTBCHHOTI'O

npenapara: 1akrosa (cM. paszzaen 4.4.).

JASATUHUB-XVMPAP, 100 mr, Ta0JIEeTKH, ITOKPBITHIE INIEHOYHON 000JIOYKOH

Kaxxnas tabnerka, moKpbITas MIEHOYHOU 000710UKOi, coaepkuT 100 mr nazatuauba.
BcmomoratenbHbIE BElIeCcTBa, HATMYHE KOTOPBIX HAJIO YYHTHIBATH B COCTAaBE JIEKAPCTBECHHOTO
npenapara: 1akrosa (cM. paszzaen 4.4.).

ITomupIit MEPCUCHb BCIIOMOI'aTCJIbHBIX BCHICCTB IIPUBCACH B pa3JiciIiC 6.1.

3. JEKAPCTBEHHAS ®OPMA

TabneTku, MOKPHITHIE MIIEHOYHOU 0007104YKOM

JTASATUHUB-XMMPAP, 20 mr, Ta0JI€TKHU, ITOKPHITHIE IJIEHOYHOU 000JI0UYKOM

Kpyrmbie TBOSKOBBIMYKITbIE TAOIETKHU, MOKPHITHIE TNICHOYHON 000JIOUKOM OEJI0Tr0 Wi TIOYTH OeNToro
1[BeTa, ¢ TpaBupoBKoi L Ha omHOM cTopoHe. Ha momepednom paspese sapo TabieTku O6enoro mim

[104TH OEI0r0 IBETA.
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COOTBETCTBYET ZKCNEPTHOMY OTUETY

Kpyriibie 1BOSKOBBINTYKIIbIE TAOJIETKU, OKPHITHIE TFICHOYHOU 000JI0YKOI 6€10ro MM o4TH O6e10ro

nBera. Ha momepeunom paspese sipo TabiIeTky Oes1oro Mt HouTH OeJoro 1Bera.

JTASATUHUB-XMMPAP, 70 mr, Ta0JI€TKH, ITOKPBITHIE IJIEHOYHOU 000JI0UYKOM

Kpyribie TBOSKOBBIMYKIIbIC TAOIETKHU, MOKPHITHIE TNICHOYHON 000JIOUKOM OEI0ro Wik MoYTH OesIoro
[[BETAa C PUCKON Ha OJHOH cropoHe. Ha momepednoM paspese sapo TadJIeTK OeIOoro WM MOYTH
Oernoro 1BeTa.

Jlunus paznoma (pucka) He peAHa3HaueHa JJIs pa3iaMbIBaHUs TaOJIETKH.

JASATUHUB-XVMPAP, 100 mr, Ta0JIE€TKH, ITOKPBITHIE INIEHOYHON 000JI0UYKOHI

Kpyriibie 1BOSIKOBBITYKIIbIE TAOJICTKU, OKPHITHIE TFICHOYHOW 000JI0YKO# 6€10r0 Ml OYTH Oe10ro

nBera. Ha monepeunom paspese sipo TabIeTky OesIoro Wit HouTH OeJIoro [BeTa.

4. KIMHUYECKUE JAHHBIE

4.1. lloka3zanusi K NPUMEHEHUIO

IIpenapatr JASATHUHNUBE-XMMPAP noka3zad K IpUMEHEHUIO V B3POCIBIX:

. BriepBrie BBISIBICHHBIN XPOHUYECKUN MUEIIOJICHKO3 C TIOJIOKHUTEIBHON (rianenbPuitcKoi
xpomocomoit (XMJI Ph") B xponudeckoii dase;

o XMJI B xponmueckoil (Haze, ¢asze axcemepanuu Wi (aze MUCIOUIAHOTO WU
muM@ouaHOr0  ONACTHOTO KpHW3a TMPH  PE3UCTEHTHOCTH WM  HENepEeHOCUMOCTH
npeabLAyIIe Tepanu, BKIoYas IMaTHHHO;

. Octpbiif 1MM(OOIACTHBIN JIEHKO3 € MOJOXKUTEIbHON (unanenbuilckoii XpoMocoMOit

OJIJI Ph™) ipu pe3uCTEHTHOCTH WJIM HETIEPEHOCUMOCTH MPEIbIAYIIEH Teparui.
pu p p p y p

IIpemapar JAZATUHUB-XMMPAP noka3zad K I[pUMEHEHHIO Y AETEN B Bo3pacte oT 3 a0 18 ger:

. XMJI Ph" B xpoHnueckoii ¢ase;

. Briepsbie BoisiBiennsiii OJIJI Ph™ B koMOMHAIMH C XAMHOTEPATIHEH.

4.2. PexxuMm 103MpOBaHNs U CNIOCO0 MPUMEHEHUSs

Tepanm[ A0JDKHA MPOBOANTHECA BpaduOM, UMCIOIIUM OIIBIT JICUCHUSA TAIUCHTOB C JIEHKO3aMH.

PexxuM 103upoBanus

Pexomenoyemvlre nauanvuvie 0ozvl npenapama JJA3SATHHUB-XUMPAP y 3pocabix:
. 100 mr 1 pa3 B 1eHb (yTpOM WIIM B€UepoM) B XpoHHUUecKoi daze XMJI;

. 140 Mr 1 pa3 B 1eHb (YTpOM WJIM BEUEPOM) B OCTAJIBHBIX CIyYasiX.
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Pexomenoyemvle nauanvuvie 0o3vl npenapama JA3AT H%F}EIGI‘ QP-E%Q};I 0 n'OI;C;S’-'a;t.u}IM

XMUJI Ph* 6 xponuueckoti ¢haze unu énepevie eviasnennvii OJIJI Ph™:

Hasnauenue 10361 pemapara OCyIIeCTBISCTCS Ha OCHOBAaHUU Beca peOeHKa, 1 pa3 B eHb (YTpoM
i BedepoM). [lepepacueT 10351 TOKEH MTPOBOIUTHCS KaXKbIle 3 MecsIa, MpH HeOOXOAMMOCTH
— garie.

Pexomenayemast nHavanbHast cyrouHas no3a mnpernapata JASATUHUB-XUMPAP nns npereit
nokaszana B Tabnuue 1.

Taoauna 1
Ho3uposka npenapara JASATUHUB-XUMPAP 111 naniueHToOB J€TCKOr0 BO3pacra ¢
XMJI Ph* B xpounueckoii ¢paze miau OJLJI Ph*

Bec Tena (kr) CyTounas n03a (Mr)
Ot 10 o 20 kr 40 mr
Ot 20 go 30 kr 60 Mr
Ot 30 go 45 kr 70 Mr
45 xr u Oosee 100 mr

[Ipenapar JASATUHUB-XUMPAP He cnenyer nmpuMeHsATh y JeTel B Bo3pacTe 10 3-X JIeT U
Maccoii Tena menee 10 kr mo nokazanusm XMJI Ph* B xponunueckoii ¢aze win OJUI Ph* s
JTAaHHOMW JIEKapCTBEHHOH (OPMBI.

bezonacHocTh ¥ 3 PEKTUBHOCTh y JeTeil B Bo3pacTe A0 18 meT mo JpyruM MoKa3aHUsSM Ha

,HaHHLIﬁ MOMCHT HC YCTaHOBJICHBI. I[aHHBIC OTCYTCTBYIOT.

Jnumenvrocms nevenus

B xnmangeckux uccnenopanusax (KW) neuenue na3aTnHrOOM B3poCibIX manuenTos ¢ XMJI Ph' B
xpoHunyeckoit paze, XMJI B ¢a3ze akcenepannu, Mueno01acTHOro jaudo 1umM¢po01acTHOro Kpusa
(mosmusis asa 3abonesanus) win OJIJI Ph™ u nemmarpuueckux mammentoB ¢ XMJIPh' B
XpOHHYECKOH (ha3e MPOIOIHKAIOCH JI0 MPOTPECCHPOBAHUS 3a00JIEBaHUS WM HETIEPEHOCUMOCTH
JIEKapCTBEHHOTO TIperapara.

[TocnencTBust OTMEHBI Tepanuy ¢ TOYKU 3pEHHUs JOJTOCPOYHOTO MPOTHO3a 3a00J€BaHMsS MOCIe
JOCTMDKEHUSI IIUTOT€HETHMUYECKOTO WM MOJIEKYJSIpHOTO OTBeTa (B TOM 4HCJIE IIOJHOTO
nurorenernueckoro oreera (I[1LO), 6ompioro monekynsipaoro orseta (bMO)) He u3yyanuce.

B KU y neauarpuyecknx nanuentos ¢ OJIJT Ph* nazatunu HasHauaam B IIOCTOSHHOM PEXHUME B
JIOTIOJTHEHHUE K TIOCJIEIOBATENIbHBIM 1IMKJIAM OCHOBHOM XMMHOTEpANui Ha MPOTSDKEHUH He Ooliee
2 net. B cyuae nocneayromnieii nepecaku CTBOJIOBBIX KJIETOK Ja3aTHHUO MOYKHO IPUMEHSITS e1le
B TeueHHe | roja mocie TpaHCIUTaHTAIHH.

VYBennyeHne WM YMEHBIICHHE JT03bI MOXKET OBITh PEKOMEHIIOBAHO C yYETOM KIMHHYECKOTO

OTBCTA U IICPECHOCUMOCTHU IpCriapara IalucHTOM.



COOTBETCTBYET 3KCNEPTHOMY OTUYETY
ot 03.09.2025 N= 22037

(NOCNEQCBATENEHOCTE 0005)

Tlosviwenue 003v1 y 83pocibix

B citydae oTCcyTCTBUS réeMaTONIOTMYECKOTr0 MIIM IIUTOT€HEeTHYECKOT0 OTBETA MPU PEKOMEHIyeMOon
HA4aJIbHOM 103€ BO3MOKHO yBenuueHue 1036l npenapara JASATUHUB-XUMPAP no:

. 140 mr 1 pa3 B geHb (YTpOM MM BEYEPOM) IIPH XpoHUUecKoi (aze XMJI u OJIJI Ph™;

. 180 mr 1 pa3 B aeHs (yTpoMm wim Bedepom) rpu no3auux dazax XMJI (daza akcenepanun

viu OnactHoro kpusa) unu OJIJT Ph'.

Tosvluenue 0ozvl y oemetl

B cityuae oTCyTCTBHSI FeMaTOJ0TM4ECKOr0, IUTOI€HETHUECKOT0 MIIM MOJIEKYJISIPHOTO OTBETA MPU
PEKOMEHlyeMON HauyaabHOM 103 y manuenToB ¢ XMJIPh' B xponuueckoii ¢ase, mpu
IIEPEHOCUMOCTH TEpanuu BO3MOXKHO yBenuueHue 1o3bl npenapara JASATUHUB-XVUMPAP,

cM. Tabnuiy 2.

Taoauna 2
IoBeIeHne 10351 A5 NeguaTpuYecKux nauentos ¢ XMJI Ph* B xponuueckoii paze
Ho3a (MakcumajibHas 1032 B CYTKH)
HavyaJbHas 103a AcKaJaANUA
Ta0JeTKH 40 Mr 50 mr
60 mr 70 mr
70 mr 90 mr
100 mr 120 mr

He pexoMeH 1yeTcs MOBBIILIEHHE 103b] HallMeHTaM aeTckoro Bozpacta ¢ OJIJI Ph™, Tak kak y Takux
b

MNalfMCHTOB )IaSaTI/IHI/I6 MPUMCHACTCA COBMCCTHO C KypCaMH XUMHUOTCPAIInU.

Koppexyus 0o3v1 6cnedcmeue nexceramenbHulx peakyuil

Muenocynpeccus 3pocivie/demu

IIpu Muenocynpeccuu ciaeayeT yMEHbIINUT 03y, IPEPBATh TEPAIIUIO U OTMEHUTS €. B ciayyae
HEO0XOUMOCTH CJeyeT IPOBECTH TPAHCHY3HIO TPOMOOLIMTAPHOM I 3PUTPOLIUTAPHON MACCHI.
[Ipu ycToliunBoil MUETOCYNPECCUU BO3MOKHO MPUMEHEHHE FeMONOATHYECKUX (PaKTOPOB POCTA.
PekoMeHaIMu 10 U3MEHEHHIO JI03bI Y B3POCIIBIX MIPUBEIEHBI B TabmuIe 3, a 'y nereit ¢ XMJI Ph'
B XpOHUYECKOH (hase — B Tabnuie 4. Pexomennanuu 1i1s aereii ¢ OJIJT Ph', monyyaromux edenue

B KOM6I/IHaI_II/II/I C XHMHOTepaHHeﬁ, MMPUBCACHLI B OTACIIBHOM a63aue IOCJIC Ta6J'II/II_I.
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Koppexnust 103b1 IPH HEHTPONIEHNH U TPOMOOLMTONEHNH Y B3POCJIBIX

Xponuueckan
XMIT
(nauanvHnasn
100 me 1 pa3 6 0ensv)

daza

003a

[pu abCOIOTHOM
guclie  HEUTpoduIIoB
<0,5%10%/1 nin

quciae  TPOMOOIIMTOB

<50x10%/n

1. Cpenarp nepepplB B JICUEHUU
npenapatoM JJA3ATUHUB-XVMPAP no
JOCTHO>KEHUS a0COJIIOTHOTO
Helitpopunos  >1,0x10%1

TpoM6OIUTOB >50%10%/11.

qucjia
qucia

2. Bo300HOBHTH Tepanuio B MpeKHEH J03€.
3. Ilpu
<25%10°%/n w/umi penyauBe aGCONIOTHOTO
<0,5x10°%/n,

7 mHEln,

KOJIMYECTBE  TPOMOOIIUTOB

qyucia HEHUTpo(hUIOB
HaO0JII0 TAOIIUX CS Ooitee
MOBTOPUTH mIar 1 u BO30OHOBUTH JICUCHHUE
B yMeHbIlIeHHOH n03e 80 Mr 1 pa3 B JieHb
I BTOporo osmwm3oxa. Jimsa  Tperbero
AMU30/1a TOTIOJHUTEILHO YMEHBIIUTE A03Y
no 50 mr 1 pa3 B meHb (A1 MAlUEHTOB C
BIIEPBBIC BBISIBIICHHBIM JUArHO30M) WJIH
IIPEKPATUTh (st
PE3UCTEHTHOCTHIO UJIM HEMTEPEHOCUMOCTBIO

IIalfMCHTOB C

MPEAECTBYIOIIEH BKITFOYas

UMaTUHHO).

Tepanuu,

XMI (s
akcenepauuu

daze

unu
onacmnozo Kpusza) u
OJII Ph*

(HauanvHasn
140 mz2 1 pa3 6 oens)

003a

[Tpu a0COJIIOTHOM
quciae  HEUTpo(UIOB
<0,5%10°/n wm

yuciie  TPOMOOLIUTOB

<10x10%/n

1.  VYcraHoButh,  00yclIOBJIEHA

OUTOIICHUA JICHKO30M (aCHI/IpaI_[I/IH 5048

JIA

OHOIICHsI KOCTHOTO MO3Ta).

2. Ecau nuToneHus He cBsi3aHa ¢ JIEHKO30M,
JICUEHUE CIIeYEeT IPEePBATh JI0 TOCTHKCHUS
abCOJIIOTHOTO
>1,0x10°%1 w®  uymcna  TPOMOOLMTOB
>20%x10°/m1 M BO30OHOBHMTH TEpanmuid B
MIPEXKHEN 103€.

3. B cnyyae penuanBa UTONIEHUH CIEAYET
MOBTOPUTH IIar 1 1 BO30OHOBUTH TEPAIUIO

yucia HEUTPOPUIOB

B cHmkeHHOW mo3e 100 mr 1 pa3 B aeHb
(BTOpo#i »nu3oxn) unu 80 mr 1 pa3 B n1eHb
(Tperuii smu30/1).

4. Ecnu BO3HMKIIAsl IIUTONIEHUS CBSA3aHA C
JEMKO30M, CIEAYeT PAcCMOTPETh BOIPOC
00 yBenmuueHuu 1036l 70 180 mr 1 pa3 B
JIEHB.

Koppexuus 003v1 npu netimponenuu u mpombouumonenuu y oemeti npu XMJI Ph* 6 xponuueckoti

g22a3e

1. Econ OUTOIICHUA COXPAaHACTCA Oonee 3 HCACIb, CICAYCT YCTAHOBUTD, O6YCJ'IOBJ'ICH8. JIn

LIUTOIICHMS JIEHKO30M (acnﬂpaunﬂ WU OMOIICHS KOCTHOI'O MO3Fa).
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2. Ecim muTomeHuss HE CBsA3aHa C JICMKO30M, cz[enal;k‘ Tie 1113-:" BT €

JABATUHUB-XUMPAP 1o poctukenus abGCONIOTHOTO uyuchaa HeiTpodumo >1,0x10%/m u
yncia TPOMOOLMTOB >75%10°/11 M BO30GHOBUTH TEPANHUIO B MPEKHEH UM CHUKEHHOMH 103€.

3. B ciyuae penuanBa HUTONEHUH CIIEAYET CHOBA YOUTHCS B IPUPOJIE IIUTONIEHUH (aCTUpalus

HJIM OMOIICHS KOCTHOI'O MOSFa) 1 BO30OHOBHUThH TEPAIIUIO B CHMIKEHHOM J03¢€.

Taoauua 4

PexoMeH10BaHHAsI cCXeMa CHUKEHHSI MAKCHMAJILHOI cyTO4HOii 10361 ipu XMJI Ph* B

XpoHHYeCKoi (a3e y nerei

Hcxomnas mo3a [TepBuunoe cHmwkeHue 10361 | [lOBTOpHOE CHMIKEHHE JT03bI
40 mr 20 mr *
60 mr 40 Mr 20 mr
70 mr 60 mr 50 mr
100 mr 80 mr 70 Mr

* — MEHbIIIas 71032 B TaOJIETKaX HEJAOCTYITHA.

V nereit ¢ XMJI Ph' B xpounueckoii (ase, eciv HEUTpOneH s >3 CTENEHH WK TPOMOOLUTOIIEHHUS
PELUAUBHPYIOT BO BpeMs MONHOro remaronoruueckoro orsera (I1I'O), neuenue mpemnapatom
JA3BATUHUB-XUMPAP crnenyer npepBaTh, a 3aTeéM MOXHO BO30OHOBUTH B CHHKEHHOU J103€.
BpemenHoe cHuKeHHE J03bI MPU MPOMEKYTOUHBIX CTENEHSX IMTONEHUU M PEaKIMu Ha

3a00JIeBaHUE CIIETYET MTPOBOAUTH 10 MEPE HEOOXOAMMOCTH.

Koppexuus 0031 npu Hetimponenuu u mpombouumonenuu v demeti ¢ OJIJI Ph*

Jlis nepuarpudeckux nanuedtoB ¢ OJIJI Ph™ usMmeHenue 103bI HE PEKOMEHIYETCS B CIIydasx
reMaToJIOTHUECKOM TOKCHYHOCTH 1—4 crenenu. Ecnu HelTponeHus W/WiM HUTONEHUS TPUBOAST
K 3a/Iep>KKe clieAyrolero 6yoka tepanuu o6osee yem Ha 14 nHeH, 1eueHne Ja3aTHHUOOM clieyeT
npepBaTh U BO3OOHOBUTH TEPANHIO B TOH XKe J03€ MOCciIe Havyajaa CIEAYIOIIEro 0JioKa JeUeHus.
Ecnu HeliTponeHuss w/uiau TPOMOOLMTONEHUS COXPAHSIOTCS, a CIEAYIOUMH OJIOK JieueHus
OTKJIa/IbIBaeTCsl elle Ha 7 JAHeH, HeoOXOAMMO MPOBECTU MCCIEJOBAHHWE KOCTHOTO MO3ra JJis
OLICHKM HAIOJHEHHUs KJIETKaMH M TPOLEHTHOTO COAEpKaHWs OJNIacTHBIX KieToK. Ecmm
coxepkanue Kinetok MeHee 10 %, ciemyeT MPHOCTaHOBUTH JICUCHHE JA3aTHHUOOM JI0 TeX IIOp,
1oKa abCONIOTHOE YUCIIO HEHTPO(UIOB He JOCTHrHET 3HaueHus >500/mxin (0,5%x10%/1), mocne
4ero Tepanuio BO30OHOBIAIOT B cTaHJapTHOM no3e. Eciu conmepxkanue kierok 6ornee 10 %,

MOXHO paCcCMOTPETh BO3MOKHOCTD ITPOAOJIZKCHUA JICUCHUA )IaSaTI/IHI/I6OM.

Hezcemamonocuueckue nesicenamenvrble peakyuu

[Tpu pa3BUTHH YMEPEHHBIX HET€MAaTOJIOTHUECKUX HEeXKENATEeIbHBIX peakinii (2 CTeTeHN) IeUeHHe
cieayeT NPUOCTAaHOBUTH JI0 TEX MOP, TOKA PEAKIIMs HE Pa3pELINTCS UM HE BEPHETCS K HICXOTHOMY
ypoBHIO. JleueHre BO30OOHOBIISIIOT B MPEXKHEH 703€, €CIM ATO MEPBBIM CIIydail HEXeIaTeIbHON

PEaKIIH, IMOCJe MOBTOPHBIX CIIy4aeB PEKOMEHYEeTCs CHIKCHHE 10361 Ja3aTHHHOA.
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JIeYCHUE MPHUOCTAHABIMBAIOT IO MCUYE3HOBEHHUS CHUMITOMOB HEXKENATEIbHOW pEeaKIuu WU 10
YIYYIIEHUS] COCTOSIHUS ManeHTa. JIedeHne MoKHO BO30OHOBHUTH B CHUKEHHOM J03€.

VY B3pocabix nanueHToB ¢ XMJI 103y pekomenayercs cHu3uth co 100 mr 1 pa3z B genp a0 80 mr
1 pa3 B ieHb, a Mpu HEOOXOAUMOCTH JTonoJHUTEIRHO ¢ 80 Mr 1 pa3 B nenb 10 50 mr 1 pa3 B 1eHb.
V B3pOCIbIX nanueHTos ¢ mo3auumu pazamu XMJT win OJIJT Ph', nonyyaromux 140 mr 1 pas B
JIeHb, peKOMEHyeTcs CHIbKeHue 10361 10 100 Mr 1 pa3 B eHb U ganee, eciau notpedyercs, TO co
100 mr 1 pa3 B nenb 10 50 mr 1 pa3 B 1eHb.

V nauueHToB JeTckoro Bospacta ¢ XMJI Ph' B xponuueckoii (pase ¢ HEreMaToOJOrMYECKUMHU
HEXEJNATeIbHBIMA ~ PEAKIUsIMU ~ CHUXKEHUE J03bl  JIOJDKHO  IPOBOJUTHCS  AHAJIOTHYHO
PEKOMEHJallMsAM, TPUBEACHHBIM BBINIE [JII CHUIXKEHUS JI03bl MNP T'eMaTOJOTUYECKHX
HEKeNaTEeJIbHBIX PEaKIUsIX.

[Ipy MOSABIEHUH HEreMaTONIOIMYECKUX HEXKeNaTeNbHbIX peakiuil y gereit ¢ OJIJI Ph' cnenyer
CHWKAaTh 7103y Ha OJIMH YPOBEHb B COOTBETCTBUHU C PEKOMEHIAIMSAMHM 1O CHUXKEHUIO JO3BI IS
reMaTOJIOTHYECKUX HEXENATeNbHBIX peaklnii (OMUCaHbl BhIIE). 3a UCKIIIOUCHHEM HapyIICHUM
(GYHKIMY TEYeHH B ClTydyae HEreMaToJIOTUYECKUX HeXKeNaTeIbHbIX peaklnuid >3 cTeleHu TSHKECTH
y nereit ¢ OJIJI Ph™ neyenue M0/DKHO OBITH NPHOCTAHOBIEHO, M MOKET OBITH BO30OHOBJIEHO B
CHIIKEHHOM J103€ MOCJIe YMEHBIICHHS TSKECTH HEXKeNlaTeIbHbIX peakiuil 10 <1 crenenu. Ecnu
KOHIICHTpaIus MpsMOro OmmnpyorHa 6osiee ueM B 5 pa3 Bbllie BepxHen rpanuiibl HopMbl (BI'H),
Tepanuio OTMEHSIOT A0 TeX IMOp, MMOKa 3TOT MOoKa3aTellb He BEPHETCS K UCXOJHOMY YPOBHIO HIIU
TSYKECTh HEXKENATEeNIbHOM peakIuu He yMeHbIIUTCS 10 <1 creneHu. [Ipu noBbIlIeHNH aKTUBHOCTH
ACT/AJIT 6onee BI'H B 15 pa3 Takxe He00X0AMMa MPUOCTAHOBKA TEPAIlUU 10 BO3BpAILEHUS K
MCXOJIHBIM 3HAQUECHHSM WJIM CHIDKEHHUS TSDKECTH HeXenartelbHOW peakuuu A0 <l crenenu. [lpu
penuauBe TMOAOOHBIX HapylmleHWH (YHKIMM TI€YeHH TOcie BO30OHOBICHUS Tepanuu

I[aBaTI/IHI/I6OM A03Y Ipcliapara CJICAYyCT CHU3UTD.

Ilnespanvhuiil gvinom

B ciyuae nuarHOCTHMKM TUIEBPAJILHOTO BBHINIOTA JICUEHUE Ia3aTUHUOOM CJEeAyeT NpepBath J0
oOcrienoBaHUsl TMalMEHTAa W HWCYE3HOBEHMs] CHMITOMOB WJIM BO3BpAlllEHUs CTENEHU UX
BBIPAXKEHHOCTH K UCXOAHOMY YpOBHIO. Ecnu anu30/ HE KynmupyeTcsi B TEYEHUE TPUMEPHO OJHOM
HEJIENH, TO CIeIYET PACCMOTPETh MPUMEHEHUE TUYPETUKOB, HJIM KOPTUKOCTEPOUIOB, UITH 00X
TPYIII MpernapaToB OAHOBpeMeHHO (cM. pazzaen 4.4 u 4.8). [locne pa3penieHus mepBoro Mu3oaa
CIIeTyeT pPacCMOTPETH BOMPOC O BOZOOHOBIEHUH TEPANUU Aa3aTHHHOOM B paHee MPUMEHSIBIIEHCS
no3e. [Tocne pa3pernieHus MOCIEIYIONIMX MU30/I0B CIEIYEeT TOBTOPHO MPUMEHSThH Ta3aTUHUO B

J103€, CHUKEHHOM Ha OJJUH YPOBEHb.
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OBITh BO30OHOBIJICHO B YMGHLH_IGHHOI\/'I J03€ B 3aBHCHMOCTH OT HCXOI[HOﬁ CTCIICHU TAXCCTHU

HEXENAaTeIbHON PEaKIIUH.

Koppexuus 003bl npu _conymcmeyrouem ucnojilb306aHul CuilbHblx uH2u6um0p06 u30d)epMeHma

CYP344

Crenyer nzberatb 0JHOBPEMEHHOTO IPUMEHEHHUS CHIIBHBIX THTHOUTOpOoB n3odepmenta CYP3A4
U coka rpeindpyra ¢ mazatuHuOOM (cMm. pasnen 4.5). Eciam Bo3MOXHO, cilenyeT BBIOMpATh
aNbTepHATUBHYIO Tepanuio 0e3 WIM ¢ MUHUMAIbHBIM TOTEHIUAIOM HHTUOMPOBAHUS
nzodepmenta CYP3A4. Eciu He00X01MMO OJTHOBPEMEHHOE MPUMEHEHHE JJa3aTUHHOA M CUITHhHBIX

unruoutopos CYP3A4, cienyer paccMOTpeTh YMEHBILIEHUE J103bI:

. 40 Mr mpu cyTouHOM o3¢ nazaruanba 140 mr;
. 20 mr ipu cyTo4HOM 03¢ nazarnanba 100 mr;
o 20 Mr npu CyTO4HO# 03¢ nazatuanba 70 Mmr.

ITpu ucnonb3oBanum nazatuHuba B 1o3e 60 Mr niam 40 Mr cienyer paccMOTPeTh BO3MOXKHOCTb
NPUOCTAHOBIICHHS JICYCHHUSI Ja3aTMHUOOM JO0 NpPEKpaIleHUs Tepanuu C HCIOJIb30BaHUEM
uHrnouropoB m3opepmenta CYP3A4. Bo3oOHOBIEHHE Tepanmuu BO3MOXKHO uepe3 | Hemermio
nocie MpeKkpamnieHus ucronb3oBanus nuruoutopos CYP3A4.

[Ipeanonaraercsi, 4YTO CHW)KEHHE J103bl Ja3aTWUHUOA NpPUBEAYT IUIOMAAb O] KPHUBOM
«koHueHTpanus-spems» (AUC) no 3HaueHmit, HabmogaeMbix 6e3 naruouropos CYP3A4, oqnako
KJIMHUYECKHE TaHHBIE C MOI00HON KOPPEKUHUEH T03bI OTCYTCTBYIOT Y MAIIMEHTOB, IMOIYYaOIINX
cuibHble nHrUOMTOpEl CYP3A4. B ciiyuae HenmepeHOCMMOCTH CHUXEHHOM J103bl JJa3aTMHUOA
clieflyeT TNpEeKpaTuTh NpUMEHEeHUe CUIbHBIX HMHruOuTOpoB CYP3A4 winm npuocTaHOBUTh
UCIIOJIb30BaHNE Jla3aTMHUOa J0 TMpekpalieHus npuMeHeHuss uHruouropo CYP3A4.
Bo3o6HoBnenne npuema JazatuHuOa BO3MOXKHO uepe3 | Henenro mociie MpeKpaiieHus npruemMa

unru6uropos CYP3A4.

Oco0ble TPVIIILI TAIMEHTOB

HpuMeHeHuey nayuermoes noascus10c0 so3pacma
Knnandecky 3HaYMMBIX p%HHqHﬁ B (bapMaKOKI/IHeTI/IKe Y HNOXKWIBbIX MMAaIUCHTOB HE BBISABJICHO,

MO3TOMY KOPPEKIIMH J103bI HE TpeOyeTcs.

IIpumenenue npu napywienuu @yHKyuu neveHu
[TarueHTsl ¢ HapylieHHMEM (QYHKIMM ME€YEHH JIETKOM, CpeaHed WU TSKEIOM CTEeNeHW MOTYT
[OJy4aTh PEKOMEHJyeMyI0 HadajibHYyl a03y. OpHako na3aTUHUO cleayeT HpUMEHSTh C

OCTOPOKHOCTBIO Y AIIMEHTOB C IEYEHOUYHON HEAOCTaTOYHOCThIO (CM. pazzen 5.2).
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Ipumenenue npu napywenuu gyHkyuu novex

KW nazatmanba y NanMEeHTOB CO CHW)KEHHOW (YHKIMEH MOo4YeKk He NpoBOIWINCH. U3
UCCIICIOBAaHUS TAIlMEHTOB C BIEPBbIE JAMArHOCTHPOBAHHOW XpoHuYeckoi ¢azoit XMJI
WCKJIIOYAJIMCh TAIMEHThl C KOHIIEHTpallue KpeaTuHWHa B CbiBOpoTke >3 pa3 BI'H, a u3
WCCJICIOBAaHUS Y TIAIMEHTOB C XpoHWdeckod (azoit XMJI ¢ pe3UCTEHTHOCTBIO WU
HENEPEHOCUMOCTh MPEIIIECTBYIOIIEH Tepanuu HMaTUHUOOM HCKIIOYAIM MAlUEHTOB C
KOHIIEHTpaluel KpeaTMHMHAa B cbIBOpoTKe >1,5 paza BI'H. Ilockonbky mHOYE€YHBIN KIUpPEHC
na3aTuHUOA U ero MeTaboIuToB cocTapisieT <4 %, y MallMeHTOB C OYEYHON HET0CTaTOYHOCTHIO

HE 0K Aa€TCs1 CHUXKXCHUA 0611[61"0 KIIMpCHCA.

Cnooco0 nnpuMeHeHus

[Tpenapat JA3ATUHNB-XVIMPAP cienyer npuHUMATh TOJIBKO IEPOPATIBHO.

Tabnerku, NHOKpBITBIE OOOJOYKOM, HENIb3sl H3MeNbuaTh, pa3pe3aTb WINM JKEBaTh, YTOOBI
HOJ/IepKaTh MPaBUIIbHBIE JO3UPOBKM U MUHMMU3UPOBATh PUCK BO3AECHCTBHS HAa KOXY; TaOJIETKU
CJIeZlyeT MPOTJIaThIBaTh LETUKOM. TaOlIeTKH, MOKPHITEIE 000JI0UKOM, HE CIenyeT U3MeNbyarhb,
MOCKOJIBKY CHCTEMHAasi SKCIIO3UIMS y MAlMEHTOB, MPUHSBIINX HW3MEIbUCHHBIC TAaOJCTKH HIDKE
TaKOBOH, YeM y MaLUEHTOB, IPOIVIOTUBIIMX 1€y TaOJIETKY.

TabneTku MOXHO NPUHUMATh HE3aBUCHMO OT NpHEMa IHIIM M Ha IOCTOSHHOW OCHOBE JHOO
yrpoMm, aubo BeuepoMm (cM. pazzen 5.2). llpemapar JA3ATUHUB-XUMPAP Henb3s

OJTHOBPEMEHHO MPUHUMATh C TperndpyToM mim rperndpyTroBsiM cOKOM (cM. pazzaen 4.5).

4.3. IlpoTuBONOKA3aHUSA
e [ unepuyyBCTBUTENHHOCTh K J1a3aTUHUOY WJIM K JIOOOMY M3 BCIIOMOTATEIbHBIX BEIIECTB,

IIEPEYUCIICHHBIX B paszaene 6.1.
4.4. OcoOble yka3aHMs M Mepbl NPEI0CTOPOKHOCTH NPH NPUMEHEHUH

Muenocynpeccus

[Ipu nedyeHun Ja3aTUHUOOM MOTYT BO3HMKATh TSDKEIble TPOMOOLIMTONEHUS, AaHEMHUS U
HelTporeHus. Yamie OHM PETUCTPUPYIOTCA Yy MAalMEHTOB ¢ mno3aHumu ¢dazamu XMJI wim
OJUJI Ph', 4em y nmaieHToB ¢ XpoHudeckoi dazoit XMJI.

[Ip1 MOHOTEpAIMY NA3aTUHUOOM B3POCIIBIX MAIMEHTOB ¢ no3aaumu (Gazamu XMJI uim OJIJT Ph*
MOJIHBIM KJIIMHUYECKUN aHallu3 KPOBH HEOOXOIUMMO MPOBOJIUTH €KEHEIEIbHO Ha MPOTSHKEHUU
NIEPBBIX 2 MECHIIEB, a Jaliee €)KEMECIUYHO UM 10 KIMHUYECKUM [TOKA3aHUSM.

V B3pocCibIX ManuenToB u aereil ¢ XMJI Ph' B xpoHuueckoii (ase MoJHbIM KIMHUYECKUH aHaIu3
KpOBH CJIENYET NPOBOIAUTH KaXKIbple 2 HEAENW NepBble 12 Helenp JIEUYEHHs, 3aTeM Kaxable
3 Mecsa WiK 10 KIMHUYECKUM MMOKa3aHUsIM. Y B3pOCIBIX MAllMEHTOB C MO3AHUMU pazamu XMJI

win OJIJI Ph' npu MoHOTEpaniu Ja3aTHHUOOM aHAIIM3 KPOBH CIIEYET MOBTOPSTH €KEHEIENBHO

9
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neuenun gerei ¢ OJIJT Ph' xomOuHanumei nasatiau0a U XMMUOTEPAIIUM TIOJHBIA KIMHUYECKHHI
aHaM3 KPOBU CIIEAYET MPOBOAUTH IEpel HAdyaloM KaKAOro OJOKa XUMHOTEpanud U 10
KJIMHUYECKUM TOKa3aHusAM. Bo BpeMs KypcoB XMMHOTEpAlHMH aHAIM3 KPOBH HEOOXOIUMO
HOBTOPSITH Ka)KAble 2 JTHS 10 BOCCTAHOBIICHHUS TTOKa3aTesield. Y THeTeHHE KOCTHOTO MO3ra OOBIYHO

00paTUMO ¥ NPOXOAUT IPU BPEMEHHOW OTMEHE WJIM CHUYKEHUH J103bl 1a3aTUHUOA.

Kposomeuenus

VY nmarueHToB ¢ XpoHudeckoi ¢azorr XMJI, momydyaBmmx na3aTtuHUO, CIydaauch KPOBOTCUCHUS
3 unu 4 crenenu. Y manueHToB ¢ nmo3aHumu cramusMu XMJI win OJIJI Ph™ 6puin oTMedeHbl
CIIy4ad TSDKEJBIX KPOBOM3IUSHUN B IICHTPAIBHYIO HEPBHYIO CHCTEMY (B TOM YHCIie (paTAIbHEIC).
Tsixenble xKenyT104HO-KUIIIEYHbIE KPOBOTEUEHHUS 3 MJIH 4 CTENEHH OTMEUYEHBI Y 4 % MalueHTOB ¢
no3aaumu craausiMu XMJL. [Ipu TskenbIX Kemyao4HO-KUIIEYHBIX KPOBOTEYEHHSIX BPEMEHHO
MPUOCTAHABIMBAIOT TEPAIUIO U MPUMEHSIOT TeMoTpaHcy3uto. [Ipyrue Tspkenbie KpOBOTEUSHUS
3apeTUCTPUPOBAHBI y 2 % MarueHToB. BoJbIIMHCTBO CilydaeB KPOBOTEUCHHM CBSI3aHbI C TSKEOM
TpoMOonuTonenuei. [IpemapaTsl, MHTHOUpPYIONIHE PYHKIIMH TPOMOOIIMTOB, M AHTHKOATYJISTHTHI

CJICAYCT NPpUHUMATh C OCTOPOKHOCTBIO.

3adepoicka srcuokocmu

[Tpu npuemMe nazatuHuOa MOXKET HAOIIOJATHCS 3a/IePKKaA )KUAKOCTH. Cpeay B3pOCibIX MAUEHTOB
¢ Brepsbie BoisBIeHHBIM XMJI Ph' 3aepikka sKMIKOCTH TSKENOM cTenenn Habmoaanacs y 5 %
MAIUEHTOB.

V B3pocibIX ¢ BriepBbie BbisBIeHHBIM XMJI Ph™ npu pe3rucTeHTHOCTH K MMATHHUOY WK €ro
HENEPEHOCUMOCTBIO  3aJIep’KKa O KMJIKOCTH Tshkesnod crenmeHu (3 wim 4 cteneHu) Obuia
3aperucTpupoBana y 6 %. YV B3pocibIX manmeHToB ¢ mosgaumu (azamu XMJI wmm OJIJI Ph*
3aJiepXKKa KUAKOCTH TSDKEJIOM creneHM Habmropanack B 8 % ciaydaeB, BKIIOYAs BBIPAYKEHHBIH
IUIEBpaIbHBIA M NEpPUKapAUAIBHBI BbIIOT Yy 7 % u 1 % mNanueHToB, COOTBETCTBEHHO.
BolpaskeHHBIM acIUT W TE€HEpaTu30BaHHBIM OTEK pa3BUIUCh Yy MeHee | % MalnueHToB ¢
PE3UCTEHTHOCThI0O K HMaTtuHuOy. Y 1 % manueHToB C pPE3UCTEHTHOCThIO K HMMaTHHUOY
3aperucTpUpPOBaH TSKEIIbIM OTEK JIETKUX.

[Ipy mnosiBIEHUM OJBIIIKK, OOMM B TPYyIHOW KIETKE WIM CyXOro Kauuisi HeoOXoauMm
PEHTTE€HOJIOTUYECKUH KOHTPOJIb OpPraHOB TIPYAHOW KIETKU. 3a/iepikKa >KUJIKOCTH OOBIYHO
KyIUpYeTCsl MPU MPUMEHEHUH TOJIEPKUBAIOIIEH Tepanuu C BKIIOUEHUEM JIMYPETUKOB MU
KOPOTKOTO Kypca TIJIFOKOKOPTUKOCTEpOHI0B. Ilpn BbIpaX€HHOM IUIEBPaJIbHOM BBINOTE
TpeOOBaIMCh OKCUT€HOTEpAIlsl W TOpPAKOLIEHTe3. 3aJepikKa >KUAKOCTH Halirojanach yaue y

MalMEeHTOB, TPUHUMAIOIIMX Mperapar 2 pas3a B JICHb.
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IIJIEBPAJIBHBIN BBINIOT, KAILIEIb, KPOBOTEYECHUS B HYJKHUX OT/EJIaX XKEJIYJOUYHO-KHUIIEYHOT O TPAaKTa
(OKKT), napymenus anmneTuTa, B3IyTHE KUBOTA, TOJOBOKPYKEHUE, NIEPUKApIUAIbHBIN BBIINOT,
3aCTOMHAsE CepleYHas HEIOCTaTOYHOCTb, CHI)KEHHE BeECa, 4Yallle BCTPEYAIOTCS y IALUEHTOB
cTapiue 65 jeT, o3ToMy cielyeT 00eceynTh TIIAaTeIbHOE HAOI0AeHNE 3a MAllMEeHTaMHU JJaHHOU

BO3PaCTHOM T'PYIIIBL.

Yonunenue unmepsana QT

Ymaenne QT nHTepBana HaOMOAAIOCH MeHee YeM Y | % MmamueHTOB ¢ BIIEPBHIE BBISBICHHBIM
XMIJI Ph™ B xpoHuueckoil (ase, moiyyaBmMX Aa3aTHHUO, IPH 3TOM YIJIMHEHHE COCTABUIIO B
cpenuem 3,0 mc. Ymmaenne QT mHTepBasia mpu JICYCHUH J[a3aTHHUOOM Habro1aoch y Oolee
yeM | % manueHToB ¢ pe3UCTEHTHOCTHIO MIIM HETIEPEHOCUMOCTBIO TePAalTii UMAaTHHUOOM.
Ja3zatuHu® crnegyeT HCIONb30BaTh C OCTOPOXKHOCTBIO ManueHTam ¢  yanuHeHHbIM QT
WHTEPBAJIOM WJIM C PUCKOM €ro Yy/UIMHEHUs (TUIIOKaIHMeMHUs, TUIIOMarHUEeMHs, BPOKICHHBIN
cunapom yammaenHoro QT nHTepBaa, Tepanust aHTHAPUTMUYCCKUMU U IPYTHUMH IIperapaTamM,
crocoOHbpIMU  yuHATE QT WHTEpBan, MNPEAMISCTBYIOMAs TEPANus BBICOKUMH JI03aMHU
aHTpauukiuHoB). llepeq HazHayeHweMm jga3aTMHHOA CIEAyeT MPOBECTH  KOPPEKIIHIO

THITIOKaJIMCMHH WJIHN I'MIIOMarHuCMuu.

Hapywenus co cmopoHbl cepoeuno-cocyoucmoii cucmembl

VY nanueHToB ¢ 3a00JIeBaHUSMHU CepJlla B aHAMHE3€ WJIM PUCKOM MX pa3BUTUS CpPEIU
HE)KeNaTeNIbHBIX peakiuil yale, 4eM y Apyrux Ipymi, oOHapyKUBAINUCh HAPYIIEHUS CO CTOPOHbI
CepACYHO-COCYTUCTON  cuCTeMbl  (3acToifHas  cepJieyHas  HEJOCTaTOYHOCTb/CepedHast
TUCOYHKIMS, MEepUKapIUalIbHBIA BBIIOT, APUTMHUSA, OLIYLICHHE CepALeOUeHUs, YIIMHEHHE
unTepBana QT, uHpapKT MUOKap/a (B TOM YKCIIE C JIETaIbHBIM UCX0JI0M)). BBy 3TOTO Y aHHOMN
IpyNIbl MAalUEeHTOB HEOOXOAMMO THIATEIbHO KOHTPOJMPOBATH IapaMeTpbl CepledHOM
NEeSITeIbHOCTH C LENbI0 BBIIBIEHUS U, TPH HEOOXOAUMOCTH, KOPPEKIMH BO3MOXKHBIX
HEKENaTeJIbHbIX PEaKIUil CO CTOPOHBI CEPJEYHO-COCYAUCTOM cuctembl (Oosib B Tpynu,
3aTpyJHEHHOE JpIXaHue, norootaeneHue). [Ipu pa3BuTHN HEKeIaTENbHBIX SBJICHUI CO CTOPOHBI
CepAEYHO-COCYTUCTON CUCTEMBI JIEUEHUE MpenapaToM clieayeT MPUOCTaHOBUTh. Bo3oOHOBIEHHE
J€YEHHUs] BO3MOXKHO TIIOCJI€ BBIMNOJHEHHUS (DYHKIIMOHAIBHOM OIIGHKM: HCXOAHAs J03a MpU
CI1a0bIX/yMEPEHHBIX HEXeNaTeNbHbIX peaklUsx (<2 cTerneHu), CHWKEHUE 03Bl MPHU TSHKEIbIX

HEXENAaTebHBIX PEeaKIUIX (>3 CTerneHn).

Jlecounas apmepuaibrasd CUnepmeH3us
Jlerounas apTcpualibHasd TUIICPTCH3USA (.HAF), MOATBCPIKACHHAA TPHU IMOMOIIU KAaTCTCPpU3aAlUN

MpaBbIX OTIEJIOB CEplla, MOXKET HAOII0JAThCA KaK B XOJE JICUEHHUs Ma3aTHHUOOM, TaK W TIO

11
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U OJHOBPEMEHHOI'O NpUEMA JPYTHX JIEKAPCTBEHHBIX IpemnaparoB. llepen Hayanom nedeHus
Ja3aTUHUOOM CIIeJIyeT MPOBECTH OOCIEIOBaHWE TMAIMEHTA C IEIbI0 BBISABICHUS BO3MOXKHBIX
MIPU3HAKOB U CUMIITOMOB 3a00JIeBaHUI cep/ilia u JIeTKuX. Eciu B X0/e JIeUeHus 1a3aTHHUOOM y
MalMeHTa OTMEYAIOTCS OJIBIIIKA WM YCTAJIOCTh, HEOOXOAMMO HUCKIIIOUUTh HauboJyiee TUITHYHYIO
ATHOJIOTHUIO, BKIIIOYAs IJICBPATBHBINA BBINOT, OTEK JIETKUX, aHEMHUIO M HAM4YHe MHPWIbTpaTa B
nerkux. [Ipu 5TOM HE0OXO0AMMO YUUTHIBATh PEKOMEHIAINU, JaHHbIE B pa3jene 4.2 uid ciy4yaes
pa3BUTHUS  HETEMaTOJIOTMYECKUX  HEXKENATEeNIbHBIX  PEakIMWi: Mpu  Pa3BUTUM  TKEIBIX
HETeMAaTOJIOTMYECKUX HEXKEJIATeIbHBIX PEeaKIUid JICUEHHE MPUOCTAHABIMUBAIOT J10 MCYE3HOBEHMUS
CHMIITOMATUKHU HEXKEJIATEIbHOW PEAKUUH WIIH 10 YIIYYUIEHUS] COCTOSIHUS MMALIUEHTA.

Ecnu B mporiecce o0cienoBaHus MalueHTa He ObLT MOCTABIICH APYTOH TUArHO3, CICAyeT MPUHSTh
K paccMoTpenuto auarHo3 JIAI. B cmywae nonreepxkaenuss JIAI' y mnaunueHTa JieueHue
a3aTUHUOOM TpeKpaniaroT 0e3 MOCIEeAYIOMIEr0 BO30OHOBIEHUS, O0ECIEUHB IMOCIETYIOIINN

KOHTPOJIb COCTOAHHA MalMCHTAa B COOTBECTCTBHUU CO CTAHAAPTHBIMU PCKOMCHAALIUSAMMU.

Tpombomuueckasn mukpoaneuonamus (TMA)

Nuruburtopsl TUPO3UHKUHA3BI BCR-ABL acCOLIMUPYIOTCS c TPOMOOTHYECKOI
mukpoanruonatueii (TMA), BkIOYas OTAENbHBIE COOOIIEHUS O Clydasx [PUMEHEHUs
nazatuHuOa. Ecnu y nanuenTa, noiny4daronero 1a3aTiHu0, BOZHUKAIOT KIMHUYECKUE CUMIITOMBI
WK 1a00paTopHbIE M3MEHEHUS, XapakTepHbie st TMA, JiedeHre Na3aTHHUOOM JOJDKHO OBITh
MpEKpalieHo W MpOBeJeHa TMojHasg JAuarHoctuka TMA, BKIIIOYas OIIEHKY AaKTUBHOCTHU
ADAMTSI3 u onpenenenus aHtu-ADAMTSI13-anturen. I[lpm BbICOKOM ypOBHE aHTH-
ADAMTSI13-anTuTten B coueTaHUU ¢ HU3KOW akTUBHOCTBIO ADAMTS13 neuenue nazatuHUOOM

HE HOJDKHO OBITH BO3OOHOBIIEHO.

Peaxmueayus supyca eenamuma B (BI'B)

WNuru6urops! Tupo3unkuHazsl BCR-ABL cBs3bIBatoT ¢ peaktuBanueii Bupyca renarura B (BI'B),
€MHUYHBIE Clyyau OMMCaHbI /Ui Ja3aTuHHOA. B HekoTopbix ciydasx peaxtuBauus BI'B npu
NPUMEHEHUHU JIPYruX MHruOuTOpoB TUpo3uHkrHa3el BCR-ABL npuBoania K pa3BUTHIO OCTpO
NEYEHOYHON HEJOCTATOYHOCTH MM (YJIbMHUHAHTHOTO TeMaTHTa, a B MOCIEIYIOLIEM — K
TpPaHCIUIAaHTAlUU NIEYCHU WIIH JIETAIBHOMY UCXOLY.

[Tepen HavanoM Tepamuu 1a3aTHHUOOM JOJIKEH MPOBOAUTHCS CKpUHUHT Ha Hanmuue BI'B. [{ns
MAIMEHTOB, UMEIOUINX MOJIOKUTEIbHBIE CEPOTIOrHUECKHEe MPOOBI, PEKOMEHTYETCSl KOHCYIbTAaIUs
CIIeLIMAINCTa, UMEIOLLETo onbIT JieueHuss BI' B. Y mauuentos-nHocureneit BI'B, Hyxnarommxcs B
JeyeHMM uWHruOMTOpamMu  THpo3uHKMHa3bl BCR-ABL, Heo0X0aMMO  KOHTpPOJUPOBAThH

KJIMHUYECKHEe M J1adopaTopHbIe MOKa3aTenu aktuBauuu BI'B Ha mpoTskeHHM Tepanuu U
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MMPUMCHCHUA ,IIa3aTI/IHI/163. MoKa3aHa HEMCAJICHHAA KOHCYJIbTalluA CO CIICHUAIUCTOM I10 JICUCHUTIO

BI'B.

Cunopom nuzuca onyxonu

bbun 3aperucTpupoBaHbl Cily4au pa3BUTHs CHHIpOMa JIM3MCAa ONYXOJIM Y IHalMEeHTOB C
PE3UCTEHTHOCTHIO K MPEALIECTBYIOIIEH Tepanuu UMaTUHUOOM, MPEUMYILECTBEHHO Ha MO3IHUX
cTagusax 3a0oneBaHus. BeiencTBre BOZMOKHOCTH PAa3BUTHS CHHAPOMA JIM3KCA OIYXOJH Tepes
HAyaJIoM JICYEeHUs 1a3aTUHUOOM He0OXO0AMMO MOAJEPKHUBATh a1€KBATHBIM ypPOBEHb I'MIpaTaliH,
IIPOBOAMTH KOPPEKIHUIO YPOBHS MOYEBOM KMCIIOTBI U KOHTPOJIMPOBATH COEPKAHUE MIEKTPOJIUTOB
B IU1a3Me KpoBH. [laliMeHThl HA MO3IHUX CTaAWsAX 3a00JIeBaHUS W/WIU C BBICOKOH OITyXOJEBOU
Harpy3Koil HaXOZATCsl B IPYIIE BBICOKOIO PUCKA, I10 3TOW MPUYMHE OHU HYXKJAIOTCSA B Oosee

4aCTOM O6CJ'I€,I[OB8.HI/II/I.

Bnusanue na pocm u passumue demeti u NOOPOCMKOS

B KU npu jeuenun aeTeil ¢ BIEPBHIE BBIABICHHOM XpOHHYECKOM (azoit XMJI Ph' umm mpu
PE3UCTEHTHOCTH/HENIEPEHOCUMOCTH HMMAaTHHUOa, TI0 MEHBIICH Mepe, Yepe3 2 rojaa Iocie
OKOHYaHUs JiedeHus y 4,6 % mnanueHToB HAOII0AINCh HEXKeJlaTelIbHbIE SIBJICHUS, CBSI3aHHBIE C
POCTOM U pa3BUTHEM KOCTEH (BKJItOYasl Ciyyau 3aMeJUIeHUs] HMHBOJIIOLMY MU (U3a, OCTEONEeHUH,
3aMeJIJIeHHsI pocTa, TMHEeKoMacThH). MIHTepniperanus pe3yabTaToB 3aTpyJHEHA B BUJly KOHTEKCTa
XPOHUYECKOI0 3a00J1€BaHMs U MOAJIEKUT JI0JITOCPOYHBIM HAaOMI0ACHUSIM. B nccnenoBanusax npu
JIeYeHUH TieuaTpuueckux nauentos ¢ OJIJI Ph™ nasariHMOO0M B KOMOMHAIINY C XMMHOTEpANUei
MaKCHMYyM 2 rojia CIIyCTs I0CJI€E JIEUEHUS] OTMEUEH Cllydail HEJKENAaTeIbHOTO SIBJIEHUS, CBA3aHHBIN

C HapyIIEHUEM pOCTa U Pa3BUTHUS KOCTEH.

IIpouue

[Tpy moBBILIEHUH YPOBHS TpaHCAMUHA3 WM OMJIMPYOMHA CleyeT YMEHBIINUTH /103y IpenapaTa
WJIU IIPUOCTAHOBUTH €r0 MPUEM.

IIpyn pa3BUTHM TUNOKAIBIUEMUU COCTOSIHUE KOPPEKTUPYETCS NPHEMOM BHYTPb IPENapaToB
Kanpus. Bo BpeMs ieueHus 1 B TeUeHUE MUHUMYM 3 MECAILIEB NOCIe U MY>KUMHAM, U KEHILUHAM
HE0O0XO/IMMO HCIIOJIb30BaTh HAJEKHBIE METOAbl KOHTpaunenuuu. Ecnu Bo Bpems JeuyeHHS
JTa3aTMHUOOM HacTyNuia 6epeMEeHHOCTh, HJTU €CITU CTaJI0 U3BECTHO, YTO MpenapaT UCTIOIb30BaICs
BO BpeMsi OEpEeMEHHOCTH, CIeAYyeT HEMEMJIEHHO NMPOUH(POPMUPOBATH NAIUEHTKY O BO3MOKHOM
pucke nans muoxaa. Ilpu mpueme nazaTuHMOa OBUIM OTMEUEHBl WHIAMBUAYAIbHBIE CIydau
BO3HMKHOBEHHs TSDKENBIX HEXKENATCIIbHBIX PEaKLMM, IOpaXarolUX KOXY U CIU3UCTBIE

000J10uKH, B TOM uucie cuHapom CrtuBeHca-/[KoHCOHa U MHOro(OpMHON 3puTeMbl. B ciaydae
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HE00XO0IUMO MTPEKPATHTb.

Bcnomozamenvuvie gewjecmea

Jlakmo3za

OTOT JNEeKapCTBEHHBIH Tpernapar COAEPKUT JakTo3bl MoHoruzapar. Ilamuentam ¢ penko
BCTPEUAIOIICICS HACIEICTBEHHOW HENMEPEHOCHMOCTBIO TaJIaKTO3bI, 1e(DUIIMTOM JIAKTA3bI JIONapen
WIH TJIFOKO30-TaJIaKTO3HON ManibabcopOuueld He CleAyeT MPUHUMATh 3TOT JIEKAPCTBEHHBIN
npernapar.

Hampuu

Jauublil npenapaT coaepkuT MeHee 1 MMoib (23 Mr) HaTpusi HA PEKOMEHAYEMYIO CYTOUYHYIO

1103y, TO €CTh, IO CYTH, HE COJCPKUT HATPUS.

4.5. B3amMmopeiicTBHe ¢ [IpPYrMMH JIEKAPCTBEHHBIMH IpenapaTamMM H JApyrue BHbI

B3aNMOJAeHCTBUSA

HpenapaTH, KOTOPBIC MOTYT NOBBIIIATH KOHIICHTPAIIUIO IIaBaTI/IHI/I6a B IJ1a3M€ KPOBH

Hneubumopot uzogpepmenma CYP3A4

Hazatunub ssisercs cyocrpatom uzodepmenta CYP3A4. Muruburopsl nuzopepmenta CYP3A4
(HampuMep, KETOKOHA30J, WTPAKOHA30J, JSPUTPOMUIMH, KJIAPUTPOMUIIMH, PUTOHABHP,
aTa3zaHaBUp, MHAWHABHD, HEJIDUHABHD, CAKBHHABHP, TSJIUTPOMHUIIUH, TPEUTI(HPYTOBBINA COK) MOTYT
MOBBIIIATh KOHIEHTPAIMIO Ja3aTHHHOA B IUIa3ME KPOBH, IMO3TOMY CIIeAyeT H30eraTh HX
COBMECTHOTO TpPHMEHEHUs ¢ Aa3aTHHUOOM. [lalMeHThl, y KOTOpBIX HE yHaeTcs H30ekaTh
CHUCTEMHOTO npuemMa MomHoro uarudutopa mnzopepmenta CYP3A4, nomkHBl HaXOTUTHCS MO

TIIATCIBbHBIM Ha6J'IIOI[€HI/I€M AJis1 CBOCBPECMCHHOT'O BBIABJICHUSA ITPU3HAKOB TOKCUYHOCTHU.

HDeHaDaTLI, KOTOPBIC MOTYT CHHKATHh KOHIICHTPAIIMIO I[aSaTI/IHI/I6a B IJ1a3M€ KpOBH

Hnoyxkmopwr usogpepmenma CYP3A4

WNunyxtopsl u3odepmenta CYP3A4 Moryr cHMXKaTh KOHLEHTpAIMIO Ja3aTMHHOA B IUIa3Me.
Crnenyer n30erarb COBMECTHOTO NMPUMEHEHHS] MOIIHBIX MHIYKTOpoB H3opepmenta CYP3A4 c
nazatuHuooM. Ilanuentam, npuHuUMaromuM HHIYKTOpbel n3opepmenta CYP3A4 (nampumep,
JIeKcaMeTa3oH, (EHUTOMH, KapOamasenuH, pudaMnuiuH, ¢(eHodapOouTal HIM Ipenaparsl
3Bepo00si TpoasIpsiBIeHHOTO (Hypericum perforatum)), BMECTO STHUX TMpENapaTroB CIEAyeT
Ha3HayaTh IpenapaTrhl, He obiajaronye WiId o0Jajaronie B MHUHUMAJIbHOW CTENeHU

CHOCOOHOCTBIO MHIYLIUPOBATh 3TOT U30(EPMEHT.

Aumayuowl (npenapamsi, codepaicawjue alOMUHUS 2UOPOKCUO/MASHUSL 2UOPOKCUO)
Ecnu aHTanumsl He0OOXOAUMBI, PEKOMEHIyeTCSl MX MPUHUMATh HE MEHEee YeM 3a 2 yaca JI0 WM

yepes 2 Jaca 1mociie npruemMa Ja3aTHHHOA.
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I[JII/ITG.HBHOG MOAaBJICHHUC CCKPCIMU KHUCJIOTHI

JKCIYAOYHOro COKa

O6nmokaropamu  H2-

TUCTaMUHOBBIX PELENTOPOB U MHTMOMTOPAaMHU MPOTOHHOM MOMITBI (Hampumep, GaMOTHIMHOM H

OMera3OJ'IOM) MOXET IMPUBOJUTH K CHMXKCHUIO KOHIICHTpalunu I[aSaTI/IHI/I6a.

CoBMecTHOE IIPUMEHCHUC OTUX IIPCIapaToB U ,Z[aBaTI/IHI/I6a HEC PEKOMCHOYCTCA. B xauectBe mx

aJIbTEPHATUBBI MOXKHO MCIOJB30BaTh aHTAIUABI (32 2 yaca 0 WK yepe3 2 yaca Mocie rnpuemMa

Ja3aTUHN0A).

Bausaue I[aSaTI/IHI/I6a Ha ApYTruc JCKapCTBEHHBIC ITPC

1apaThbl

Cyocmpamuot usopepmenma CYP3A4

Hazatunu6 sBusercs uuruouropom wuzodpepmenta CYP3A4, mosTomy ero coBMECTHOE

npuMeHenue ¢ cyocrtparamu m3opepmenta CYP3A4 mMoxker yCcHWINTh J€HCTBHE NaHHOTO

cyoctpara. Cyberpatsl uzopepmenta CYP3A4 ¢ y3kuMm TepaneBTHUECKUM UANAa30HOM, TaKue

KaKk aJdeHTaHW1, acTeMu3ol, TeppeHaaWH, LIU3aNpHl, ITUKIOCIOPUH, (EHTAHWJI, MMHUMO3U],

XUHUJIMH, CUPOJIMMYC, TAaKpOJUMYC U aJIKAJIOU/bl CIOPBIHBY (3PrOTaMHH, JTUTHIPOIPTOTAMUH)

CJIICOYCT UCII0JIb30BATh C OCTOPOKHOCTBIO Y TAIMCHTOB, MOJIYYarOIINX l[aSaTI/IHI/I6.

4.6. DepTHIBLHOCTH, 0EPEMEHHOCTb U JTAKTALMS

JKeHIIUHEI ¢ IETOPOIHBIM HOTGHHI/IaJ'IOM/KOHTDaHeHHI/IH Y MY)XYUH U XCHITWUH

HaIII/IeHTKI/I C COXpPAaHHBIM JC€TOPOAHBIM ITOTCHIHAJIOM, M CCKCYAJIbHO AKTHBHBIC MY’KYHHBI,

AOJDKHBI UCITOJIB30BAaTh BO BPEM: JICUHCHUA U B TCUCHUC MUHUMYM 3 MECAIIEB ITIOCJIC 3(1)(1)CKTI/IBHI)I€

METOAbl KOHTPALICIIIHH.

bepemeHHOCTD

Ha ocHoOBe ombITa KIMHAYECKOTO MMPpUMCHCHUS, TPCANIOJIAracTcsa, 4Tro I[aSaTI/IHI/I6 Ipu ITprueMe BO

BpeMsi OEpEeMEHHOCTH BBI3BIBAET BPOKJIEHHBIE MOPOKU Pa3BUTHs, BKIIOUYas 1e(eKThl HEPBHOM

TpyOKH U BpeaHble Gpapmakogoruueckue 3h(eKTsl Ha M0,

HccnenoBaHus Ha )KMBOTHBIX ITOKa3aIx PEIPOAYKTUBHYIO TOKCUYHOCTD.

Jazatuau® He cieayeT MPUMEHATHh BO BpeMsi O€pEMEHHOCTH, 33 UCKIIOUEHHEM CIIy4aeB, KOT/a

KIMHHUYCCKOEC COCTOSIHHC ) KCHIUIUHBI Tp€6y€T JICYCHUA )1333TI/IHI/I6OM.

Ecnun nasatuHu® ucnosb3yercs BO BpeMs OEpeMEHHOCTH,

HpOI/IH(bOpMI/IpOBaHa 0 NOTCHIHUAJIBHOM PUCKC IJId IJI0AA.

I'pynHOE BCckapMInBaHue

HNaguCHTKa OOJDKHa OBITh

Wudopmanus o BBIIEICHUHM JAa3aTMHHOA B TPYIHOE MOJIOKO 4YeJIOBEKAa WM >KUBOTHBIX

HCI[OCTaTO‘{Ha/OFpaHI/I‘-ICHa.
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I[a3aTI/IHI/I6e YKa3bIBaAlOT Ha JSKCKPCIMIO B I'PYAHOC MOJIOKO M HCJIB3d HUCKIHOUYUTH PUCK IJIA
pebenka.

Kopwmiienue rpypio JOMKHO ObITh MPEKPAIIeHO BO BpeMs JICUEHUS 1a3aTHHUOOM.

DepTUILHOCTE

B uccrnenoBanusax Ha KUBOTHBIX JICUCHHE Ja3aTHHHOOM HE BIHSIIO Ha (PEPTHUIIBHOCTH CaMIIOB U
CaMOK KpBICHI. Bpauu u apyrue MeAWIIMHCKUE PAOOTHHKHU JOJDKHBI COOOINUTH MY)KUMHAM —
HanueHTaM perpoIyKTUBHOTO BO3pacTa 0 BOZMOXKHBIX A ¢dekrax gazaTuHrOa Ha GPepTUIbHOCTh

H paCCMOTPETH BOIIPOC O KPHUOKOHCECpBAIN CIICPMBI.

4.7. BuusiHde Ha CHOCOOHOCTH YNPABJSATH TPAHCHOPTHBIMHM CPeACTBAMH M PadoTaTh C
MeXaHu3MaMu

[Tpenapatr JA3ATHUHUB-XVIMPAP oka3piBaeT HE3HAUUTEIbHOE BIUSHHE HA CIIOCOOHOCTH
VIPaBIsATh TPAHCIOPTHBIMU CpEICTBaMU M paboTaTh ¢ MexaHu3Mamu. [lanMeHToB ciemyer
NpeAYNpPEANTh, YTO BO BPEMsI JICUCHHS 1a3aTHHUOOM y HUX MOTYT BO3HUKHYTh HEXKEJIATEIbHBIC
peakuuu, Takue Kak IOJOBOKPYKEHHE WM HEYeTKOCTh 3peHus. Ilostomy cienyer coOmronarsb

OCTOPOKHOCTB IPH BOKJICHUH aBTOMOOWJIS WITH padOTe ¢ MEXaHU3MaMH.
4.8. HexkennaTesibHbIE peakunuu

Pesrome npoduiist 6e3onacHocTu

VY GOJBIIMHCTBA B3POCIBIX MAMEHTOB HEXEIAaTeIbHBIC PEAKINU ObUIH MPEXOAAIINMH, JICUCHUE
JTa3aTMHUOOM OBLIO MPEKPAIIEHO M3-3a HEXKENaTeNbHbIX peakiuid y 12 % naiueHToB ¢ BIEpBbIe
BBISIBJIEHHOM XpoHMueckoit (pazoii XMJI Ph', a takxke y 15 % manueHToB B XpOHUYECKOH (ase
XMJI ¢ pe3uCTeHTHOCThIO K WMATHHUOY WM €ro HEMEepeHOCHMOCThIo, Vv 16 % — B daze
akceneparuu XMJI, y 15 % — B ¢aze muenounanoro 6mactHoro kpuza XMJI, a Ttakxke y 8 %
nanuenTos ¢ OJIJI Ph™.

Cpenu nereil ¢ xponuueckoir ¢asoit XMJI Ph" B BuLy cepbe3HBIX HEXeNarelbHBIX PeaKiuii
Tepanus qa3aTuHUOOM Oblia mpekpamieHa y 1,5 % nanueHTos.

[Tpoduib 6e30MacHOCTH IPUMEHEHHUS 1a3aTUHUOA B IETCKON MOMyJISAIUK manuenTos ¢ XMJI Ph*
B XpPOHHUYECKOH (ha3e B 1I€JIOM COOTBETCTBOBAT MPOQHIII0 O€30MACHOCTH Y B3POCIbIX MAIIMEHTOB,
3a HMCKJIIOYEHHUEM OTCYTCTBMSI CIIy4aeB JIETOYHOM TMIIEPTEH3MH, NEPUKAPAMAIBHOIO BBINOTA,

IJICBPAJIBHOI'0 BEIIIOTA, OTCKA JICTKHX.

TabnuuHoe pE3IOME HEKENATCIILHBIX PEAKITUI

CJ'IC,Z[YIOH_II/IC HCXKCJIATCIIbHBIC PCaKIHNU, 34 HCKIIIOYCHUCM OTKJIOHCHUI J'Ia60paTOpHBIX
HOKaBaTeJ'ICI‘/’I, ObLIH 3apCTUCTPUPOBAHBI Y MAOUCHTOB, IMOJIyYaBIINUX ,Z[a38.TI/IHI/16 B KadCCTBC

moHoTepanuu B KM 1 B mepros nmoctperucTpaiioHHOro npuMeHeHus (tadbauna 5). 3TH peakuun
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HEeXKeNaTeNIbHBIX peakiuii: oueHb yacto (>1/10), vacto (>1/100 mo <1/10), newacro (>1/1000 o
<1/100), penko (ot >1/10000 mo <1/1000), Hem3BecTHO (HEIB3S OIEHUTH MO HMEIOIIUMCS
[IOCTPErUCTPALIMOHHBIM JaHHBIM). B paMkax Kakmo#l IpyIIibl 4acTOTa HEKETATEIbHBIX PEaKIUit
IpeCTaBICHa B IOPSIKE YMEHBIIEHUS CEPhE3HOCTH.

Taoauua 5
TabdauuHoe pe3roMe HexKeIATeIbHBIX peaKIuii

Hngpexyuu u uneazuu

Ouenvb yacmo | nHQeKIHHU (B TOM ymciie OaKTepUualbHble, BUPYCHbIE, TPHOKOBBIC)

Yacmo ITHEBMOHMSI (B TOM YHCIIe OaKTepuaabHas, BUPyCHas U TPUOKOBas),
UH(EKINY BEPXHUX JBIXaTeNbHBIX MTyTEH, repreTnieckue nHpekuuu,
SHTEPOKOJIUT, CeTCcUc (B TOM YHCIIe HEUACTO — C JICTAJIbHBIM HCXOJIOM)
Hapywienus co cmoponsl Kposu u 1umpamuyeckoii cucmemol

QOuenv yacmo | Muenocynpeccusi (BKJI0Yasi aHeMHUI0, HEUTPONEHHIO, TPOMOOIIMTONICHHIO)

Yacmo bebpuibHast HSUTPOIICHUS

Heuacmo nuMdaneHonaTus, TMMGONCHUs

Peoko SPUTPOOIACTOIICHHS

Hapywenusa co cmoponvt UMMYHHOU cucmembl

Heuacmo pPEaKIMU TUIIEPUYBCTBUTEILHOCTH (B TOM YHUCIIE y3JI0BaTasi )puTeMa)

Peoko aHaQUIAKTUYECKUHA IOK

IHOOKpUHHbBIE HAPYWIeHUA

Heuacmo TUIIOTUPEO3

Peoko TUIEPTUPEO3, TUPEOUIUT

Hapywenua memabonuzma u numanus

Yacmo HapyIICHHS anmeTruTa (BKIII0Yasi CHI)KEHUE alllleTHTa, paHHEE HAaChIIEHHE,
MOBBILICHHE AIMETUTA), TUIIEPYPUKEMUS

Heuacmo THITOATEOYMUHEMHSI, CHHIPOM JIM3HUCA OITyXO0JIH, 00€3BOKHBAHNE,
TUIEPXO0JIECTEPUHEMHUS

Peoko caxapHbIi TuadeT

Hapywenus co cmoponsl Hep8HOIUL CUCHIEMbL
Ouenw yvacmo roJioBHas 00JIb

Yacmo OeccoHHUIa, fenpeccusi, HeiiponaTus (BKiItoyas nepudepudecKkyro
HEHWpONaTHio), FOJIOBOKPYKEHHE, M3BpAlIEHUE BKYCa, COHJIMBOCTh
Heuacmo 0eCOKOMCTBO, SMOIMOHAJIbHAS JIAOMIBLHOCTD, IICHX03, CHIDKEHHE JTHOUIO,

KPOBOM3JIUSAHUS (TaKe KaK BHYTPUMO3T0OBasi reMaToma, BHyTPUMO3IOBO€
KPOBOU3IIMSHUE, SIIUAypalbHas reMaToMa, BHyTPUUYEPETTHOE
KPOBOM3JIUSHUE, FeMOPParu4ecKuii HHCYJIbT, CyOapaxHOUAAIbHOE
KpOBOUBJIUSAHUE, CYyO1ypalibHasl TeMaToMa, CyOlypaibHOE KPOBOU3IIUSHUE),
TpeMop, 0OOMOPOK, AMHE3Hsl, HAPYIIEHUE pPaBHOBECHUS

Peoxo CyJIOpOTH, HapyIlIEHUE MO3TOBOT0 KpOoBOOOpallieHus: (MHCYIbT),
TpPaH3UTOpHAs UIIEMUYECKas aTaKka, BOCIAJIEHUE 3pUTEIBHOTO HEPBA,
napanuy VII mapsl yepenHo-M03roBbIX HEPBOB (JIMIIEBOTO HEPBA), aTaKCHUS,

JIEMEHLUS
Hapywenusa co cmoponst opzana 3penus
Yacmo 3pUTEIIbHBIE PACCTPOICTBA (HEUETKOCTb, PACIUIBIBUATOCTh, CHUKEHUE

OCTPOTHI 3pEHHUSI), CYXOCTb TJ1a3, KPOBOU3JIUSHUS B CKIIEpY Ija3a,
KOHBIOHKTHBAJIbHBIE KPOBOU3JIHUSHHUS
Heuacmo KOHBIOHKTHUBHT, HApYILIEHUE 3pEHHs], CBETOO0S3Hb, CII€30TCUCHHE
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Yacmo

IIYyM B ylIax

Hevyacmo

BEPTUTO, MTOTEPS CIIyXa

Hapywenus co

CMOpPOHBL cepoua

Yacmo

NEepUKapIUAIbHBINA BBIIOT, apUTMHUS (BKIIIOYAst TAXUKAPAUIO), HAPYIICHUS
GyHKIMK cepana (BKI0Yast XKeTyI0UYKOBYIO AUCHYHKIHIO, CEPICUHYIO
HEJI0OCTaTOYHOCTb, 3aCTOMHYIO CEPICUHYIO HE0OCTAaTOUHOCTb,
KapJHOMHOIIATHIO, 3aCTOMHYIO KapIHOMHONATHIO, THACTOIHYECKYIO
TUCYHKINIO, YMEHbIICHHE (PPAKIKUU BBIOPOCA, )KETYA0YKOBYIO
HEJIOCTaTOYHOCTH), YUaIllEHHOE CepALleOneHNe, TOBBIIICHHE aKTHBHOCTH
MO3TOBOT'0 HATPUITYPETHYECKOTO MENTH 1A, TUCHYHKIUS IIPABOTO
KEITY0UKa, JKeITyJOYKOBasi THTIOKUHE3HS

Heuacmo yminunenne uarepsana QT na OKI', crenokapaus, kaparnoMeranus,
NEPUKAPIUT, KEITYA0UKOBAs apUTMUS (BKIIOYAst KETYJOUYKOBYIO
TaxXUKapIuio), MHPAPKT MUOKapaa (B TOM YHCIIE C JETATLHBIM HCXOJIOM),
n3MeHeHue 3youa T, noBbllIeHHE aKTUBHOCTH TPOIIOHUHA

Peoxo MHUOKAPJIUT, OCTPHII KOPOHAPHBIN CHHAPOM, OCTAHOBKA CEpALIA, yIITMHCHHE

untepBana PR, umemuueckas 6051e3Hb cep/ia, MIeBpONepUKapIuT

Hapywenus co

CHIOPOHBL COCYO08

Ouenv yacmo

KpOBOTEUYEHHMSI (TaKU€ KaK HOCOBBIE KPOBOTEUEHHU S, KPOBOTOUUBOCTh JIECEH,
reMaTOMbI, IETEXUH, TyPIypa), KPOME KeyJ0OUHO-KUIIEUYHBIX
KPOBOTEYEHHMM ¥ KPOBOU3JIMSIHUM B IEHTPAJIILHOM HEPBHOM CUCTEME

Yacmo «IPUJIMBBI», MOBBIIICHUE APTEPUATHLHOTO JIABJICHHSI
Heuacmo CHI)KCHHE apTePUAIBHOTO JIaBlieHUs, TpoMO0dieouT, TpoM003
Peoxko «IETOYHOE CEeP/ILIe», OCTPhI KOPOHAPHBINA CHHIPOM, KMPAMOPHOCTH KOXKHY,

TpoMO03 TTTyOOKHX BEH, IMOOIIHS

Hapywenusa co
cpedocmenus

CMOpPOHbL ObIXaAMeNbHOll cucmembl, Op2anos ZpyOHOﬁ KniemkKu u

Ouenv yvacmo

IJICBP ATLHBIN BBIIIOT, OABIIIIKA

Yacmo

JICTOYHBIC HH(bHHBTpaTBI, OTCK JICTKUX, TIHCBMOHUT, JICTOYHAs TUIICPTCH3UI,
KalecJib

Heuacmo OpoHxMalbHas acTMa, OpOHXOCHa3M, JITOUHas apTepualibHasi TUIIEPTEH3HS,
JUCHOHUS
Peoxo OCTPBIIl pecniupaTOpHBINA AUCTPECC-CUHAPOM, JIETOUHAsE HIMOOITHUS

Kenyoouno-kuwieunvle napyuwienus

Ouenw yvacmo

Auapes, TOHOoTa, pBOTa, 00JIM B )KUBOTE

Yacmo

BOCMaJIEHUE CIU3HUCTHIX 000JI0UEK (BKIIIOYAsi MyKO3UT/CTOMATUT),
JKEITYJ0YHO-KHUIIEYHbIE KPOBOTEUEHUS, TUCIIECICUS, B3yTHE )KUBOTA,
3aropsl, TaCTPUT, TOPAKEHUS MATKUX TKaHEH MOJIOCTH pTa (BKIJIIOYas
CYXOCTb BO PTY, X€HJINT, My3bIpbKOBBIE BHICHINIAHMS HA T'y0ax, CyXOCTb I'y0,
SI3BBI HAa TY0axX, 9PO3UH CIU3UCTON 00OJIOUKH TOJIOCTH PTA), KOJIUT (BKITIOUAs
HEHUTPONEHNYECKUN KOJIHT)

Heuacmo nucdarusi, acCIiuT, aHaJIbHBIC TPEIIMHBI, U3BI3BICHUS BEPXHUX OT/IEJIOB
KKT, mankpeaTut, 330¢arut, ractpodsodareanpHast pedrrokcHas 00JI€3Hb
Peoxo KEITYA0YHO-KUIIIEYHAs] YHTEPOTAaTHsI ¢ ToTepelt OenKa, KueyHas

HEMPOXOJAUMOCTb, OCTPBI MAHKPEATUT, AHATbHBIN CBHIII

Hapywenusa co

CMOpPOHbL neYernu u cheﬂlle8b1800ﬂu(ux nymeﬁ

Hevyacmo

‘ XO0JIeCTa3, XOJCHHUCTUT, I'CIIaTUT

Hapywenusa co

CMOPOHBL KOJCU U HOOKOJICHBIX MKAHEI

Ouenv yacmo

KOXKHasl ChIMb (BKJII0Yask JIEKAPCTBEHHYIO ChIIlb, )PUTEMY, MYJIbTU(HOPMHYIO
OPUTEMY, SIPUTPO3, NAMYJIEZHYIO ChIllb, IIITHUCTO-NAITYJIE3HYIO ChIIlb,
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MaKyJIONyCTYJIE3HYIO ChIllb, 3KC(OIMATUBHYIO ChIIlb, TEHEPAIN30BAHHYIO
HPUTEMY, TCHUTAIBHYIO ChINb, TEIIOBYIO ChIIb, OCIIbIE YTPU, TTOTHHILY,
IYCTYJIE3HBbIN ICOPUA3, ChIllb, IPUTEMATO3HYIO ChIIIb, (POITUKYIISAPHYIO
ChlIb, TEHEPAIN30BAHHYIO ChIIlb, MAKYJIIPHYIO ChIIlb, 3yISALIYIO ChIIb,
pa3apaxeHue KOKU, TOKCHYECKYIO KOKHYIO ChIIb, BE3UKYJIE3HYIO
YPTUKAPHYIO ChIllb, BACKYJIUTHYIO ChIIIb)

Yacmo

3y, yrpeBasi Chlllb, AJIOMEIHs], CyXOCTh KOXH, TUIIEPTUAPO3, KPANUBHHUIIA,
JepMaTHUT (BKJIIOYAsi FK3EMY)

Hevacmo

KO>KHBI€ 513Bbl, OYJUIE3HBIN JepMaTo3, HAPYIIEHUs TUTMEHTalLUH,
NopakeHUs HOTrTeH, (HOTOCeHCHONTU3aIHs, TAHHUKYIIUT, CHHIPOM
JIaJIOHHO-ITOIOIIBEHHOM 3PUTPOAU3ECTEIUN, U3MEHEHMSI BOJIOCIHOTO
IOKPOBa, HEUTPOUIIBHBIN JepMaTo3

Peoxko

JCHKOIMTOKIACTHUECKUN BaCKYIHT, (UOPO3 KOKH

Hapywenusa co

CMOpOHblL Mblule‘lHOﬁ, CKeJIeMHOU U COCOUHUMEIbHOU MKAHU

QOuenw yvacmo

KOCTHO-MBIIIEeYHas 00JIb

Yacmo

apTpaJIruAa, MbIIIICYHAA CJ'I8.6OCTB, MHaJIrus, KOCTHO-MBIIICYHAasA
CKOBAHHOCTbB, MBIIIICYHBIC CIIa3MbI

Heuacmo

pa6I[OMI/IOJ'II/13, MHUO3UT, TCHAUHUT, OCTCOHCKPO3, APTPUT

Peoxo

3aMeJICHHAs MHBOJIIOLUS d1U(pU3a, 3aJIepikKKa pocTa (4acToTa JaHHBIX
HE)KENIATEeJIbHBIX PEeaKLUil B HCCIIEOBAHUX Y AeTel OTMeUeHa KaK «4acTo»)

Hapywenus co

CHOpPOHbL NOYEK U M0‘le€bl€00ﬂu(ux nymeﬁ

Heuacmo MOYeYHAs! HeJJOCTATOYHOCTh, YYAIICHHOE MOUCUCITYCKAaHHE, IPOTCUHYPHS,
reMaTypust
Peoko HapymeHne GYHKIIMU TOYeK

B’epemeﬂuocmb, MOCJlepOOOGbIﬁ nepuot) U nepuHnamailbrvleé COCmMOAHUA

Peoko ‘ CaMONIPOU3BOJILHBIN a00pT

Hapywenus co cmoponst penpoO0yKmueHoll CUCHIEMbl U MOTOYHBIX Jcelle3

Heuacmo THHEKOMACTHs1, HAPYIICHUSI MEHCTPYaJIbHOTO IIUKIIA, BarHHAJIbHBIC
KPOBOTEUECHHMsI, MATOUHbIE KPOBOTEUCHHUSI

Ilpouue

Ouens yvacmo

nepudepruyeckue OTeKu (BKIOYas TOKATU30BAHHBIE OTEKU MOIKOXKHOU
KJIETYATKU PA3IMYHON JIOKATU3aIlK, TPAaBUTALIMOHHBIE OTEKH ), OTEK JIUIa
(BKJTFOYAsI OTEK S3bIKA, OTEK I'y0, OTEeK 00JIacT pTa, OTE€K KOHBIOHKTUBHI,
OTEK B 00JIaCTH TJ1a3a U BEK, OTEK OpOUTATLHOM KJIETUYATKH,
nepuopOUTaATbHBIE OTEKU, MaKyJISIPHbIE OTEKH, OTEUHOCTh JUIIA),
MOBBIIICHHAS] YTOMJISIEMOCTb, IOBBIIIIEHHUE TEMITEPATyphI TeJa

Yacmo

reHepaTn30BaHHbIC OTEKH (BKIIIOUAs 3aJIePKKY KUIKOCTH, oTek JKKT,
reHepaIn30BaHHBIN OTEK, nepudepruyecKkuii 0TeK, OTeK, OTEK,
00yCITOBJICHHBIHN CepAeUHON HEJOCTATOUHOCTbIO, MapaHePpaabHbINA BHIMOT,
MOCTIPOLIETYPHBIN OTEK, BUCHEPAIbHBIN OTEK), aCTEHUs, 00Jb, OO B
rpyau, 03HOO, CHIDKEHHUE W YBEIMYSHHE MACChI TeJa, CTyTaHHOCTh
CO3HAHUS

Hevyacmo

HEJIOMOT'aHue, NMOBBIIICHNE aKTUBHOCTU KpeaTuH(POoc(HOKMHA3BI, TIOBBIILICHUE
AKTUBHOCTHU IraMMa-TIIIOTaMUJITPAHCIICIITUIA3b]l, ITPOYNEC ITOBEPXHOCTHEBIC
OTEeKH (BKJIIOYAsi OTEUHOCTH MOJOBBIX OPTaHOB, OTEK B MECTE pa3pe3a KOXKH,
OTEK IOJIOBBIX OPIaHOB, OTEYHOCTH MIOJIOBOT'0 YWIEHA, OTEK I1OJIOBOTO WICHA,
OTEK MOUIOHKH, OTEYHOCTb KOXH, OTEUHOCTb SIMUEK, BYJIbBOBArMHAJIBHYIO
OTEYHOCTbH)

Peoxo

HapyIIEHUE MTOXOIKU

KpOMC TOro, Mnpu MNpuMCHCHUHN Ipclapara MoJIiydcHa I/IH(bOpMaI_II/IH 0 CJIICAYIOIIUX SBJICHUX,
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Unghexyuu u unsazuu. peaktuBanus Bupyca remnaruta B (BI'B).

Hapywenus co cmoponul cepoya: GpuOpuiuanus npeacepauil/TpeneTanue npeicepamii.

Hapywenus co cmoponwl cocyoos: TpoMboTuueckas Mukpoanruonarus (TMA).

Hapywenus co cmopoHnvl OvixamenvHol cucmemvl, 0peaHo8 2pyOHOl KIemKU U CPeOOCMEeHUA!

WHTEPCTUIIUATBHBIE 3a00ICBaHUS JIETKUX, THEBMOHHS.

Kenyoouno-kuwieunvie Hapyuienus: SKEIyJOYHO-KUIIEYHOE KPOBOTEUEHUE C JIETAIbHBIM

HCXOJIOM.

Hapywenus co cmoponwl kodtcu u nookodicuvix mxareti: cuaapom CtuBeHca-/[)xoHcona.

Hapywenus co cmoponwvl nouex u mouesvbigo0sauux nymeti. HepOTHUECKUN CHHAPOM.

Jlabopamophvie u uHcmpymeHmanbHvle OaHHble:

— TpOMOOIUTOIEHHUS, aHEeMUsI U HeUTporeHuss 3 win 4 CTeneHu, OCOOEHHO Yy MAIMEHTOB C
nosaaumu pazamu XMJI win octpeim OJIJT Ph';

— TUIOKaJHeMHUsl, TUIIOKaNbIueMusi, runodocdaremus;

— TIOBBIIICHHE aKTHMBHOCTU II€YEHOYHBIX TpaHcamMHHa3 (amaHuHamuHOTpaHchepasbl (AJIT),
acmapratamuHoTpancdepassl (ACT));

— IOBBIINCHUEC KOHICHTPAIUH 6I/IJ'II/Ip}I6I/IHa H/Uan Kp€aTHHHHA B CBIBOPOTKE KPOBH.

Haubonee yacTeiMu HeXeNnaTeIbHBIMUA PEAKITUSAMU MPU IPUMEHEHUH JTa3aTUHHOA Y TTAIMEHTOB C
BIIEPBBIE BhIsABIEHHBIM XMJI Ph' B XpoHudeckoii ase SBIAIOTCS 3a1epiKKa KUJAKOCTH U TUaPes,
a y MaIMeHTOB C PE3UCTEHTHOCTHIO UM HEMEPEHOCHMOCTHI0O UIMAaTUHHUOA — 3a/IePHKKa KUAKOCTH
W Juapesi, TOJoBHasi 00Jb, OJBIIIKA, CHIb, YCTAJIOCTh, TOIIHOTA, KPOBOUBIHUSHUS (TaKue Kak
JKETYTOYHO-KHUIIIEYHbIE KPOBOTEUEHUS U JPYTHE).

W3meHeHus ma0opaTOpHBIX TIOKa3aTelned y JeTeld COOTBETCTBOBAIM HW3MEHEHHUSAM ATHX

Moka3aTesnei Y B3pOCIIbIX MTAIIUCHTOB.

Hemu ¢ OJIJI Ph* npu ucnonvsosanuu oazamunuba 6 KoMOUHAUUU C XUMUOMEPANUElL:
HexenarenbHble SBJICHUS, ONMUCAaHHBIC B 2-X TEIUATPUUSCKUX HCCIICIOBAHUSAX, B KOTOPBIX
Ja3aTUHUO MPUMEHSJICS B COUETAaHUU C XUMHUOTEPANHed, COOTBETCTBOBAIM H3BECTHOMY MTPODUITIO
0e30MacHOCTH Jla3aTUHUOA y B3pOCHBIX M OXuaaeMoMmy 3¢pGeKTy OT XUMHOTEparuu, 3a
UCKITIOYCHHEM MEHBINEH BCTPEYaEMOCTH IUICBPAIBHOTO BHINIOTA y JCTEH IO CPaBHEHUIO CO
B3POCIBIMH.

B nmerckoM wuccienoBaHuu octporo JuM(oOIacTHOrO JielKo3a MoKa3aTenu J1abopaTOpPHBIX
OTKJIOHEHUI COOTBETCTBOBAIM M3BECTHOMY MpOMUI0 Oe30MacHOCTH sl J1ab0opaTOPHBIX
MapaMeTpoB Yy B3POCIHBIX MMAIMEHTOB C OCTPHIM JIMM(OOIACTHBIM JICHKO30M, ITOTYYaBIINX

(OHOBBII KypC XUMUOTEpAIUH.
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BaxxHo cooOmare 0 TOM03pPEBACMBIX HEXKENATENbHBIX PEAKIUAX TOCIEe PETUCTPAINH
nekapctBenHoro npemnapara JASATHUHUB-XUMPAP ¢ nenbto obecriedeHusi HEMPEPhIBHOTO
MOHHMTOPHHTA COOTHOIICHUS «I0JIb3a — PHUCK» JIEKApPCTBEHHOTO Ipemnapara. MeauiuHCKUM
paboOTHUKAM PEKOMEHIYeTCs COOO0IIaTh O JIIOOBIX MOI03PEBACMbBIX HEXKEIATEeIbHBIX PEaKIHIX
JICKApCTBEHHOTO IIperapara 4yepe3 HaIlMOHAJIbHBIE CHCTEMBl COOOIIEHUS O HEeXelaTeIbHBIX

pEaKIUsIX TOCyIapCTB-WICHOB EBpa3uiickoro 3KOHOMHYECKOTO CO03a.

YHoaHOMOYEHHBIN OpraH:

DenepajabHas cay:x0a mo Haazopy B cepe 3apaBooxpanenus (Poc3apaBuanzop)
Crpana: Poccuiickas ®@enepanus

Anpec: 109012, r. Mocksa, CiiaBsiHCKasl IIIomaab, 1. 4, ctp. 1

Tenedon: +7 (800) 550-99-03

OnekrpoHHas nouta: pharm@roszdravnadzor.gov.ru

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

4.9. [lepeno3upoBka

[Tepeno3upoBka Ja3aTMHUOOM 3aperMCTPUpPOBAaHA y 2 MAaLMEHTOB, NPUHMMABLIMX B TEUEHHE
1 Henenu no 280 Mr mpemapaTta B JI€Hb, YTO NPUBEIO K 3HAUUTEILHOMY CHMKEHUIO YHCIIA
TpOoMOOIIMTOB. B citydae mepeno3upoBkH TpedyeTcs THiaTenbHOe HAOII0IeHUE 32 MAIIHEHTAMH C

LEJIbI0 KOHTPOJISI CTETIEHU MUEJIOCYIIPECCUH, IPU HEOOXOJUMOCTH — CUMIITOMATHYECKask Teparus
5. DPAPMAKOJIOTHTYECKHWE CBOMCTBA

5.1. ®apmakoaMHaMH4YeCKHe CBOMCTBA

dapmakoTepaneBTH4YecKass T[pPyNNa:  I[POTHUBOONYXOJEBbIE  CPEACTBA;  MHTUOUTOPBI
IPOTEUHKHUHA3; THTHOUTOpHI TUpo3uHKUHa36l BCR-ABL

Kon ATX: LOIEAO2

dapmakoagrHaMHKa

Hazatuan6 narubupyer tuposunkuHazy BCR-ABL u tupo3unkunassl cemerictBa SRC, a Takxke
MHOT'H€ JIpyre OHKOTeHHbIe KuHa3bl, BKitovast c-KIT, kunasy a¢punosoro (EPH) penentopa u
PDGF-peuentop. /lazaTuHuO sBiseTCs MOIIHBIM CyOHAaHOMOJISIPHBIM MHTHOUTOPOM KHHA3bI
BCR-ABL ¢ aktuBHOCTBIO TipH KOHIIeHTparuu 0,6—0,8 HM. OH cBsi3pIBaeTCA Kak C HEAKTUBHOM,

TaK U ¢ akTUBHOM KoH(popmanueit pepmenta BCR-ABL.

Mexanuszm geficTBus

B YCIOBUAX in vitro ,Z[aSaTI/IHI/I6 MPOABJIACT aKTUBHOCTH HA KIICTOYHBIX MOACIIAX neﬁxoz.a, KaK B
OTHOIICHHWUN YYBCTBUTCIIBHBIX, TaK H PE3UCTCHTHBIX K I/IMaTI/IHI/I6y KJICTOK. HaSaTI/IHI/I6

MIPEO0JIEBACT PE3UCTEHTHOCTh K HMMAaTUHHUOY, CBA3aHHYI0 c runepiskcnpeccueit BCR-ABL,
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mytauusimu  gjomeHa BCR-ABL  kunHa3bl, aKTHBaﬁE%::'jgé%ﬁgl%gﬁﬂ); C 1]\_4555;!1;1%1.{403,

unayuupytomux kuHaszbl cemeiictBa SRC (LYN, HCK), a taxxe ¢ rumepakcnpeccueit reHa
MHO>KECTBEHHOH JIEKAPCTBEHHON PE3UCTEHTHOCTH.

IIpu wuccnenoBanum myrtanuii gomeHa BCR-ABL B xome KM y mnanueHTOB C BHEpBbIE
BbIsiBIIeHHBIM XMJI B xpoHuueckoii ¢aze, mpekpaTUBIIUX MPUEM J1a3aTUHNOA, ObLIN BBISBICHBI
mytaru T3151, F317U/L u V299L. Ha ocHOBaHMM 3KCIIEPHUMEHTOB in Vifro Aa3aTUHUO, IO-

BUJUMOMY, HE IIPOSBIISIET aKTUBHOCTU B OTHOLIEHUH MyTauuu T315L

5.2. ®DapmakoKHHEeTHYECKHE CBOMCTBA

AOGcopOuus

AbGcopbrust  ObicTpas. MakcumanbHas KOHLEHTpalMs Ja3aTHHHOA TOCie IpueMa BHYTpPb
Habmoaetcs yepes 0,5-3 yaca y B3pocibix U yepes 0,5—6 yacoB y ieTelt Bcex BO3pacTHBIX TPYIIIL.
[Tnomans noj kpuBoi «koHueHTpauus-spemMs» (AUC) u BbIBeIeHUE ABISIOTCS 10303aBUCUMbBIMU
B Jnuama3oHe 703 oT 25 mo 120 mr 2 paza B neHb. CpenHuii oOmUi TePMUHAIBHBIA TEPHOT
[I0JIyBBIBEICHUS Aa3aTUHUOA y NAIIUEHTOB COCTaBIIsAET 5—6 yacos, y ereil 2—5 4acos.

[Tpu mpueme ogHokpaTHOi 10361 100 Mr mazaTunuOa y B3pocibix yepe3 30 MUHYT TIOCIIe IpueMa
MUY C BBICOKMM COJEp>KaHHEM kupa orMmeudaercs yBenudeHue cpeaneil AUC Ha 14 %; nocne
npuemMa MHIMUM C HHU3KUM cojepkaHueMm sxupa — Ha 21 %. Ilpuem numm He OKa3bIBaeT
CYIIECTBEHHOTO BIIMSHUS Ha BcachiBaHue. [Ipy mNpUMEHEHHHM HATOIIAK BapHaOeNbHOCTh
CHCTEMHOT0 BO3/IeHCTBHUS qazaTHHUOA (KoaddurmenT Bapuauu 47 %) oka3anack BbIIIE, 9YeM IPU
npueme ¢ HeXXUpHoM (koa¢pdurment Bapuanuu 39 %) u xupHoi (koa¢ppuient Bapuamu 32 %)
MULIEN.

Hcxons m3 pe3ynbTaToB MOMYISIIUOHHOTO (hapMaKOKWHETHYECKOTO aHaln3a, BapuabeIbHOCTh
CUCTEMHOI'O BO3JEHMCTBMSI Ja3aTUHHOA B OCHOBHOM OOYCIIOBJI€HA BHYTPUUHAUBUAYAJIbHON
BapHuabeIbHOCThI0 OMOJOCTYNMHOCTH (K03 duument Bapuanuu 44 %) v B MeHbIIEH CTENEeHU
MEXUHANBUTyalbHOM BaprabeIbHOCThI0 OMOJOCTYITHOCTH U KIMpeHca (Ko GUIIMEHT BapHalluu
32% u 30%, coorBercTtBeHHO). CilydaiiHas BHYTPUMHAMBHAyaJlbHas BapuaOeIbHOCTh
IPEIOIOKHUTENBHO HE BIHMSIET HA CyMMapHOE CUCTEMHOE BO3AeHCTBHE U A()(HEKTUBHOCTD N

0€30MacHOCTb.

Pacnpenenenue

Kaxymuiics o0bem pacnpenenenus ga3zaTuHHOa y manueHToB coctasisgeT 2505 1, yto
CBUJIETEJILCTBYET O 3HAYUTEIBHOM paCIpEleIeHUH BO BHECOCYAMCTOM IpocTpaHcTse. Ilpn
UCTIOJIb3YeMbIX B KJIMHUYECKON MPAKTUKE KOHUEHTPAIMIX, CBA3BbIBAaHUE Aa3aTUHUOA C OelKkaMu

1a3MbI cocTaBirsieT 96 %.
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CMEPTHOMY OTUETY

N3odpepment CYP3A4 sBnsercs OCHOBHBIM (PEpPMEHTOM, OTBETCTBEHHBIM 3a METaboJIn3M
nazatunn6a. [ocne npuema BHyTps 100 Mr ['4C]-nazatuan6a 310poBeIME J0OpOBOIBIAME, 29 %
PaJMOAKTHBHOCTH B IUIa3Me IMPHUXOAMJIOCH HA JIOJII0 HEM3MEHEHHOro na3atuHuOa. Cyns mo
KOHLIEHTPALMK B IUIA3ME€ M AaKTHUBHOCTH iM Vitro MOXXHO IPEAINOJIOKHUTH, YTO METaOOJHUTHI HE

UTPAIOT OOJIBION POIH B (PapMaKOJIIOTHIECKOM JIEHCTBUU Aa3aTHHHOA.

DIMMUHALIUA

[Ipemmapatr BBIBOOUTCS, TJaBHBIM 00pa3oM, KHIIEYHUKOM, MPEUMYILIECTBEHHO B BHJE
merabonutoB. Ilocie opHOKpaTHOro mnpuema BHYTph [*CJl-masatunuba 4% u 85 %
PaZMOaKTUBHOCTH BBIBOJAMUTCS MOYKAMH M KHIIIEYHUKOM, COOTBETCTBEHHO, B TedeHHne 10 CyTOK.
Hewsmenennniit gazatuHu® cocraBiaser 0,1 % u 19 % 103b1, BBIBOAMMON IMOYKaAaMU |
KHUILIEYHUKOM, COOTBETCTBEHHO, OCTAIbHASI YACTh J103bI MPEACTaBIeHA METaA00IUTAMH.
DapMaKOKMHETUKY J1a3aTUHUOA U3y4alld y 8 MAIMEHTOB C YMEPEHHBIMH HApYIICHUSIMH () YHKIIUN
MIEYCHH TOCIIE OJHOKPATHOTO TpHeMa mpernapara B qo3e S0 M U y 5 MaIMEHTOB C TSHKEIBIM
HapylmeHneM (QYHKIHWK TIEYSHH MOCJIe OJHOKPAaTHOrO TNpuema mpemapara B go3e 20 mMr B
cpaBHEHHMH ¢ (HapMAKOKUHETHKOHW y 30POBBIX TOOPOBOJIBIIEB MOCIE MpUeMa Mpernapara B 103€
70 mr. 3HayeHUsT MaKcuMalibHOH KOHIEHTpaH (Cmax) 1 AUC nmist mazatuHuOa ObUTH HIDKE Ha
47 % u 8 %, COOTBETCTBEHHO, MPU YMEPEHHOM TOBPEKIECHUU TEYCHH, MO CPABHEHHUIO CO
3HAUEHUSMH Yy 3JIOPOBBIX JOOPOBOJIBIICB. Y TAIMEHTOB C TSHKEIBIM HapylieHHeM (QyHKIHUU
nedyeHu cHwkeHne 3HaueHUH Cmax M AUC mis masatmHuOa mocturano 43 % u 28 %,
COOTBETCTBEHHO.

Y nanueHToB ¢ HapymeHUus MU (QYHKITUH MOYeK (papMaKOKHHETHKA Ta3aTHHUOA HEe N3MEHSIETCSI.
B xone wuccrnenoBanmsi (apMaKOKWHETHKH C YYacTHEM IMAllHEHTOB JIETCKOTO BO3pacTa
peryaupyemoe no3upoBkoi neiictBue ma3atuHHOa (Cavg, Cmin U Cmax) OBUIO CXOXHM JUIS
nanuentoB ¢ XMJI B xporuueckoi pase u narentos ¢ OJIJI Ph™,

Cy11ecTBEHHBIX pa3Inyuil B papMakOKMHETHKE MEXy JE€TbMH U ITOJAPOCTKAMH HE Ha0JI101aJ10Ch.

6. PAPMAIIEBTUYECKHE CBOMCTBA

6.1. IlepeyeHp BCIOMOraTeJIbHbBIX BEIIECTB

S npo tabieTku

JlakT03BI MOHOTHPAT

[emmrosio3a Mukpokpucraminyeckas 102
Kpockapmeriosa HaTpus

I'unponosa

Maruus creapat
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[Tnenounas o6osouka: Onagpaii® YS-1-18177- Gesbli

I'mnpomennosa
Tutana auokcun (E171)

Makporo:n-400

6.2. HecoBMecTHUMOCTEL

He npumenunmo

6.3. Cpok rognocTu (CpOK XpaHeHHus )

3roga

6.4. OcoOble Mepbl PE0CTOPOKHOCTH MPH XPAHEHU U

ITpu Temneparype He Boiie 30 °C
6.5. XapakTep u coaep:xaHue NePBUYHON YIIAKOBKHU

s _nosupoBok 20 mr, 50 mr, 70 mr: ITo 60 TabneTok B MONMMATHICHOBBIN (PJIAKOH BBICOKOM

IUIOTHOCTH, YKYIIOPEHHBIN IIOJUIPONWIEHOBONW KpBIIIKOM € BIIArONOIJIOTUTENEM, KOHTPOJIEM
IIEPBOT0 BCKPBITHS U 3AILUTON OT JIETEM.

ITo 1 ¢makoHy BMECTE C JIMCTKOM-BKJIA/IBIIIIEM ITOMEIIAIOT B MTAYKy M3 KapTOHA.

s nosupoBku 100 mr: Ilo 30 TabnmeTok B TOJUATHIICHOBBIM (PJIAKOH BBICOKOW IIJIOTHOCTH,

YKYMOPEHHBIN MOIUMPOINUICHOBOM KPBIIIKOM C BIArornoriioTUTEeNIeM, KOHTPOJIEM IIEPBOTO BCKPBITHS
U 3aIUTON OT JEeTEN.

IIo 1 (1)HaKOHy BMCCTC C JINCTKOM-BKJIAABIIICM IMTOMCIIAIOT B IMAYKY U3 KapTOHA.

6.6. Oco0Oble Mepbl MPEIOCTOPOKHOCTH TNPH  YHUYTOXKEHHH  HCIOJb30BAHHOIO
JIEKAPCTBEHHOI0 mpenapara WJIM OTX0A0B, TMOJYYEHHbIX TOcJde MNpPUMEHEeHUs:
JIEKAPCTBEHHOI0 Mpenapara, ¥ Apyrue MaHUMyJsIUH ¢ IPenapaToM

Becw ocraBmmiics JeKapCTBEHHBIN MpenapaT U OTXOABI CIEYeT YHUYTOXUTh B COOTBETCTBUH C

YCTAaHOBJICHHBIMH HAIMOHAJIbHBIM 3aKOHOJATCIILCTBOM Tpe6OBaHI/IHMI/I.

7. AEPZKATEJIb PETUCTPAIIMOHHOI'O YAOCTOBEPEHMUSA
000 «MUXP», Poccus
141401, MockoBckas 00i1., T.0. XuMKH, T. XuMkH, yi1. Padouas, 1. 2A, ctp. 1

Ten. : +7 (495) 995-49-41

7.1. IlpeacraBuTe/Ib AepKATesl PErHCTPALMOHHOIO Y10CTOBEPEHUA
[Mperen3un norpedUTENEH HAIPABIATH 10 aAPECY:

000 «MNXP», Poccus

141401, MockoBckast 0011., I.0. XUMKH, T. XUMKH, yi. Pabouas, 1. 2A, ctp. 1
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OnexTponHas noyra: ithr@iihr.ru

8. HOMEP PEIT'UCTPAIIMOHHOI'O YAOCTOBEPEHUS

9. IATA NMEPBUYHOM PETMCTPAIIMHA (IIOJATBEPXJIEHHSI PETMCTPAIIUW,
INEPEPETUCTPALIMN)

JlaTa nepBoi perucTpanuu:

10. JATA IIEPECMOTPA TEKCTA

Ob6mas xapakrepuctuka lekapctBeHHoro mpemnapata JASATUHUB-XUMPAP noctynna Ha
WH(OPMAIIMOHHOM TopTaje EBpa3suiickoro SKOHOMHYECKOTO CO¥03a B HWH(OPMAIMOHHO-

KOMMYHHKAITMOHHOM cetn «MHTepHEeT» https://eec.eacunion.org/.
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