OBILIAA XAPAKTEPUCTUKA JIEKAPCTBEHHOTI'O ITPEITAPATA

1. HAMMEHOBAHUE JIEKAPCTBEHHOI'O IIPEITAPATA

JNA3ATHUHUB, 20 mr, TabieTKH, TOKPHITHIE TUICHOYHOM 000JIOYKOM.
JNA3ATHUHUB, 50 mr, TabneTKu, TOKPHITHIE TUICHOYHOH 000I0YKOM.
JNA3ATHUHUB, 70 mr, TabieTKH, TOKPHITHIE TUICHOYHOM 000JIOYKOM.
JA3ATHUHUB, 80 mr, TabieTku, HOKPHITHIE MIIEHOYHOM 000JI0UKOM.

JNA3ATHUHUB, 100 Mr, TabmeTKH, MOKPHITHIE IJIEHOYHONW 000I0UKOM.

2. KAUECTBEHHBIN 1 KOJIUYECTBEHHBIN COCTAB

JleiicTByIOIIIEE BEIIECTBO: 1a3aTUHHUO.

JTA3BATUHUNDB, 20 Mr, TabieTKH, DOKPHBITEIE [IJIEHOYHONH 000JI0YKOMI

Kaxknas TabieTka, mOKphITas INICHOYHOM 000J109KOM, coaepkut 20 Mr ga3aTuHUOA.

JTA3BATUHUNDB, 50 Mr, TabieTKH, DOKPBITEIE [IJIEHOYHONH 000I0YKOHI

Kaxxnas TabieTka, mOKphITas INICHOYHOM 000J109KOM, coaepkut 50 Mr gazaTuHuOa.

JTA3BATHUHUNDB, 70 Mr, TabieTKH, HOKPBITEIE IIJIEHOYHON 000JI0YKOMI

Kaxknas TabieTka, mOKphITas INIEHOYHOM 000J109KOM, coaepkut 70 Mr gazaTuHuOA.

JTA3BATHUHUNDB, 80 Mr, TabieTKH, HOKPBITEIE [IJIEHOYHON 000JI0YKOMI

Kaxnas Tabnerka, moKpbITas JIEHOYHOM 000510uK0il, conepkut 80 Mr ga3atuHuoA.

JA3ZATUHUEB, 100 Mr, TabieTKH, DOKPBITHIE JIEHOYHOU 000JI0YKOM

Kaxxnas Tabnerka, mokpsiTast INIEHOYHOM 0005104KOH, coaepkuT 100 Mr nazatunuba.

BcenomoraTenbHble BelecTBa, HATWYHE KOTOPBIX HAJO0 YYUTHIBATH B COCTaBE JIEKAPCTBEHHOTO
npenapara: JiakTo3a, HaTpuii (cM. pazzen 4.4).

ITonHbIit MEPCUCHb BCIIOMOTATCJIBHBIX BCIICCTB IPCACTABJICH B pa3JiCiic 6.1.

3. JEKAPCTBEHHAS ®OPMA

TaGnerku, MOKPHITHIE MIICHOYHOM 000JIOUKOIA.

TaOneTku Kpyrible, ABOSIKOBBITYKIIbIE, TOKPBITHIE INIEHOYHON 000JI0UKOM O€JI0T0 UK TOYTH OesIoro
nBeta. Ha monepeunom paspese s1po TabiaeTku oT 6eoro 10 CBETIO0-XKEATOro IIBETA.

4. KIMHUYECKHUE JAHHBIE

4.1. loka3zaHusi K NPUMeEHEHHIO

[Ipenapat JA3SATMHIMDB noka3aH Kk IpUMEHEHUIO Y B3POCJbIX JJIs JICUEHUS:

® BIEPBbIC BBISIBJICHHOIO XPOHUYECKOTO MHENOJIEHKOo3a C MOJOKUTENbHON (unaaenbhuiickoi
xpomocomoii (XMJI Ph+) B xponuueckoii dase;
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e XMJI B xponuueckoit (ase, aze axceneparuu [HIu (baégl I&ﬁ%%?J%E%hgaﬁ%ﬂ)

COOTBETCTBYET ZKCNEPTHOMY OTUETY

OJIaCTHOTO KpH3a MPHU PE3UCTCHTHOCTH WJIM HETIEPEHOCUMOCTH TPEIBIIYIIEH Teparuu, BKI0Yast
HMAaTHHUO;

e ocTporo JuMGOoOIACTHOTO JICHKO3a C MOJOKUTEIbHON (rtanenbhuiickoir xpomocomoit (OJIJI
Ph+) nmpu pe3suCTEeHTHOCTH UM HETIEPEHOCUMOCTH MIPEIbIAYINEH Teparuu.

[Ipenapar JA3ATHUHNDB nokaszan k mpuMEeHEHUIO y AeTeil B Bo3pacte oT 3 10 18 s1eT 117151 ieueHus:
e XMJI Ph+ B xpoHuueckou (asze;

¢ Brepsbie BosiBIeHHOTo OJIJI Ph+ B koMOMHANMK ¢ XMMUOTEpaITUCH.
4.2. PesxuM /103U POBAHUS U CTIOCO0 MPUMEHEHUsI

Tepanm{ AOJIDKHA IMTPOBOAMTHECA BpadoOM, UMCHOIIIKM OIIBIT JICUCHUA MMAIUCHTOB C JICHKO3aMHu.

PexxuM no3upoBaHus

Pexomenoyemvie nauanvhvie 0ozvl npenapama JJA3ATHHUE y e3pocivix:

e 100 mr 1 pa3 B nenb (yTpoM mim BeuepoMm) B xpoHudeckoit daze XMJI,
e 140 mr 1 pa3 B ficHb (YTPOM WJIM BEYEPOM) B OCTAIBHBIX CITyYasiX.

ﬂﬂumeﬂbHOCMb Jle4eHUs

B xnunnuecknx uccnenoBanusx (KI) neuenue B3pocnbix namumenTtoB ¢ XMJI Ph+, XMJI B daze
aKcenepanuu, MHeI001acTHOTO JInOo auMdoOiIacTHOTo Kpu3a (mo3aHss ¢aza 3a00JieBaHUs) WIN
OJIUI Ph+ wu mnemmarpuueckux OompHbix ¢ XMJI Ph+ npazatuanbGoM MpoOKAIoCh 10
MIPOrPeCcCUPOBAHUS 3a00JIEBaHUS WIIH HEIIEPEHOCHMOCTH JICKApCTBEHHOTO mpenapara. [lociencraus
OTMEHBI TEepamuu C TOYKU 3pPEHUsS AOJITOCPOYHOrO MPOrHOo3a 3aboieBaHUs MOCTE JOCTHIKECHUS
[UTOTEHETHYECKOTO MJIA MOJICKYJIIPHOTO OTBETA (B TOM YHCJIIE TIOJTHOTO IUTOTEHETHIECKOTO OTBETA
(IT1O), 60mbiI0ro MosekysspHoro oreeta (BMO)) He U3ydaTnCh.

B KM y neauarpuueckux 6onpHbix ¢ OJIJI Ph+ nazatnHu® Ha3zHauyaiu B MOCTOSIHHOM PEXHME B
JIONIOJTHEHHE K TIOCJI€0BAaTEeNbHBIM IIMKJIAaM OCHOBHOW XMMHOTEpAluu Ha MPOTSHKEHUH He Oosee
2 net. B ciydae mocnemyromniel mepecagkd CTBOJIOBBIX KIIETOK Aa3aTHHUO MOXHO NMPHUMEHSTH elle
B T€YEeHHE | roja nocsue TpaHCIUIAHTALUH.

VBenuueHue uim YMCHBIICHUC O3Bl MOXKET OBITh PEKOMCH0OBAHO € YYC€TOM KIIMHUYCCKOI'0 OTBECTA
" NCPCHOCHUMOCTH IIpCIiapaTa MalfuCHTOM.

Tosvluenue 003wi

B CJIydac OTCYTCTBUSA I'€MATOJIOTMYCCKOTO HJIM NUTOTCHCTUYCCKOTO OTBCTA ITPU peKOMeHHyeMOﬁ
HaYyaJbHOM A03€ BO3MOXXHO YBCINYCHHUEC JO3bI I[a3aTI/IHI/I6a J0:

e 140 mr 1 pa3 B nenp npu xporudeckoit haze XMJI u OJIJI Ph+;

e 180 mr 1 pa3 B nenp nipu nmo3aaux ¢azax XMJI (da3a akcenepanuu Wik 0JJaCTHOTO Kpu3a) WA
OJIJI Ph+.

Koppexyus 003b1 6ciedcmeue nesxcenamenvHulX peakyuill

Muenocynpeccus

IIpn Muenocynpeccuu cieayeT yMEHbUINTh 103y, IpepBaTh TEPANUIO WM OTMEHUTH ee. B ciydae
HE00XOAUMOCTH CIIEYET IPOBECTU TPAHCPY3HUIO TPOMOOLIMTAPHOMN MM SPUTPOLIMTAPHOIN MACCHI.

HpI/I yCTOﬁ‘-IHBOﬁ MHCJIOCYIIPECCUN BO3MOKHO IPUMCHCHUC TCMOITIO3THUYCCKUX (I)aKTopOB pocTa.
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COOTBETCTBYET 3KCNEPTHOMY OTUYETY

Xponudeckas ¢aza

AOCOIIIOTHOE YHCIIO

1. CnenaTh niepephIB B JICUSHHUH Ta3aTHHUOOM 10

XMJI (navyanbHas go3a | HEHTpo(UITOB JOCTIKEHHS aOCOIOTHOTO YHCIa HEUTPODHUIIOB

100 mr 1 pas B nenp) | <0,5%10%71 wnm umcno >1,0x10%n n uncaa TpomGonuToB >50%10%/11.
TPOMOOITUTORB 2. B0300HOBUTH Tepanuio B MPEKHEH 103€.
<50x10%n 3. Tlpu konuuecTBe TPOMOOIUTOB <25%10%1 1in

abCcomoTHOM uucie Heiitpopunos <0,5%10%m,
HaOJIroJaroIuxcs 0oJiee 7 nHEH, cieiaTh
NIEPEepPHIB B JICUYSHNUH U MOCIE TOCTIKEHUS
WCXOJIHBIX MOKa3aTesiel Tepaniio BO300HOBUTD
B cHIKeHHO# mo3e 80 mr 1 pa3 B geHb (BTOpOMA
snu3on). [Ipu HacTynIeHnu TPEeThEero AMMU304a
TPOMOOLIUTO-/HEUTPOIIEHUH Y IAIIUEHTOB C
BHOBB BbIsIBIICHHBIM XMJI B XpoHnueckoii daze
cHIKaIOT 703y 10 50 mr 1 pa3 B nens. [pu
HACTYIJICHUH TPETHEro 3MU30a TPOMOOIIUTO-
/HEUTpOIIEHNH Y TALIMEHTOB C APYTHMH (azamu
MUENO0JIEHK03a U HATMYUN YCTOMYUBOCTH K
NPEIIECTBYIOIIEH Tepaniuy APyTruMH
npenapaTaMu (BKIIO4asi UMaTHHHO) WK ee
HETIEPEHOCHUMOCTH NPEKPAILAIOT JICUCHHE
Ja3aTUHUOOM.

XMJI (B daze AOCOIIOTHOE YHCIIO0 1. YcraHoBUTH, 00YCIIOBJICHA JIU IIUTOTICHHS
aKcenepaniuy Wiu HelTpoduIIoB JIEHKO030M (acmuparnyst Wi OUOTICUSI KOCTHOTO
OIIacTHOTO KpH3a) U <0,5%10%n nu urcno MO3Ta).

OJUJT Ph+ (HavyanpHast | TPOMOOIIUTOB 2. Eciu muronieHus He CBS3aHA C JICHKO30M,
no3a 140 mr 1 pa3 B <10x10%n JieueHHe CleAyeT IpepBaTh 10 JOCTHKCHUS

JICHB)

abcoMmoTHOrO uKcna HenTpodunos >1,0x10%m u

qrcia TpoMOOIuTOB >2(0% 10°%/m1, 3aTem
BO300HOBUTH TEPAIHIO B IPEXKHEH J103€.

3. B ciyuae peruanBa UTONICHUH CJISIyEeT CHOBA
yOeuThCs B IPUPOJIC TUTONICHUH U
BO300HOBHUTH TEPAIHIO B CHUYKCHHOM J103¢
100 mr 1 pa3 B neHb (BTOpoii anu3ox) wiu 80 mr
1 pa3 B neHsb (TpeTuit AMMU30.0).

4. Ecnu BO3HUKIIAS [IUTOIIEHUS CBs3aHa C
JICHKO30M, CJIEJIyeT PaCCMOTPETh BOIIPOC 00
yBennaeHun 10361 10 180 mr 1 pa3 B 1eHb.

[Tpu pa3BUTHM TSKENIBIX HETEMATOJIOTHUYECKUX MTOOOUHBIX I(PPEKTOB 2-if CTENEHH U BbIILIE JIEUYEHHE
MIPUOCTAaHABIMBAIOT O MCUE3HOBEHUS CHUMIITOMATHKU MMOOOYHOro 3(p¢eKra Wiau 0 YIy4IIeHUS
COCTOSIHUS MalueHTa. JledeHne MOKHO BO3OOHOBHUTH B CHUKEHHOMH J103€.

Hezemamono2uueckue nobounvie 3¢hchexmoi

IIpu pa3BUTHM YMEpPEHHBIX HETeMaTOJIOTMYECKUX MOOOYHBIX peakiuil (2-i cTeneHu) JeueHHe
ClielyeT MPUOCTAHOBUTH J0 TEX IOP, OKA PEaKIHsl HE Pa3pEIINTCS WM HE BEPHETCA K HCXOJTHOMY
ypoBHIO. JleueHne BO30OHOBIIAIOT B MPEKHEH 703€, €CM 3TO MEepBBIH ciyyail moOOYHON peakiu,
1ocJIe MOBTOPHBIX CIIy4aeB PEKOMEHAYETCs CHIXKEHHUE JJ03bl 1a3aTUHHUOA.

[Tpu pa3BUTUH TSHKETBIX HETEMaTOJIOTHYECKUX MOOOUHBIX A dekToB (3-i nim 4-if cTereHn) Te4eHue
MIPUOCTAaHABIMBAIOT O MCUE3HOBEHUS CHUMITOMATHUKU MOOOYHOro 3(deKra Uiu 10 YIy4IIeHUS
COCTOSIHUS TMalueHTa. JleueHne MO>KHO BO3OOHOBHUTDH B CHHXKEHHOH J103€.
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V B3pocIbIX marmeHToB ¢ XMJI 103y peKoMeHmyeTcs cHuuL) g{):i%El“J%%E%Tﬁb%(}'%ir

MY OTYETY

1 pa3 B cyTKH, a npu HeoOXoaAUMOCTH ononHuTeNnsHO ¢ 80 mr 1 pa3 B cyTku 10 50 Mr 1 pa3 B CyTKH.
VY B3pocibIX manueHToB ¢ mo3aHuMu ¢azamu XMJI wiun OJIJI Ph+, monygaromux 140 mr 1 pa3 B
CYTKH, peKOMeHayeTcs cHkeHue 10361 10 100 mr 1 pa3 B cyTku U janee, eciid noTpedyercs, TO co
100 mr 1 pa3 B cytku 10 50 mr 1 pa3 B CyTKw.

HJZ€6DaJZbel1;Z eblnom

B ciyyae nuarHOCTMKM IUIEBPAlIbHOIO BBHINOTA JIEYEHHE Na3aTUHUOOM clielyeT IpepBaTh J0
oOcieoBaHUs TAIlIEHTa W WCYC3HOBEHUS CHUMIITOMOB WJIM BO3BPAIEHUS CTEICHH WX
BBIPKEHHOCTHU K HCXOJHOMY YpOBHIO. Eciu anu3oa He KynupyeTcs B TeueHue npumepHo 1 Henenw,
TO CIIEyeT PacCMOTPETh NMPUMEHEHUE TUYPETHKOB, WJIM KOPTUKOCTEPOHJIOB, MM OOEUX TPYIII
npenapaToB oJHOBpeMeHHO. [locne paspenieHus mepBoro SMu30ja CIelyeT pacCMOTPETh BOIIPOC
0 BO30OHOBIICHHM Tepanuu Ja3aTHHUOOM B paHee mnpuMmeHsBlieiics noze. Ilocie paspemeHus
MOCIIEAYIOIUX SIMHU30JI0B Ja3aTUHUO CleayeT MPUMEHSITh B yMEHbLICHHBIX ngo03ax. llocie
paspeuieHusi Tsokenoro (creneHd 3 wid 4) snu30Ja NpU HEOOXOAUMOCTH JIEUEHUE MOXKHO
BO30OHOBUTH B YMEHBIIEHHOW 03¢ B 3aBUCUMOCTH OT HA4yallbHOM TSKECTH HEKelIaTeIbHOM
peaxkuuu.

KODDQKUM}Z 003bl npu conymcmeyrouwem ucnoib3o6aiuu MH2M61/H’I’ZOU06 usod)epmeﬂma CYP344

Crenyet nzberatb COBMECTHOT'O PUMEHEHUS CHIIbHBIX HHTHOUTOpOB M3odepmenta CYP3A4 u coka
rpeiingpyra ¢ Aa3aTUHUOOM U 1O BO3MOYKHOCTH BBIOMpATh albTEPHATHBHYIO TEpPANUIO C
MUHUMaJbHBIM ~ CHIDKEHHEM akTuBHOcTH  u3odepmenta CYP3A4. Ecmm  HeoOxomumo
COITyTCTBYIOIIIEE MCIIOJIb30BaHUE aa3atuHuOa um uHruouropoB CYP3A4, crnemyer paccMoTpeTh
YMEHBIICHUE 103bI Ja3aTHHNOA:

e 40 mr npu cyrouHo# goze 140 mr;
e 20 mr npu cyrouHoit goze 100 mr;
e 20 Mr npu cyrouHoi go3e 70 mr.

[Ipu ncnonb3oBanuu 103 60 mMr uim 40 Mr cieayeT paccMOTPETh BO3MOXKHOCTh MPUOCTAHOBJICHUS
JIeueHHsl 1a3aTUHUOOM JI0 MpeKpalleHHsl Teparuu ¢ UCIOIb30BaHUEM MHIMOUTOPOB M30(pepMeHTa
CYP3A4. Bo300HOBIIEHHE TEPATUK BO3MOXHO Yepe3 HEJIEII0 MOCe MPEKpaIeH s UCIIOJIb30BaHuUs
UHTHOUTOPOB.

[Ipenmnonaraercs, 4YTO0 CHUKEHHUE J03bl OYAET NOBOJAUTH IUIOMIAJL TOJ KPUBOW «KOHIIEHTpAIUsI—
BpeMms» (AUC) no 3HadyeHuit, HaOmonaembix 0e3 mHruouropoB CYP3A4, onHako KIMHUYECKHE
JaHHbIE C TOA00HON KOppeKIMel 1036l OTCYTCTBYIOT. B ciiyyae HenepeHOCMMOCTH CHUKEHHOMN JT03bI
clleyeT MpeKpaTUTh npuMeHeHue MHruoutopoB CYP3A4 unum npuoCTaHOBUTH MCIOJIB30BaHHE
nazaTuHUOa 70 TPEKpalleHus] MPUMEHEHUs] WHrHOMTOpoB. Bo300HOBIEHHE TpHemMa Ja3aTHHHOA
BO3MOYKHO 4epe3 HEJIEII0 M0Cie MPEeKpalleHus IpueMa HUHruOUTOpOB.

Oco0bIe TP VI ITAIMEHTOB

ﬂuua nOJHCUNI020 s03pacma

Knuandeckn 3HaYUMBIX pa3nuduii B (PapMaKOKHHETHKE Y TOXKUJIBIX TAlMEHTOB HE BBISBIICHO,
MO3TOMY KOPPEKIIUH JJ03bI HE TpedyeTcsl.

Hauueﬁmbz C NeYeHOYHOU HedOCMAmoO4YHOCHbIO

Ja3atnHu® MeTaboau3upyeTcss TJIaBHBIM 00pa3oM IMEYeHBIO, IOATOMY Ipernapar CileayeT
HCIIOJIb30BaTh C OCTOPOKHOCTHIO y MAIIMEHTOB C HapylleHWeM (DyHKUHU MEeYEeHH yYMEpPEeHHOW U
TSYKEJIOU CTEIICHH.

Hauueﬁmbz C NOYEYHOU HedOCMAamo4HOCHbIO

[Toueunslii KIMpPEHC Ja3aTUHUOA U €r0 METa0OJIUTOB cocTaBisieT <4%, MO3TOMY KOPPEKLHHU J03bI
MIpU HapyUIEHUH (PYHKIIUU [TOYEK HE TpeOyeTcs.
4
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MY OTUETY

€TH

Pexomenodyemvie nauanvhvle 003bl dazamunuba y demeti no nokazanusm «XMJI Ph+ 6 xponuueckoii
paze» unu «enepevie evisenennviti OJIJI Ph+y

Hasnauenue 1036l mpemapaTa OCYIIECTBISICTCS HA OCHOBaHHMH Beca peOeHka, 1 pa3 B jaeHb (yTpoM
iy BedyepoMm). [lepepacder 10361 JOKEH MPOBOAUTHCS Kaxable 3 Mecsla, Ipu HEOOXOIUMOCTH —
qale:

e 40 mr npu Bece ot 10 kr 10 meHee uem 20 kr;
e 60 mr npu Bece ot 20 kr 10 MeHee yem 30 Kr;
e 70 mr npu Bece oT 30 Kr 10 MeHee yeM 45 Kr;
e 100 mr mpu Bece MUHUMYM OT 45 KT.

[IpenapaT He peKOMEHI0BaH JETAM ¢ Maccoi Tena meHee 10 Kr.

ITo nokazanmsam «XMJI Ph+ B xponuueckoit ¢asze» u «Bruepsbie BbisBieHHBIH OJIJI Ph+
B KoMOuHamu ¢ xumuorepanueit» npenapar JJASATHUHUD ne cnenyer Ha3Ha4yaTh (MIPUMEHSITH)
JeTsIM B BO3pacTe J0 3 JeT B CBSI3M C HEBO3MOXKHOCTHIO 00eCneuuTh pekuM Jo3upoBanus. Ilo
OCTaJIbHBIM TOKa3aHuAM Oe30macHOCTh U 3¢ (PEKTUBHOCTD Mpernapara y eTei B Bo3pacrte 10 18 jer
Ha JIaHHBIIl MOMEHT HE YCTaHOBJICHBI. JJaHHBIE OTCYTCTBYIOT.

1o ocTanbHbBIM MOKa3aHUM Yy eTell B Bo3pacte A0 18 et He nmpuMeHsercs.
Tlogviuenue 003v1

B cayuyae oTcyTCTBHS TeMaTOIOTMUECKOT0, IIUTOTCHETUUECKOTO0 MM MOJIEKYJISIPHOTO OTBETa MpPH
pEeKOMEHIyeMOil Ha4yanbHON jgo3e y mamueHtoB ¢ XMJI Ph+ B xponuueckoit ¢ase upu
[IEPEHOCUMOCTH TEPANIUK BO3MOKHO YBEIMUEHUE A03bl Aa3aTUHUOA J10:

50 mr npu Bece ot 10 kr 70 Mmenee ueM 20 Kr;
70 mr nipu Bece ot 20 kr 10 menee yeM 30 Kr;
90 mr npu Bece ot 30 Kr 70 MeHee ueM 45 KT;
120 mMr npu Bece MUHUMYM OT 45 KT.

He pexomenayercs TOBBIIIEHHE 03Bl MaipeHtam aerckoro Bospacta ¢ OJIJI Ph+, tak kak
Ja3aTUHUO MPUMEHSIETCS COBMECTHO C KypCaMU XUMHUOTEPAInu.

Koppexyus 0o3vl 6cnedocmesue nobounvix 2¢pgpexmos

Muenocynpeccus

Tadamua 2. Koppekius 1035l PH HEWTpONeHUH U TpomOouuTonenun y aereid mpu XMJI Ph+
B XpOHUYECKOI (aze

1. Ecnu nuTomneHus coxpaHsercs TabaeTkH, MOKPHITHIE NJICHOYHOH 000104KOMH
Oozee 3 Henelnb, CIeAyeT
YCTaHOBUTH, 00YCIIOBJICHA JIN MaxkcumanabHas CyTOYHAA 1032
IMUTOIIEHHS JIEUKO30M
(actmparyist umu OuorIcUs IMepBuunoe IoBTOpPHOE
KOCTHOTO MO3Ta). Hcxoanas go3a (Mr) CHUKEHHUE T03bl | CHUKEHHUE 103bI
(mr) (mr)

2. Ecau muronenus He CBsA3aHa C
JIEHKO30M, C/IeJIaTh IEPEPHIB B

40 20 _
JIEYEHUH Na3aTHHUOOM 10
JIOCTHIKEHHS a0COJIFOTHOIO 60 40 20
o 9
yrcna Heiirpodunos >1,0x10%/n 70 60 50
U YUCIia TPOMOOIIMTOB
>75%10%n. Bo306GHOBUTH 100 80 70

TEpaIuIO B IPEXKHEN HIIU
CHID)KEHHOM J103€.
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3. B cimyuae peunanBa IUTONICHAN

cleryeT CHOBa yOeauThes B
MIPUPOJIE ITUTONICHUH
(actimpariuist uiau OUoTICHs
KOCTHOTO MO3Ta) U
BO300OHOBHUTH TEPAITHIO B
CHIDKEHHOM J103€.

B cnydae mosiBieHHsSI HEUTPONEHUU 3-U CTENEHW W BhINIC (MM €€ MOBTOPHOTO BO3SHUKHOBECHHS)
JIeYCHUE Ta3aTHHUOOM JIOJKHO OBITh IMPUOCTAHOBJICHO U MOXKET OBITh BIOCIEACTBUH BO30OHOBIICHO
B CHMIKEHHOU J03€.

BpeMeHHOC YMCHBIICHUE AO3EI ITPU ITPOMEKYTOYHBIX CTCIICHAX HUTOIICHUN MOXKET UCIIOJIb30BATHCA
AJI1 YMCHBIICHU A CUMIITOMOB WK YIY4YIICHHUA COCTOSHUA.

[Tpu1 BO3HUKHOBEHUH reMaTOJIOTHYECKUX MTOOOYHBIX SIBJICHUH 1—4-T0 Kilacca y MalMeHToB IETCKOTO
Bo3pacta ¢ OJIJI Ph+ koppekiusi 1036l HEe peKoMeHayeTcs. B citydae, eciii HEHTpPONEHUS W/WK
IUTOTICHHSI TIPUBOJIAT K 3aJICPKKE CIIEAYIOIIEero OJIoKka Tepanuu Oosiee 4eM Ha 14 nHeid, jJeucHue
Ja3aTUHUOOM CIIEAYET MPEPBaTh U BO30OHOBUTH CO CIIEIYIOIIETo OJI0Ka Teparuu B TOH e 103e. Ecim
HEHTPOIIEHUS U/WIH TPOMOOIIUTOIICHUS] COXPAHSIIOTCS, a CIICAYIONIHIA OJIOK JICUCHHS 3a/ICPIKUBACTCS
ere Ha 7 THei, He0OXOIMMO MPOBECTH OLIEHKY COCTOSIHHSI KOCTHOTO MO3Ta ISl OLIEHKU HAIIOJHEHHUS
KJIETKaMU U TPOIIEHTHOTO CoJiepKaHusl OnacTHBIX KieTok. Eciu comepikanue kietok menee 10%,
CIIeyeT MPUOCTAHOBUTD JICUCHHE 1a3aTHHIUOOM JI0 TEX I0p, MOKa a0COIIOTHOE YUCIIO HEHTpoduIoB
He JIOCTHUTHET 3HaueHus >500/mK (0,5%10%1), mociie yero Tepanuio BO30OHOBISIOT B CTAHAAPTHON
nose. Ecnu conepxkanue kierok Oosiee 10%, MOXKHO pacCMOTPETb BO3MOKHOCTb IPOAOKEHUS
JICUCHHUSL.

Heecemamonocuueckue nobounvle Sde)eKl’I’Ibl

VY nanueHToB JeTckoro Bo3pacta ¢ XMJI Ph+ B xpoHmdeckoil ¢aze ¢ HereMaToIorn4eCKUuMH
MOOOYHBIMU PEAKITUSAMU CHIDKEHHUE 03Bl JIOJDKHO TPOBOJHUTHCS AHAIOTUYHO PEKOMEHIAIHSIM,
MIPUBEICHHBIM BBIIIE JIJIs] CHUXKEHUS 03I IIPU TeMaTOIOTUYECKUX MTOOOUHBIX PEaKIUsX.

[Tpyu NOSBIICHUN HETreMaTOJOrMYECKHX MOOOUHbIX peakimil y aereir ¢ OJIJI Ph+ chenyer cHikath
703y Ha 1 ypOBEHb B COOTBETCTBUU C PEKOMEHIALIUSIMU 110 CHHXKEHUIO J03bI JJI1 TEMaTOJIOTUYECKUX
MOOOYHBIX peakiyii (omucaHbl BbllIe). 3a UCKIIOUEHHEM HapylleHUH (YHKIUU MEeYeHH, B CiIydae
HEreMaToJOrMYeCKUX HeOJIaronpusaTHBIX peakiuid >3-i creneHu Tspkectu y nereit ¢ OJUJI Ph+
JIe4yeHHe JJOJDKHO OBITh MPUOCTAHOBICHO M MOXKET ObITh BO30OOHOBJIEHO B CHIDKEHHOMW 7103€ mocie
YMEHBIIIEHUS TAKECTU HEOJIaronpusaTHBIX peakuuii 10 <1-if crenenu. Ecnu KoHLIEHTpanys npsMoro
OounnpyOuHa 6osiee ueM B 5 pa3s Belle BepxHel rpanuisl Hopmsl (BI'H), Tepanuto oTMEHSIOT 10 Tex
Iop, MOKa ATOT MOKa3aTellb HE BEPHETCS K MCXOJHOMY YPOBHIO WJIHM TSXKECTh HEOIAronpusTHOM
peakiuu He ymeHbInuTcs A0 <1-if crenenu. [Ipu noeimenun aktuBHOCTH ACT/AJIT Gonmee BI'H
B 15 pa3 Taxxe HE0OX0AMMa MPUOCTAHOBKA TEPAIIMU 10 BO3BPAILEHUS K HCXOJHBIM 3HAUEHUSM WIN
CHIDKEHMs TsDKECTH HeOsaronpusTHoW peakiuu 1o <1-if cremenu. Ilpm peumause mogoOHBIX
HapylleHui (yHKIUU TEeYeHH Iociie BO300HOBJICHMS TEpaluy Ja3aTUHUOOM 03y Ipenapara
CJIEyeT CHU3UTb.

Croco0 nmpuMeHeHs

IIpenapat JA3SATUHUMD crnenyer npuHUMAaTh TOJIBKO IEPOPATIBHO.

TabneTku, MOKPHITHIE MJICHOYHOW 000JI0YKOM, HENb3s U3MeNbUaTh, pa3pe3aTh WU KeBaTh, YTOOBI
MOJIIEP>KaTh MPaBUIbHBIE JO3UPOBKH M MHUHMMHU3HUPOBATh PUCK BO3ACUCTBHS Ha KOXY; TaOJIETKU
ClleyeT MporjiaThiBaTh LENIUKOM. TabNeTKH, MOKpPBIThIE IJICHOYHOW O00O0JIO0YKOM, HE cleayeT
U3MenbpYaTh, IOCKOJBKY CHUCTEMHAsl HKCIO3ULMUSA Yy MALKUEHTOB, HNPHUHSBIIMX H3MEIbUYECHHBIE
Ta0JIETKH, HUKE, YEM Y MAallMeHTOB, MPOTJIOTUBIINX LETYI0 TabJIeTKY.
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mbo BeuepoM (cm. pazzpen 5.2). Ilpenapatr JJASATHUHUDB Henb3s 0OXHOBPEMEHHO NMPHUHUMATH C
rperndpyTomM win rpeindpyToBeIM COKOM (cM. pazaen 4.5).

4.3. IlpoTuBoONOKa3aHUS

e [UNepuyBCTBUTENBHOCTh K Ja3aTUHUOY WM K JIOOOMY U3 BCIIOMOTaTENbHBIX BEIIECTB,
IIEPEYUCIICHHBIX B pa3zene 6.1.

4.4. OcoOble ykazaHusi 1 MepPbl MPEI0CTOPOKHOCTH MPH NMPUMeHEHUH

Muenocyipeccus

[Ipu neyeHuu 1a3aTHHUOOM MOTYT BOHHUKATh TSKEJIbIe TPOMOOIUTONICHUS, aHEMUS U HEUTPOTICHHUSL.
Yame OHM perucTpUpyrOTcs y mamueHTtoB ¢ no3anumu (azamu XMJI wiu OJUUI Ph+, gem y
MalUEeHTOB ¢ XpoHUYecKou (azoir XMJIL.

[Tpu MoHOTEpanuu Ja3aTHHUOOM Y B3POCIBIX MAIMEHTOB ¢ o3aHuMH Gazamu XMJI mimm OJIJI Ph+
NOJHBIA KIMHUYECKUI aHaAlU3 KPOBU HEOOXOAMMO HPOBOJIUTH €XKEHEAEIbHO Ha MNPOTSKEHUU
IIEPBBIX 2 MECSIIEB, a JaJIee €XKEMECSIUYHO WU MO0 KIMHUYECKUM [TOKa3aHUSM.

VY B3pocabix nauuenToB u aereit ¢ XMJI Ph+ B xponuueckoii (asze monHbIil KIMHUYECKUIH aHAIN3
KpPOBH CJIEJTyeT MPOBOJIUTH KaxKJIble 2 HEAeNU nepBbie 12 Henenb JeUeHus, 3aTeM Kaxkible 3 Mecsia
WJIU TI0 KIIMHUYECKHUM IMOKa3aHUsSIM. Y B3POCIBIX MalMeHTOB ¢ mo3aHuMu (pazamu XMJI wim OJIJI
Ph+ npu MonoTepanuu na3aTHHHOOM aHaIM3 KPOBH CIEAYET MOBTOPSTH CKEHEACIBHO IEPBBIC
2 Mecs11a JICUYCHUs, a 3aTeM ©KEMECSITHO WIIH 110 KIIMHUYSCKUM ToKazaHusM. [Ipu edennn nereit ¢
OJUI Ph+ koMOuHanueit nazatnHnba 1 XMMUAOTEPaIliu MOJIHBIN KITMHUYECKUN aHaIi3 KPOBH ClIEyeT
MPOBOANTH TIEPE]] HAYAJIOM KaXKJIOro OJIOKa XUMHUOTEpPANUH W IO KIMHUYCCKUM ITOKA3aHUSM.
Bo Bpemsi KypcOoB XHMMHOTEpanmuu aHadu3 KPOBH HEOOXOAWMO IMOBTOPATH KaXKAble 2 IHS N0
BOCCTAHOBJICHHSI MOKa3aTejel. YTHETeHHE KOCTHOrO MO3ra OObIYHO OOpaTUMO M MPOXOIUT IpHU
BPEMEHHON OTMEHE WJIM CHUKEHHUH JTO3bI Ja3aTUHHOA.

KpoBoTeuenus

VY nanueHToB ¢ XpoHuueckoi (azoit XMJI, momydaBmmx na3aTuHUO, CIIy4aJIUCh KPOBOU3IMSIHUS
3-it wm 4-it crenenn. Y manuentoB ¢ no3xHuME ¢azamu XMJI wim OJIJI Ph+ Opimn oTmMedeHb
Cllyya TSDKEJbIX KPOBOM3IHUSHHMNA B ILIEHTPAJbHYIO HEPBHYIO CHCTEMY (B TOM 4ucie (paTanbHbIe).
Tspkenble )Keny104HO-KUIIeYHbIe KpOBOTE€UEeHUS 3-11 min 4-ii cTeneHn orMedeHsl y 4% nanueHToB ¢
no3gaumu  craausimu XMIJL Ilpu TsoKenbpIX KemyJOYHO-KHUILIEYHBIX KPOBOTEUEHHUSAX BPEMEHHO
MIPUOCTAaHABIMBAIOT TEPANMI0 U MPUMEHSIOT reMoTpaHcdysuto. Jpyrue TspKenable KpOBOTEUEHUS
3aperucTpupoBanbl y 2% manueHToB. BolbIIMHCTBO ciyyaeB KPOBOTEUEHHH CBsI3aHBI C TAKEIOU
TpoMmOouuronenuei. Ilpenapatel, nHrHOUpyromue (QYHKIUU TPOMOOLUTOB, M AHTUKOATYJISHTHI
clIelyeT IPUMEHSTH C OCTOPOKHOCTBIO.

3azepKKa KUIKOCTH

ITpu npueme nazaTuHMOA MOXKET HAOIIOIATHCA 3aepakKKa KUAKOCTH. Cpein B3pOCIIbIX MAIMEHTOB €
BriepBble BbIsIBIEHHBIM XMJI Ph+ 3anmepikka xunkoctu Tsbkenod creneHu HaOmomanack y 5%
MAIMEHTOB.

VY B3pociabix ¢ BrepBble BbIsiBICHHBIM XMJI Ph+ mpu pe3sucTeHTHOCTHM K MMATHHHOY WIH €ro
HEMEePEeHOCUMOCTH  3aJlepXKKa JKUIKOCTH TsDKesnol cremeHu (3-i1 wnm 4-i cTemneHu) Obuia
3aperucTpupoBana B 6% ciydaer. Y B3pOCIBIX MAUEHTOB ¢ mo3qauMu (azamu XMJT wim OJLJT Ph+
3aJiepKKa JKUIKOCTU TsDKENoW creneHu HaOmojanack B 8% ciywaeB, BKIIOYas BbIpAaXKEHHBIN
TJIEBPATBHBIA U TIEpUKApIAAIbHBIN BBHITOT ¥ 7 1 1% marueHToB COOTBETCTBEHHO. BhIparkeHHBIN
aclIUT W T'eHEPATM30BAHHBIM OTEK pa3BWIIMCH MeHee yeM y 1% manueHToB ¢ pe3UCTEHTHOCTHIO K
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JICTKHUX.

[lpy mosBNCHWW OJBILKK, OONMM B TPYIHOW KIETKE MM CYXOro Kamuisi HeoOXOoquM
PEHTTCHOJIOTUYECKUI KOHTPOJb OPraHOB TPYAHOH KIETKU. 3alepKKa J>KUAKOCTH OOBIYHO
Ky[UpyeTcsi TMpH TNPHUMEHEHUHU IOAJCPKUBAIONICH TEpamuy C BKIIOYCHHEM TUYPETHKOB WU
KOPOTKOTO Kypca IITFOKOKOPTHKOCTepou10B. [Ipy BbIpaskeHHOM IUIEBPAIbHOM BBINIOTE TPEOOBAIHCH
OKCUTEHOTEepanus M TOPAaKOIEeHTEe3. 3aZepkKka >KUIKOCTH 4Yalle HaOoganach y IalUeHTOB,
MPUHUMAIOIIUX TIpernapar 2 pa3a B CyTKH.

Takue HexenaTelbHbIE PEAKLMUU, KaK 3aJep>KKa >KUIKOCTH, OJBIIIKA, ObICTpas yTOMIISIEMOCTb,
IJIEBPAIbHBIA BBIMOT, Kalllellb, KPOBOTEUCHUSI B HUKHUX OTJEIaX KENyI0YHO-KUIICYHOTO TPaKTa
(KKT), HapylieHus amnmeTuTa, B3AyTHE KHBOTA, TOJOBOKPYXCHHE, MEPUKAPIUAIbHBIA BBIINOT,
3acToiHas cepJedHas HeI0CTaTOYHOCTh, CHI)KEHUE BECa, Yallle BCTPEYAIOTCs y MAllMEHTOB CTaplile
65 net, moATOMYy ClieIyeT 00eCeunTh TIaTeIbHOe HA0II0AeHHE 32 AllUeHTaMH JaHHON BO3PACTHOM

TPYIIBL.

Yuaenue narepsanga QT

VY amunenne untepBana QT wabmronanocs MeHee dyeM y 1% MamueHTOB C BIIEPBBIC BBISBICHHBIM
XMIJI Ph+ B xpoHudeckoi (asze, MoyiyuyaBIIUX Aa3aTHHHO, MPU STOM Y/UIMHEHHE COCTaBWIIO B
cpennem 3,0 Mc. Ymunenne unrepsana QT mpu nedyenun nazatuHIOOM HaOIIOAAIOCH OOJee YeM
y 1% nanmeHToB ¢ pe3UCTEeHTHOCTHIO MM HEMEPEHOCUMOCThIO Tepanuu UMaTuHuOOM. J[azaTuHub
CIIEYET UCIIOIb30BaTh C OCTOPOKHOCTHIO Y MAIIMEHTOB C yUTMHEHHBIM nHTepBasioM QT wmiu prckoM
€ro yIIMHEeHHs! (TUIOKAIMEMUsl, THIIOMarHUeMHUs, BPOKJICHHBIA CHHAPOM YIUIMHEHHOTO UHTEepBaja
QT, Tepanus aHTHAPUTMUYECKUMU U IPYTHMHU TIpeTiapaTaMu, CIoCOOHBIMU YAIUHATH HHTEepBal QT,
MIPEIIECTBYIONIAs Tepanus BHICOKUMH J03aMH aHTpaluKIMHOB). [lepen HazHaueHneM nga3aTHHHOA
CIIEYET MPOBECTH KOPPEKIUIO TUTIOKATTMEMHUN ¥ THIIOMar HUEMHH.

Hapyiiennst co CTOpOHBI CEPACYHO-COCYIUCTON CUCTEMBI

VY nmanueHToB ¢ 3a00JIeBaHUSMHE CEp/Illa B aHAMHE3€ WIIM PICKOM UX Pa3BHTHS CPEIIU HEKETATEIbHBIX
peakinuii damie, 4yeM y Jpyrux TIpymn, OOHapyKHMBaIUCh HAPYLIEHHUS CO CTOPOHBI CEpIEUHO-
COCYIMCTOM cucTeMbl (3acToifHast cepaeyHass HEIOCTaTOYHOCTh/CepliedyHast IucyHKIuS,
NepUKAPANANbHBIA BBINOT, APUTMHUsA, OILYLICHME cepAaleOueHus, ymMHeHue uHtepBana QT,
nH(papKT MuUOKapjaa (B TOM 4YHCIE C JIETaJbHBIM HCXOJ0M)). BBHUIY 3TOro y NaHHOW TrpymHmbl
NAIeHTOB HEOOXOJUMO THIATEIbHO KOHTPOJUPOBATH MapaMeTpbl CEpACYHOM AEATENbHOCTU C
IEJTbI0 BBISIBIICHHSI U TP HEOOXOAMMOCTH KOPPEKIMH BO3MOXKHBIX HEXENATeIbHBIX PEaKIHi CO
CTOPOHBI CEPJIEYHO-COCYUCTOM cUCTEeMBI (00JIb B TPy, 3aTPYAHEHHOE JIbIXaHHUE, TIOTOOT/ICJIEHUE).
[Ipu pa3BUTHHM HEKENATENBHBIX SBJICHUH CO CTOPOHBI CEPICYHO-COCYAMCTONW CHUCTEMBI JICUCHHE
IpernapaToM ClieAyeT MPUOCTaHOBHUTh. B0300HOBIEHHE JeueHHs BO3MOXHO TOCJE BBIOJHEHHUS
(GYHKIMOHATFHON OIEHKHU: MCXOIHAs /032 TPHU CIa0bIX/yMEPEHHBIX HEXENATeIbHBIX PEeaKIIHsIX
(<2-ii cTenenn), CHIKEHHUE JI03bI — IIPU TSDKEJBIX HEXKEJAaTeNIbHBIX peakusx (>3-i cteneHn).

Jlerounast apTepHuajJdbHas TUIICPTCH3UA

Jlerounasi aprepuanpHas runeprensus (JIAD), moaTBep:kaeHHAs TpU TIOMOIIM KaTeTepH3AIUH
MpaBbIX OTIEJIOB CEepJlla, MOXET HaOJII0JaThCcsl Kak B XOJ€ JIeUeHHUs Aa3aTMHUOOM, Tak M IO
MIPOIIECTBUH T0/1a U 0oJiee MOCie ero OKOHYaHMsI, YacTo Ha (POHE COMYTCTBYIOIIMX 3a00JIeBaHUN U
OJTHOBPEMEHHOTO TMpueMa JpYruX JIeKapCTBEHHBIX mpenaparoB. Ilepen HauanoM JeyeHus
Ja3aTUHUOOM ClIeyeT MpoBecTH OOCIeOBaHUE TMAallMeHTa C LEJbI0 BBIABICHHS BO3MOXKHBIX
MPU3HAKOB M CUMITOMOB 3a00JieBaHU cep/ia U Jerkux. Ecau B Xoze JieyeHus: Ja3aTUHUOOM Y
MAaIMeHTa OTMEYAIOTCS OJBIIIKA WM YCTaJOCTh, HEOOXOJUMO HCKIIOUUTH Haubojiee TUIMYHYIO
STHOJIOTUIO, BKJIIOYAsl IUIEBPAIbHBIA BBIIIOT, OTEK JIETKUX, aHEMHUIO M HaJluuue MHQUIbTpaTra B
nerkux. Ilpu 3ToM HEOOXOOMMO YUUTHIBATh PEKOMEHJALMH, JaHHBIE B pasznene 4.2 aus ciaydaes
pa3BUTHUS  HETEMATOJOTMYECKHX  HEXENaTelNbHBIX  PEaKIHUil: TpU  pa3BUTUU  TXKENbIX

8
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CHUMIITOMOB HEXXeJIaTeILHOM pPCaKkuu Wik 40 yIydlICHHUA COCTOSAHUA MalUCHTA.

Ecnu B nporecce o6cnenoBanus nauydeHTa He ObUT MOCTaBIICH APYTOi AMAarHo3, CleqyeT IPUHSITH K
paccmoTtpennto auarno3 JIAT. B cnydae noarBepxkaenus y nauuenta JIAIT nedenne nazarunundom
MpeKpalaT 0e3 MoCiIeayI0IEero BO30OHOBIEHUS, 00ECIIEUHB MOCIEIYIONINI KOHTPOJIb COCTOSHUS
IManueHTa B COOTBETCTBUU CO CTAHAAPTHBIMHU PCKOMCHAAIIUAMMU.

TDOM6OTI/I‘l€CKaﬂ MHUKPOAHTI'MOIIaTHA

WNuruduropsl Tupo3unkuHazsl BCR-ABL accouuupyroTcst ¢ TpOMOOTHYECKOM MMKpOaHTHONaTHEN
(TMA), BriIrOYast OTJEIbHBIC COOOIICHHS O CiIydasXx MPUMEHeHUs nazaTuHuOa. Ecinu y nanmenra,
MOJTYyYArOIIEro J1a3aTUHUO, BO3HUKAIOT KIMHUYECKUE CHMIITOMBI WM J1a00OpaTOpHbIE M3MEHEHUS,
xapaktepHbie it TMA, neyeHne n1a3aTUHUOOM JTOJKHO OBITh MPEKPAIICHO U MPOBEACHA MOJHAS
muarHoctrka TMA, Bkimtovas onieHKy aktuBHOCTH ADAMTS13 u onpenenenne antu-ADAMTS13-
antuten. [Ipu BeicokoMm ypoBHe aHTH-ADAMTS13-anTuTeNn B cOYeTaHUM ¢ HU3KOW aKTUBHOCTBIO
ADAMTSI3 neuenune na3aTHHUOOM BO30OHOBIISATH HE CIEAYET.

PeaxtuBanmsa Bupyca rematura B

WNuruduropsl TuposunkuHazsl BCR-ABL cBs3biBatoT ¢ peaktuBanueil Bupyca remnatuta B (BI'B),
€IMHUYHBIE ClTyyal OIHWCaHbl JUId JAa3atuHuOa. B HekoTopwlx ciydasx peaktuBauus BI'B mpu
MIPUMEHEHUU JIpYIHMX HMHIHOUTOpoB TUpo3uHkHHa3bl BCR-ABL npuBoauia K pa3sBUTHIO OCTpPOM
[IEYEHOYHONH HEJOCTaTOYHOCTH WM (YIbMUHAaHTHOIO TrenaTuTa, a B IOCIEAYIOIEeM —
K TpaHCIUIaHTALMU [1€YEHH WU JIETAIbHOMY UCXOJY.

Ilepen HayaaoM Tepanuu Aa3aTUHUOOM JOJDKEH NMPOBOAMTHCS CKpUHUHI Ha Hanumuue BI'B. Jlns
MAIMEHTOB, UMEIOMINX TTOJIOKUTEIBHBIE CEPOJIOTUYECKHE MPOOBI, PEKOMEHYETCs] KOHCYJIbTAIHs
CHenuaInucTa, UMeruero onsit jeueHus BI'B. YV nauuentoB — Hocureneld BI'B, Hyxnarommxcs B
JIe4eHnn UHruoutTopamu Tupo3uHkuHassl BCR-ABL, He00X01MMO KOHTPOJIMPOBATH KIMHUUECKUE U
nabopaTopHble MoKa3aTenu akTuBauuu BI'B Ha mpoTsikeHuu Tepanuu M B TEUEHUE HECKOJBKHX
Mecs1EeB Nociie ee OKoH4YaHus. Iy manueHToB ¢ peakTuBUpoBaHHBIM BI'B Ha done npumenenus
Ja3aTHHUOA MOKa3aHa HEMEUIEHHAas! KOHCYJIbTAlUs CO CIEeLUaNINCTOM 1o JeueHuto BI'B.

CUHIPOM JU3HCA OIYXOJIH

beumn  3aperucTpupoBaHbl ClIy4yaud pPAa3BUTUS CUHApPOMA JIM3UCAa OIYXOJIM Yy IAllUEHTOB C
PE3UCTEHTHOCTBIO K MPENLIECTBYIONIEH Tepanuu UMaTUHUOOM, MPEUMYIIECTBEHHO Ha IO3JHUX
cragusax 3aboneBaHus. BeiencTBue BO3MOMKHOCTH Pa3sBUTHS CHHIpOMA JIM3KMCA OIYXOJH MeEpen
HayaJioM JICYEHHUs Ja3aTUHUOOM HEOOXOAMMO MOJAEpPKHUBATh aJIE€KBaTHBIN YpPOBEHb T'MIpaTallly,
IIPOBOAUTH KOPPEKIMIO YPOBHSI MOYEBOM KUCIIOTHI U KOHTPOJIMPOBATh COACPKAHUE IIIEKTPOIUTOB B
m1asMe KpoBHW. [lanueHThl Ha MO3OHUX CTaausAX 3a00JieBaHUS W/WUIM C BBICOKOW OITyXOJIEBOM
Harpy3Koi HaXxoJsTcs B IPYIINE BHICOKOTO PUCKa, 110 3TON MPUYMHE OHU HYXKIAI0TCs B 00Jiee 4acToM
00ciIeI0BaHNN.

BausiHue Ha pOCT M pa3BUTHE I€TEH U IIOJIPOCTKOB

B KM npu neuenun nereil ¢ BHepBble BBIABIECHHOW XpoHHueckod ¢azoit XMJI Ph+ wnu npu
PE3UCTEHTHOCTH/HETIEPEHOCHMOCTH UMAaTHHNOA TI0 MEHBIIIeH Mepe uepe3 2 Trojia 1ocjie OKOHUYaHHS
nedeHus: y 4,6% mnanueHToB HAOMIONATUCh HEXKEJIaTeNbHBIC SIBJICHUS, CBSI3aHHBIE C POCTOM H
pa3BUTHEM KOCTEH (BKJIIOUAs CIydau 3aMeJICHUs] MHBOJIOLMH MK (U3a, OCTEONEHUH, 3aMeIJICHHS
pocta, ruHekomacTun). HTepnpeTanus pe3yabTaToB 3aTpyJHEHAa BBULY KOHTEKCTAa XPOHUYECKOTO
3a00JeBaHMs W TOJUIEKHUT JOJITOCPOYHBIM HaOrofeHusIM. B HcciaenoBaHusX Npu JIEYEHUU
neauarpudeckux namuentoB ¢ OJIJI Ph+ nazatruanOom B KOMOMHALIMY C XMMHOTEpANUed MaKCUMyM
2 roja cIycTs Iocje JEYEHNUs OTMEUEH CIIydail HEeXXeIaTeIbHON peaKkluy, CBA3aHHON C HapyIIEHUEM
pocTa 1 pa3BUTHUS KOCTEH.

[Ipoune
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MPHUOCTAHOBUTDL €TO IMPUCM.

[Ipn pa3BUTHM TUNOKAIBLIMEMUU COCTOSHHE KOPPEKTHUPYETCS IPUEMOM BHYTPb IIpEnapaTroB
Kanplus. Bo BpeMs JieueHHs M B TEUECHHME MUHUMYM 3 MECSLEB IIOCIE HEro M My)KUMHaM,
Y KCHIMHAM He0OXOIMMO HCIOJb30BaTh HAJEKHbIE METONbl KOHTpauenuuu. Eciu Bo Bpems
JeueHusl /1a3aTUHUOOM HacTynuiaa OepeMEeHHOCTh WJIM €CJIM CTalo0 HW3BECTHO, 4YTO Ipenapar
HCIIOJIb30BAJICSl BO BpeMsi OEpEMEHHOCTH, ClieAyeT HEMEIJICHHO MPOMH(OPMUPOBATH MAUEHTKY O
BO3MOKHOM pucKe i iona. [Ipu npreme na3atnHuba ObUIM OTMEYEHBI MHAWBUYAIBHBIC CITydan
BO3HUKHOBEHHUS TSKEIBIX HEKENaTeNbHBIX PEaKIMid, TOpaKaroIIUX KOXKY U CIU3UCTbIE 000JI0UYKH,
B TOM umciie cunapoM CtuBenca—/[)xoHcoHa u MHOro(opMHas spuTema. B cirydae mosiBieHus Takux
HeXKeJlaTeJIbHBIX PeaKuil Mpu npueMe mpernapara JeueHue 1a3aTHHIOOM HEOOXO0AMMO IPEKPATUTh.

BcnoMorarennHble BElIeCTBA

Jlakmo3sa
[Ipenapar JASATUHUDB conepxuT 1akTo3y.

JlaHHBII JIEKapCTBEHHBIN MpenapaTt He CIeAyeT MPUHUMATh MAalMeHTaM C PEIAKO BCTPEUAIOIICHCs
HACJICJICTBEHHOW HEMEPEHOCUMOCTBIO TaIAKTO3bI, JIAKTa3HOW HEIOCTATOYHOCTHIO MIIU TJIFOKO30-
raJIaKTO3HON MabaObCopOIHei.

Hampuu
JlaHHBIH TIeKapCTBEHHBIN Mpenapart coaep>KuT menee 1 mmonsb (23 mr) Hatpus Ha 1 TabieTky, T.€. 1o

CYTHU HE COACPKUT HATPUSI.

4.5. B3aumojeiicTBMe C [PYrHMH JIeKADCTBEHHbIMHM IHpenaparamMd M Jpyrue BH/AbI
B3aUMO/IeHCTBUA

IIpenapaThbl, KOTOPbI€ MOT'YT NOBBIIIATH KOHIIEHTPAIUIO I[aSaTI/IHI/I6a B I1J1a3M€ KPOBH

Uneubumopuol usopepmenma CYP3A4

Hazatunu6 ssnsercs cyoctpatoM uszodpepmenta CYP3A4. Muruburopsl nzopepmenta CYP3A4
(HarmpuMep, KeTOKOHA30J1, UTPAKOHA30JI, SPUTPOMHUIINH, KIAPUTPOMHIIMH, PUTOHABHUD, aTa3aHABHP,
WH/AWHABUD, Hel(UHABUP, CAKBUHABHP, TEIUTPOMUIIUH, IPeHN(pPyTOBBIH COK) MOTYT IMOBBILIIATH
KOHIICHTPALIMIO Jla3aTHHHOA B IUIa3M€ KpPOBH, IOATOMY CIieAyeT Hu30erartb WX COBMECTHOTO
INpUMEHEHMs C Aa3aTUHUOOM. IlanMeHThl, y KOTOphIX HE yhaercs u30exaTb CUCTEMHOIO NpHeMa
MomHoro wuHruOutopa wuszopepmenta CYP3A4, nomxHBI HaXOAUTHCS TOJ  TIIATEIHHBIM
HaOJI0ICHNEM ISl CBOEBPEMEHHOTO BBISIBICHUS IIPU3HAKOB TOKCUYHOCTH.

HDeHaDaTBI, KOTOPBIC MOTI'YT CHMXXATh KOHIICHTPAIIWIO I[a3aTHHH6a B Ij1a3M€ KpOBHU

Hnoyxkmoput usogpepmenma CYP3A4
WNunykrops! nzopepmenta CYP3A4 MoryT cHMKaTh KOHIIEHTPAIMIO Ja3aTHHUOA B I1a3Me.

Crnenyer m3beraTb COBMECTHOTO MPHUMEHEHHs] MOIIHBIX HHIYKTOpoB Hu3odepmenta CYP3A4 c
nazatuHnoom. IlanuenTtam, npuHUMaronM UHAYKTOpbl u3opepmernta CYP3A4 (mampumep,
JieKcaMeTa3oH, (peHnTonH, kapOamasenus, pudaMnuiut, penodapOuTan win npemnaparsl 38epo0os
npoaeipsiBaearoro (Hypericum perforatum)), BmMecto 3THX TmpenmapaToB CjeayeT Ha3Ha4aTh
npemnaparel, He oOnajnatomue (WM oOJajarone B MHHUMAJIBHOW CTENEHH) CHOCOOHOCTBIO
MHIYLUUPOBATH 3TOT U30(EPMEHT.

Aumayuovl (npenapamuwl, codepaicawjue anOMUHUSA 2UOPOKCUO/MASHUS 2UOPOKCUO)

Ecnu anTanuipl He06X0IMMBbI, PEKOMEHIyeTCsl IPUHUMATh UX HE MEHee YeM 3a 2 yaca J10 WIH Yepes
2 yaca mocJie mpuema JlazaTuHuoa.
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CMEPTHOMY OTUETY

JlnuTenpbHOE TOJaBICHUE CEKPEIUH KUCIOThI KEIYyI0YHOTO coKa Onokaropamu Hp-rucTaMHHOBBIX
pEelenTopoB U MHTUOMTOpaMH MPOTOHHOW MOMIBI (Harmpumep, GaMOTUIUHOM U OMEINPA30JIOM)
MOJKET IPUBOJUTH K CHIDKEHUIO KOHIIEHTPAIIUH J1a3aTHHHUOA.

CoBMecTHOE TPUMEHEHHUE ITHX IPENaparoB W Ja3aTHHUOA HE pekoMeHayercs. B kadecTBe mx
aIbTEPHATUBBI MOXHO HCIIOJB30BAaTh aHTALUJIbI (32 2 Yaca 70 WM Yepe3 2 yaca IOcje mpuema
Ja3aTUHKUOA).

Bausaue I[a?;aTI/IHI/IGa Ha ApYTUC JICKApPpCTBCHHBIC MMPCIIapaThl

Cyocmpamut uzopepmenma CYP3A4

Hazatuauo6 siBrsiercst uHTHONTOpOoM n3opepmerta CYP3 A4, mosToMy ero COBMECTHOE MPUMEHEHHE
¢ cyoctparamu nzodepmernta CYP3A4 MoxeT ycunuTh IeicTBUE JaHHOTO cyOcTpara. CyOocTparsl
nzodpepmenta CYP3A4 ¢ y3kuM TeparneBTHYeCKUM JUAra30HOM, TaKUe KaK ajJ(eHTaH!II, aCTEMU30JI,
TeppeHaIuH, UU3ANPUA, HIUKIOCIOPUH, (EHTAHUI, TUMO3H/I, XUHUINH, CUPOIIUMYC, TAKPOIUMYC U
QJIKAJIOUB! CIIOPBIHBH (3PTOTaMHH, AUTHAPOIPTOTAMHH), y MAIMEHTOB, MOJYYAIOMIUX Ja3aTHHHO,
ClIeTyeT UCIOIB30BaTh C OCTOPOKHOCTHIO.

4.6. ®epTUIBLHOCTD, 0EPEMEHHOCTDb U JAKTALUSA

JKeHIMHEI ¢ IETOPOAHBIM ITIOTEHIINAJIOM (KOHTDaI_IeHHI/ISI Y MYKYMH U )I(CHIHI/IH)

HaIII/IeHTKI/I C COXpaHCHHBIM JACTOPOJAHBIM IMOTCHIHAIOM H CCKCYAJIbHO AKTHUBHBIC MYKUYHWHBL
JOJIDKHBI HCIIOJIB30BAaThb B(I)q)eKTI/IBHBIe MCTOJbl KOHTPALCIIIUK BO BPEMA JICUCHHA MU B TCUCHHC
MUHUMYM 3 MCECAILICB ITOCJIC €T0 OKOHYaHU .

bepemeHHOCTD

Ha ocHoBe ombiTa KIMHUYECKOTO MPUMEHEHHS MPEIoiaraeTcs, yTo Ja3aTUHUO IpU MpHEeMe BO
BpeMsi OEpEeMEHHOCTH BBI3BIBACT BPOJKACHHBIC TOPOKH Pa3BUTHUS, BKIIOYAs Je(eKThl HEpBHON
TpYOKH, U BpeaHbIe (hapMakosoruyeckue 3QpQPeKTrl Ha M0/,

HccnegoBaHus Ha )KUBOTHBIX ITOKa3aJIu PCOPOAYKTHBHYIO TOKCHYHOCTD.

Jazatunu® He clielyeT MPUMEHATH BO BpeMsi O€PEMEHHOCTH, 3a HCKJIIOYEHHUEM CIydaeB, KOTja
KIIMHUYECKOE COCTOSTHUE JKEHIIMHBI TPeOyeT JICUeHUS 1a3aTHHUOOM.

Ecoim  nazatunn® wucnonb3yercs BO BpeMs OEpeMEHHOCTH, TAaIlMeHTKa JOJDKHA  OBITh
MporH()OPMHUPOBaAHA O TOTEHIIUAIBHOM PUCKE JUIA TJI0/A.

JlakTarnms

Wudopmanus o BbIIENEHUH Ja3aTHHMOAa B TIPYJHOE MOJOKO UYeJIOBEeKa MM >KHBOTHBIX
HEJ0CTaTOYHA/OrpaHUYEHHa.

DU3NKO-XUMUYECKHUE U AOCTYIIHBIC q)apMaKOI[I/IHaMI/I‘IeCKI/Ie/ TOKCHUKOJIOTUYCCKHUEC HaHHBIC O
lIaSaTI/IHI/I6e YKa3bIBalOT HAa OKCKPCUHIO B I'PYAHOC MOJIOKO, U HEJIB3d UCKIIIOUYNUTH PUCK IJIA pe6eHKa.

KOpMJIeHI/IC TPYAbIO BO BPEMS JICUCHUS ,Z[aSaTI/IHI/I6OM JOJIXKHO OBITh MMPCKPAIICHO.

DdepTIbHOCTE

B uccnenoBaHMsX Ha >KMBOTHBIX JIEUEHUE Ja3aTMHUOOM HE BIMSIO HAa (EpTHIIBHOCTH CaMIIOB U
caMoK KpbIc. Bpaun u apyrue meaunuHckie pabOTHUKY AOKHBI COOOIIUTh MyKUWHaM-TIallUeHTaM
PENnpoIyKTUBHOTO BO3pacTa 0 BO3MOXKHBIX d((dekTax ga3aTuHNOa Ha PepTHILHOCTh U PACCMOTPETH
BOIIPOC O KPUOKOHCEPBAIIUU CIIEPMBI.

4.7. BiusiHue Ha CHOCOOHOCTH YNPaBJIATH TPAHCHOPTHBIMH CpeICTBAMM H padoraTh
¢ MeXaHM3MaMH
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TPAHCIIOPTHBIMU CPCACTBAMU U pa6OTaTB C MCXaHU3MaMH. HaLII/IeHTOB CICAYyCT NIpCAynpCAnuThb, YTO
BO BpeMsI JICYEHHS J1a3aTHHUOOM Y HUX MOTYT BO3SHHMKHYTh HEKEJIATEJbHBIC PEAKINH, TaKue Kak
TOJIOBOKPY)KEHHE I HEYETKOCTh 3peHus. [losTomy cienyer coOmofaTb OCTOPOKHOCTH IPU
BOJK/ICHUH aBTOMOOMJIS WiIK paboTe C MEXaHU3MaMH.

4.8. HexkesaTeJibHbIE peaKIUU

Pesrome nmpodurst 0e3onacHOCTH

VY GoJIbIIMHCTBA B3POCIHBIX MAIlMEHTOB HEXeNaTeJbHbIE PEaKui ObUTH MPEXOAALIMMH, JICUCHUE
Ja3aTHHUOOM OBLIO MPEKpAIIeHO W3-3a HEeXKeJIaTelNbHbIX peakuui y 12% manueHTOB ¢ BIEpPBBIC
BBISIBIIEHHON XpoHu4eckoil (azoit XMJI Ph+, a taxke y 15% nammentoB ¢ XMJI B xpoHHUECKOH
($aze ¢ PE3UCTEHTHOCTHIO K MMATHHUOY WM €ro HemepeHocuMocThio, y 16% ¢ XMJI B daze

akceneparuu, y 15% ¢ XMJI B ¢aze muenonHoro 01acTHOTO Kpu3a, a Takke y 8% manueHToB ¢
OJIJI Ph+.

Cpenu nereii ¢ xponnueckoii hazoit XMJI Ph+ BBumy cepbe3HbIX HeXeNaTeIbHBIX PEaKInil Teparus
na3zaTUHUOOM ObLTa mpekpaieHa B 1,5% crnyuaes.

[Tpodunes Ge3omacHOCTH MPUMEHEHUS Ja3aTUHNOA B ACTCKOW MOMYISIuK manueHToB ¢ XMJI Ph+
B XpOHMYECKON (pa3ze B IEJIOM COOTBETCTBOBAN MpOoduio 0e30MacHOCTH Yy B3POCIbIX MAIUEHTOB,
3a UCKJIIOYEHUEM OTCYTCTBHSI CJIy4aeB JIETOUYHOM THIEPTEH3UH, IMEPUKAPIUAIBLHOTO BHITIOTA,
IJIEBPAJILHOTO BBINIOTA, OTEKA JIETKHX.

TabauaHoe PE3FOME HEXKEIATCIbHBIX PEaKIUI

JlaHHBIE O HEXKENATeJIbHBIX PEaKLHUSAX, BO3HUKABIIMX IPU TPHEME Ja3aTUHHOA, MPEICTABICHBI B
tabmuie 3. YacToTa BOSHUKHOBEHHS TOOOYHBIX 3()()EeKTOB MPUBEACHA B COOTBETCTBUHU CO IIKAJIOM:
oudeHb vacto (>1/10), gacto (>1/100, Ho <1/10), Heuacto (>1/1000, Ho <1/100), penxo (>1/10 000,
HO <1/1000), yacToTa Hem3BecTHA (HAa OCHOBAaHMH UMEIOIINXCS JAHHBIX OIEHUTH HEBO3MOXKHO).

Ta0auna 3. HexxenaTenbHbIS PCaKknnn, BO3HUKABIINEC IIPU IIPUEMEC I[aSaTI/IHI/I6a

OuyeHb 4YacTo Yacto Heuacto Penxo

Hupexyuu u unsazuu

Nudexnuu (B ToM [TneBMoHUA (B TOM
qucie qucie
OakTepualbHBIE, OakTepuainbHasi,
BUPYCHEIE, BUpPYCHas 1
IrpUOKOBBIE) rpubKoBas),

HHQEKIMHA BEPXHUX
JIBIXaTEIbHBIX ITyTEH,
repreTuvecKue
WH(DEKIHH,
SHTEPOKOJIUT, CEIICHC
(B TOM unCIE
HEYacTo —

C JEeTaIbHBIM
HCXO0JIOM)

Hapywenus co cmoponul kposu u aumghamuueckoii cucmemol

Muenocymnpeccus debpunbHas JlumdanenonaTus, OpurpobiacToneHus
(BKITIOYAs aHEMHUIO, HEHTPOTICHUA nuMdoneHus

12



[ |

COOTBETCTBYET 3KCMEPTH

ot 05.11.2025 N= 275!

—

DEATENBHOC To 00l

(HOCHED!
Od4enb yacTo Yacro “Hewacto Penxo
HEUTPOIECHUIO,
TPOMOOITUTOTICHHIO)
Hapywenus co cmoporvl ummynHotU cucmemsl
Peaxnuu AHaQUITaKTHYECKHIA IIOK

THIIEPYyBCTBUTEIEHOCTH
(B TOM umCIE y3M0BaTas
spuTEMa)

Dnooxpunnvie HapyuieHus.

l'unotupeos T'unieptupeos, TUPEOUIUT
Hapywenus memabonuzma u numanus
Hapymenus I'unoans0ymMuHeMus, CaxapHsblii quadet
anmeTtuTa (BKJIIOYass | CHHAPOM JIU3UCA OITyXOJIH,
CHIDKEHHE alieTuTa, | 00e3BOKUBAHUE,
paHHee HACBIIICHUE, | THIEPXOJIECTEPUHEMHUS
MOBBIIIICHHE
aTmeTuTa),
TUIEPyPUKEMUS
Hapywenus co cmoponw nepenoti cucmembl
lonoBuas 6011k becconnuna, BbecnokoiicTgo, Cynoporu, HapyIieHue
JeTnpeccus, SMOILIMOHATFHAS MO3TOBOTO
HeHponaTHs TaOUITFHOCTB, TICUX03, KpOBOOOpaIieHus
(BKITIOUAS CHW)KEHUE JINOUJIO, (MHCYTIBT), TPAH3UTOPHAS
nepuepuvecKyro KpOBOM3NUSHUS (TaKve KaKk | MIIeMUYecKas aTaka,
HEHpONaTHIo), BHYTPUMO3TOBas reMaToMa, | BOCIAJIEHHE 3pPUTEIHHOTO
TOJIOBOKPYKEHUE, BHYTPUMO3TOBOE HepBa, napanuy VII napsi
M3BpallleHHe BKyCca, | KPOBOM3IMSHUE, YepermHO-MO3TOBBIX
COHJIUBOCTD AMUAypaIbHas reMaroma, HEPBOB (JIUIIEBOTO
BHYTPUYEPEITHOE HEpPBa), aTaKCHA,
KpPOBOUBIHUSHHE, JEMEHITHSI
reMOpparnuecKuii HHCYIIbT,
cybapaxHOHJATEHOE
KpPOBOUBIIHUSHHE,
cyOaypaiibHasi TeMaToMa,
cyOaypaibHOe

KPOBOU3IUSHUE), TPEMOP,
00MOpOK, aMHE3Us,
HapylICHUE PABHOBECHUS

Hapywenus co cmoponwvl opeana 3penus

3purensHbIe
paccTpoiicTBa
(HEUeTKOCTB,
PaCIUIBIBYATOCTb,
CHIDKEHHE OCTPOTBI
3pEHHs), CYyXOCTh
IJ1a3, KPOBOUBIIHUSHHS

KOHBIOHKTUBHUT, HApYIICHUS
3peHUs, CBETOOOS3HB,
CJI€30TE€YECHHE
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OuyeHb 4YacTo

Yacto

(oCAELD!
—Heq-auu

pEATENBHOCT

PC}J,KU

B CKJIEpy TJ1a3a,
KOHBIOHKTHUBAJIbHBIC
KPOBOU3BJIUSHHS

Hapywenus co cmoponvl opeana cnyxa u nabupunma

[Iym B ymax

Bepruro, noteps cinyxa

Hapywenus co cmoponsi cepoya

[epukapauansHbIit
BBINOT, apUTMUS
(BKITFOUAS
TaxUKapAHIo),
HapyIICHUS
(dhyHKIIMN cepama
(BKITFOUAS
KEITyJOUYKOBYIO
IcQyHKIHIO,
CeplIeuHYIO
HEI0CTaTOYHOCTB,
3aCTOMHYIO
CeplIeuHYIO
HEJIOCTaTOYHOCTD,
KapJANOMHUOTIATHIO,
3aCTOMHYIO
KapIHOMHUOIIATHIO,
JAaCTOIMYECKYIO
TcQyHKIHIO,
yYMEHBIICHHE
(hpaxmun BeIOpOCA,
KEITYTOUYKOBYIO
HEJIOCTaTOYHOCTH ),
y4alieHHoe
cepaneOueHue,
MOBBIIIICHHE
aKTHBHOCTH
MO3TOBOTO
HaTpUHypeTUYECKOTO
HenTHa,
TUCHYHKIIHS
MPaBOTO KeNMyJ0UKa,
KEITyI0YKOBast
TUIIOKUHE3HS

Y nnunenne unteppaia QT
Ha OKT', creHokapaus,
KapIuOMeranus,
HEPUKAPINT, JKEITyI0UKOBAas
aputMus (BKIIOYast

JKeIIy TOUYKOBYIO
TaxXUKapIuio), HPAPKT
MHUOKap/a (B TOM 4HCIIe

C JIETabHBIM UCXOJIOM),
n3meHeHus 3yomna T,
MOBBIIIIEHUE aKTUBHOCTHU
TPOIIOHMHA

Muokapaut, oCTpbIi
KOPOHApPHBIA CUHPOM,
OCTaHOBKa CEpALA,
YAIUHEHHE UHTEpBaIa
PR, umemuyeckas
0ome3Hs cepana,
MJIEBPONEPUKAPAUT

Hapywenus co cmopoHul cocyoos

KpoBoteuenns
(Takue KaK HOCOBBIE
KpOBOTEYEHHH,
KPOBOTOYHBOCTb
JIECEeH, TeMaTOMEI,
NEeTEeXHH, IIypIypa),
KpOMeE KeJlyI0UHO-
KHIIEYHBIX

«IIpunuBey,
MOBBILIIEHHE
apTepHaAILHOTO
JABJICHUS

CHmxeHne apTepruabHOTO
JaByieHus, TpoMOohIeouT,
TpomMO03

«Jlerounoe cepate»,
OCTpBIN KOPOHAPHBIN
CHUHIPOM,
«MPaMOPHOCTBY KOXKH,
TPOMOO3 ITyOOKHX BEH,
ambonus
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MM NTEAQUER TENERAW TD UUUE)
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KpPOBOTEUECHUH U

KPOBOM3JIUSHUM B

LIEHTPAIbHYIO

HEPBHYIO CUCTEMY

Hapywenus co cmoponsl ObixamenbHOU cucmembl, Op2aHo8 2pyOHOU KIemKU U CpedoCmeHUs

IneBpasibHBIN BBIMOT,
OJIBIIIIKA

Jlerounsle
UHQUIBTPATHI, OTEK
JIETKHUX, THEBMOHMUT,
JIETOYHast
TUTNICPTECH3US,
Kaleiab

BponxuanbHas actMma,
OpoHXOCMa3M, JerovHas
apTepuanbHas THIIEPTEH3US,
nuchoHUs

OcCTpBIi pecIupaTOPHBIH
JIUCTPECC-CUHAPOM,
JIeroyHasi sM0oIus

Hapywenus co cmoponul drceny0ouno-kuumeuno2o mpakma

Huapes, TOIHOTA,
pBOTa, 00JIH B
JKUBOTE

Bocnanenne
CIIM3UCTHIX 000I0UEK
(BrITIOYas
MYKO3UT/CTOMATHT),
KeIyT0YHO-
KHIICYHBIE
KpPOBOTEUYEHHS,
JHCIICTICHS, B3AYTHE
KHUBOTA, 3aMI0PHI,
TacTPUT, IOPAKEHUS
MSTKUX TKaHEH
MOJIOCTH PTa
(BKITIOYAst CyXOCTh
BO PTY, XCUJIUT,
y3bIPEKOBBIE
BBICHITTAHUS Ha
rybax, CyXxocTh Iy0,
SI3BBI HA Ty0ax,
3pO3UHU CIU3UCTOMN
000JIOYKH MTOJIOCTH
pTa), KOJIUT
(BrITIOYaAs
HEUTPONIEHUYECKUI
KOJIUT)

Hucdarus, acuut, aHaTbHBIE
TPCUINHLI, U3BA3BJICHUA
BepxHuX 0oTHEN0B JKKT,
MaHKPeaTuT, 330(arur,
ractpodsodareaibHas
pedurokcHast 00Jie3Hb

Kenynouno-kumeunas
SHTEPONATHUs ¢ OTepen
Oenka, KUIIeyHas
HEMPOXOAUMOCTb,
OCTpBII IIaHKPEATUT,
aHAJILHBIA CBUIIL

Hapywenus co cmoponul neuenu u scenuesvl8o0sauux nymeu

XoiecTas, XOJCIUCTHT,
remaTur

Hapymeﬁuﬂ CO CNMOPOHbL KOJHCU U NOOKOINCHBIX

mxaneu

Koxnas cbinb
(BrITIOUaAs
JIEKapCTBEHHYIO
CBIIIb, IPUTEMY,
MyJIbTH(HOPMHYIO
3pUTEMY, IPUTPO3,
MaMyJIe3HYIO CHIIb,

3yn, yrpeBasi Chlllb,
aJIoTIeIusl, CyXOCTh
KOXH, TUIIEPIrUuapo3,
KparnuBHUIIA,
JIepMaTuT (BKIItOYas
IK3EMY)

KosxHbie 513Bb1, OyJUI€3HBIN
JEPMaTHT, HAPYIICHUS
MUTMEHTAIUN, TIOPAXKESHUS
HOI'TCH,
(dhoToceHcHOMITH3AIHS,
MaHHUKYIUT, CHHIPOM

JJaJOHHO -HOI[OHJBGHHOﬁ

JIeMKOIMTOKIIACTHYECKUI
BaCKyJIHT, pUOPO3 KOKHU
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ISATHHACTO-
MAIyJIE3HYIO CHIIb,
MyCTYJIE3HYIO CHIIb,
LIETyIIEHUE KOXH,

BE3UKYJISIPHYIO CHIIIb,

MaKyJIOIMyCTYJIE3HYIO
CBHIIIb,
9KC(ONMMATUBHYIO
CBHIIIb,
reHepaN30BaHHYIO
IpUTEMY,
TeHUTAJIBHYIO ChIIIb,
TEIUIOBYIO CHIIb,
Oenble yrpu,
MOTHULLY,
IIyCTYJIE3HBII
[ICOpHUa3, CHIIb,
3PUTEMATO3HYIO
CBIIIb,
(hOJLTUKYISPHY IO
CBIIIb,
TeHEPATU30BaHHYIO
CBITTb, MAKYJISIPHYIO
CBIITb, 3y IAIIYIO
CBIIIb, Pa3IpaKeHNE
KOXH, TOKCUYECKYIO
KOXKHYIO CHIIIb,
BE3HKYJIE3HYIO
YPTHKApHYIO CHIIb,
BaCKYJIMTHYIO CBIIIb)

SPUTPOTU3ECTE3NH,
WU3MEHEHUS BOJIOCSIHOTO
MOKPOBa, HEUTPOPHUITLHBIH
JiepMaTo3

Hapywenus co cmoponvl mbiuiedot, KOCMHOU

U COCOUHUMENbHOU MKAHU

KocTHO-MbIIIEYHAs
00J1b

ApTtpanrus,
MBIIIICYHAS
¢1a00CTh, MUANITHA,
KOCTHO-MBIIIIEYHAS
CKOBaHHOCTb,
MBIIICYHBIC CITa3Mbl

PabmoMuoaus, MHO3UT,
TEHIWHUT, OCTEOHEKPO3,
apTpur

3amemieHHas
WHBOIIONUS 31A(r3a,
3a/iep’KKa pocTa (JacToTa
JTAHHBIX TTOOOYHBIX

3¢ dexToB B
UCCIENOBAHMSX Y JIeTel
OTMEUCHA KaK «4acTO)

Hapywenus co cmoponwl nouex u mouesbigo0siuyux nymeti

[ToyeuHast HELOCTATOYHOCTb,
yualleHHOe
MOYEHCITyCKaHNE,
MPOTEUHYPHS, TeMaTypusl

Hapymenne ¢pynkuun
MoYeK

E€p€M6HHOCWlb, I’lOC]Z@pO()OGblL? nepuod U nepunamailbHble COCMOoOAHUA

CaMonpoun3BOIHHBINA
adopr

Hapywenus co cmoponuvl penpooykmueHoti cucmembsl i MOJOYHBIX Jiceie3
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PC}J,KU

FI/IHGKOMaCTI/IH, HapymeHus
MCHCTPYAJIbHOT'O TUKJIA,
BarvHaJbHBIC KPOBOTCUCHU,
MAaTOYHBIC KPOBOTCUCHUA

Obwue Hapyuienus u peakyuu 8 Mecme 88e0eHUs

[Tepudepudeckue
OTEKH (BKJIIOUas
JIOKAJT30BaHHBIC
OTEKH MOJIKOXKHOU
KJIETYATKA
pa3IM4HON
JIOKATU3aIIHH,
T'paBUTAlIlUOHHBIC
OTEKH), OTEK JIUIa
(BKITFOUAST OTEK
SI3BIKA, OTEK Ty0, OTEeK
00J1aCTH BOKPYT PTa,
OTCK KOHBIOHKTHBBEI,
OTEK B 00JacTH riaza
U BEK, OTCK
opOuTaIHLHON
KIIETYATKH,
epHOPOUTAIIEHBIC
OTCKH, MAKYyJISIPHBIC
OTEKH, OTE€YHOCTh
JIATIA), TIOBBITIICHHAS
YTOMJISIEMOCTb,
IIOBBIIIICHUEC
TEeMIepaTypsl Tela

I'enepanuzoBaHHbIE
OTEKH (BKIIOYas
3aJIePIKKY JKUIKOCTH,
orek JKKT,
reHepaIn30BaHHbIN
OTEK,
repuepuIecKuit
OTEK, OTEK, OTEK,
00y CIIOBJICHHBIN
cepAcyHOoI
HEJ0CTaTOYHOCTHIO,
napaHepaibHbIT
BBIIOT,
MOCTIPOLETYPHBII
OTEK, BUCLIEPAJIBHBII
OTEK), aCTCHHUSI,
00116, 00TH B TPyAH,
03HO00, CHIKEHHE
HJIN YBCIIMUCHUEC
MAaccCHI Telna,
CIIyTaHHOCTh
CO3HAaHUA

Hemomoranme, MOBEIIIEHAE
aKTUBHOCTHU
KpeaTnH()OoCchHOKHHA3HI,
MTOBBIIIICHHE aKTUBHOCTH
ramma-

[Ty TAMUAJITPAHCIICITUIA3HI,
MPOYHE MOBEPXHOCTHHIE
OTEKH (BKJItOYas OTCYHOCTh
MOJIOBBIX OPraHOB, OTEK B
MeCTe 1mope3a KOXKH, 0TeK
MTOJIOBBIX OPTaHOB,
OTEYHOCTH TOJIOBOTO YJICHA,
OTEK IOJIOBOTO 4YJICHA, OTCK
MOIIIOHKH, OT€YHOCTh KOXKH,
OTCYHOCTH SINYCK,
BYJIbBOBAIr'MHAJIBHYIO
OTEYHOCTB)

Hapyumenue noxoaxu

Kpome Toro, npu npruMeHeHHH Mpenapara rnojrydyeHa HHGpOopMaIus o CIeAYOIMX PeakiHsX, 4acToTa
KOTOPBIX HE YCTAaHOBJIEHA W/WJIM UX CBSI3b C IPUMEHEHHEM Jla3aTHUHUOA HE JoKa3aHa:

uHGhexyuu u uneazuu: peakTuBanus Bupyca renarura B (BI'B);

HapyweHusi co CmopoHul cepoya. GUOPUILISIIS TIpeICepAnil/TpenieTaHNe MPeICEePAnii;

HapyuleHust o CMopoHsl cocy00s. TpoMmboTnueckas mukpoanruonarus (TMA);

HAapyweHus cO CMOPOHbL ObIXAMENbHOU CUCTEeMbl, OP2aHO8 2PYOHOU KIeMKU U CPeOOCmeHUs:
WHTEPCTULIMATbHBIE 3200I€BaHUS JIETKUX, THEBMOHMUS,

HApyueHus co cnopoHbl JKKT: KEIIyJOYHO-KHMIICYHOE KPOBOTCUYCHHUE C JICTATILHBIM UCXOO0M,

HAPYUleHus co CmopoHbl KOXCU U NOOKONCHbIX MKAHEIL: CUHIPOM CTHBGHC&*}I)KOHCOHa;

HapyuleHus co CMopOoHbL NOYEK U MOUeBbIBOOAWUX nymell: HePPOTUUECKHH CHHAPOM,;

JnabopamopHvle u UHCMPYMEeHmMAalbHble OaHHbLE:

® TPOMOOILMTOIEHHUS, aHEMHsI U HeWTporneHus 3-i i 4-il creneHu, 0coOOEHHO Yy MAlMEeHTOB C
no3aauMu pazamu XMJI min octpeim OJIJI Ph+;

® TUIMOKaJIHEMHUsl, TUTIOKaNbLeMus, runodocdareMusi;

® T[OBBINICHUE aAKTUBHOCTH TIeYeHOUHbIX TpaHcamunas (AJIT, ACT);

® TIOBBIIIEHHE KOHIEHTPALUU OUTMPYOHHA /UM KPeaTUHUHA B CHIBOPOTKE KPOBH.
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Hawnbonee yacTeiMu HEXENATEIbHBIMU PEAKITUSIMU TIPH an/IM&reHIMEﬂagémIlﬁgg:v ;'IS;III/l'élI:IlTCI)'i?»4|

BriepBble BbIsiBIeHHBIM XMJI Ph+ B Xxponuueckoil (aze sBIAIOTCS 3a1epikKa KUAKOCTH U AUApes,
a y MallMeHTOB C PE3UCTEHTHOCTBHIO WJIM HENEPEHOCUMOCThIO UMaTHHUOA — 3aJepiKKa KUAKOCTH U
auapesi, TOJOBHas OOJb, OJBINIKA, ChIllb, YCTAJOCTh, TOIIHOTA, KPOBOMZIHMSIHUA (HAIpHUMED,
eIy JOUHO-KUIIEYHbIE KPOBOTEUYEHUS).

N3menenus nabopaTopHbBIX MOKa3aTelNel y JeTei COOTBETCTBOBAIM H3MEHEHHSM 3THX TTOKa3aTesei
Y B3pOCJIBIX HAI[UEHTOB.

eTH
Lemu ¢ OJIJI Ph+ npu ucnoavzosanuu oazamunudba 8 KOMOUHAyUU ¢ Xumuomepanuetl

HexenatenbHble peakiuu, OMHCAaHHBIE B JIBYX IMEIUATPUUYECKUX HCCICIOBAHUIX, B KOTOPBIX
Na3aTUHUO MPUMEHSUICS B COUETAaHUU C XUMHUOTEpanuei, COOTBETCTBOBAIA U3BECTHOMY MPOQUIIIO
0€30macHOCTH Ja3aTHHUOA Yy B3pOCHBIX H OXHIaeMOMYy 3(PGeKTy OT XHMHOTEparuu, 3a
UCKIIIOYEHHEM MEHbBIIeH BCTPEYaEMOCTH IUIEBPAJIbHOTO BBHINOTAa y JAETed MO CpPaBHEHUIO CO
B3POCJIBIMH.

B wuccnenosanuu c¢ ywactuem gereid ¢ OJIJI moxazarenu 1a00paTOPHBIX OTKIOHEHHMA
COOTBETCTBOBAJIM U3BECTHOMY MPOMUITIO OE30MACHOCTH /ISl TAOOPATOPHBIX MAPAMETPOB Y B3POCIIBIX
nanueHToB ¢ OJUJI, nony4aBmux GOHOBBII KypC XUMUOTEPATTUH.

Coo011esune 0 Moa03pEBAEMBIX HEXKEIATEIbHBIX PEAKIINIX

BaxHo coo0marb O MOJO3PEBAaEMbIX HEXKEJIATENIBHBIX PEAKIMAX [OCIe  PerucTpaluu
JIEKapCTBEHHOI'O IIperapara C LEeIbl0 O0ECHeueHUs HENPEpPbIBHOIO MOHUTOPHHIA COOTHOIIEHUS
«I10JIb3a—PUCK» JIEKAPCTBEHHOT O Npenapara. MeIuMHCKUM pabOTHUKAM PEKOMEHAYETCs cO00IaTh
0 JIOOBIX I10/I03PEBAEMBIX HEMKEJATEIIBHBIX pPEaKLUUsAX JIEKAPCTBEHHOrO IIperapara 4epes
HallMOHAJIbHBIE CHUCTEMBl COOOLIEHHMSI O HEXENATeNbHbIX pPEaKLUUsAX T[OoCylapcTB — YIEHOB
EBpa3uiickoro "’KOHOMUYECKOTO COKO3a.

Poccuiickas @enepanns

®denepanpHas cayx0a o Haa30py B cdepe 3apaBooxpanenus (Pocznpasruanzop)
109012, r. MockBa, CnaBsiHcKasl ruiomaib, 1. 4, ctp. 1

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

DnektponHas mouta: pharm@roszdravnadzor.gov.ru uru npr@roszdravnadzor.gov.ru
CaiitT B mHGOpPMaIIMOHHO-TEIEKOMMYHUKAIIMOHHOM ceTu «HTepHEeT»:
https://www.roszdravnadzor.gov.ru

Pecny6nuka Kazaxcran

PI'TI ma IIXB «HanuoHanbHBIM LEHTP HKCIEPTU3BI JIEKAPCTBEHHBIX CPEACTB M MEIULIMHCKHUX
m3nenuity  Komurera MemuIMHCKOrO M (papManeBTHYECKOro KOHTpoist  MuHHcTepcTBa
3npaBooxpaHeHus Pecnyonuku Kazaxcran

Z00T6ES, r. Acrana, yn. A. Fimanosa, 13

Tenedon: +7 (7172) 235 135

OnekrponHas nmouta: farm@dari.kz

CaiitT B mHGOpPMAIIMOHHO-TENIEKOMMYHUKAIIMOHHOM ceTu «HTepHeT»:

http://www.ndda.kz

Pecny6nmka benapychb
Pecnybnukanckoe yHuTapHoe npeanpusitie «LIeHTp sKcrepTr3 U UCTIBITaHUH B 3paBOOXPAHEHUNY
MunucrepcTBa 3apaBooxpanenus Pecnyonuku benapychb
220037, r. MuHnck, ToBapumeckuii mep., 2a
Tenedon: +375-17-242-00-29
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DnexktponHas moyra: recpl@rceth.by (NOCNEROBATENLHOCTE 0004)

CaiiT B nH(pOpPMaIIMOHHO-TEIEKOMMYHUKAITMOHHON ceT «MHTepHeT»:
http://www.rceth.by

PecryOonnka Apmenust

I'HKO «lleHTp 3KcnepTU3bl JIEKAPCTB U MEAULIUHCKUX TEXHOJIOTHII»
0051, r. Epesan, nip. Komuraca, 49/5

Tenedonst: (+374 10) 20-05-05, (+374 96) 22-05-05

DnekTpoHHas rmoyvra: info@ampra.am

CaiiT B nH(pOpMAIIMOHHO-TEIEKOMMYHUKALMOHHOM ceTH «HTepHeT»:
http://www.pharm.am/index.php/ru

Keiprezckas PecyOnmka

JlenmapTaMeHT JIEKapCTBEHHBIX CPEACTB U MEAULIMHCKUX M3/ MUHUCTEPCTBA 3/1paBOOXPaHEHUs
Koipresckoit Peciyonuku

720044, r. bumkex, yi. 3-1 auHus, 25

Tenedon: (996) 312 21-92-86

Onekrponnas nouta: dismi@pharm.kg

CaiitT B muHGOPMAIIMOHHO-TENIEKOMMYHUKAIIMOHHOM ceTu «HTepHeT»:

http://www.pharm.kg/

4.9. Ilepeno3upoBKa

CHUMIITOMBI

Ilepeno3upoBka 1a3aTUHUOOM 3aperucTpUpoBaHa y JBYX MAallMEHTOB, NPUHUMABIIHUX B TEUCHHE
1 nenenu mo 280 Mr mpemapata B J€Hb, YTO IPHUBEJIO K 3HAUYUTEIBHOMY CHUKEHHIO YHCIIA
TPOMOOIUTOB.

Jleuenue

B cirydac nepeao3npoBKU Tpe6yeTc;1 TIIATCIBHOC HaGJ’IIOI[eHI/IC 3a MaqUCHTaMU C LECJIbIO KOHTPOJIA
CTCIICHU MUCIIOCYIIPCCCHHU, TTPU H€O6XO}II/IMOCTI/I — CUMIITOMAaTUYCCKasA TCparius.

5. PAPMAKOJIOTMYECKHUE CBOMCTBA

5.1. ®apmakoauHaMHuYecKHe CBOlicTBa

dapmakoTepaneBTHUECKasi TPyINa: MPOTUBOOIYXOJIEBbIE CPEJCTBA; MHIMOUTOPHI MPOTEUHKUHA3;
uHTHOUTOPHI THpOo3uHKUHA3sl BCR-ABL.
Kon ATX: LO1IEA0O2

MexaHusM aeicTBus

B ycnmoBusx in Vitro nma3aTMHUO TPOSBISET aKTHBHOCTh HA KIETOYHBIX MOJEISIX JIeHKO3a B
OTHOIICHWH KaK YYBCTBHTEIBHBIX, TaK M PE3UCTEHTHBIX K HWMAaTHHUOY KIeToK. JlazaTmHHO
MIPEOJIOJIEBACT PE3UCTEHTHOCTh K HMMaTUHHOY, CBA3aHHyI0 ¢ runepakcnpeccueii BCR-ABL,
oOycnoBnennoit  Mmytamusimu  nomeHa BCR-ABE-kuna3el, akTuBanuel  ambTepHATHBHBIX
MeXaHU3MOB, HHAyHUpytonmx kuHa3el cemerictBa SRC (LYN, HCK), a Takxe ¢ runepakcnpeccuei
reéHa MHO’KECTBEHHOM JIEKAPCTBEHHOW PE3UCTEHTHOCTH.

[Tpu uccnenoanuu mytanuii jomeHa BCR-ABL B xone KU y manneHToB ¢ BIiepBbIe BBISBICHHBIM
XMIJI B xpoHndecko#t (haze, MpeKpaTUBIINX MPHUEM Ja3aTHHUOA, ObUTH BBISBIEHBI MyTarmn 1315,
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F3171/L u V299L. Ha ocHOBaHMH KCIIEPUMEHTOB iN Yitro ﬂa35%ﬁa%%%fi;ﬁw gé‘lI}fb;{'BJ'T'ﬂ%'T

MY OTYETY

AKTUBHOCTH B OTHOLIEHMH MyTauuu T3151

dapmarkogmnaamMudeckue 3O PEKTeI

Hazatunu6 uarndupyer tuposnHkuHasy BCR-ABL u tuposunkunasel cemeiictBa SRC, a Taxoke
MHOTHE JIpyrue OHKOTeHHbIe KMHa3bl, BKItouas c-KIT, kuna3zy adppunooro (EPH) penenrtopa u
PDGFB-peuentop. a3atunu6 sBIseTCS MOLUTHBIM CYOHaHOMOJISIPHBIM HHTHOUTOpOM KuHa3sl BCR-
ABL c aktuBHOCTBIO TIpu KOHUEHTparuu 0,6—0,8 HM. OH cBs3bIBAaETCS Kak ¢ HEAKTUBHOM, TaK U C
akTUBHOHM KoH(popMmarmen pepmenta BCR-ABL.

5.2. apMaKkoOKHHeTHYeCKHE CBOHCTBA

AOGcopbuus

AOcopOuust  ObicTpas. MakcumaiibHash KOHIIGHTpalus Ja3aTHHUOA TI0Ciie MpueMa BHYTPb
Habmonaercs uepes 0,5-3 vaca y B3pocisix u yepe3 0,5-6 yacoB y neTei Bcex BO3PACTHBIX TPYIIL.
AUC u BbIBeICHUE SIBJISIIOTCS 10303aBUCMMbBIMU B JMana3zoHe 7103 oT 25 g0 120 mr 2 pasza B JeHb.
Cpennuii oOIIMI TEPMHUHAIBHBIA TEPHOJ] IMOJYBBIBEICHUS Ja3aTHHHOA Y B3POCIBIX MAIIMEHTOB
cocTaBisieT 5—6 yacoB, y neTeit — 2—5 4acos.

[Ipu mpueme onHokpatHoit A03b61 100 Mr gazatunuOa y B3pocibix uepe3 30 MUHYT IMOCIE mpuema
MUIIM C BBICOKUM COJEp>KaHUEM >KUPOB oTMmeuaeTcs yBenuueHue cpeaneit AUC na 14%, mocne
npreMa MHIMA C HU3KAM CcojepXaHueMm >KupoB — Ha 21%. IlpumeM mnumm HE OKa3bIBacT
CYLIECTBEHHOT'O BIUSHUS Ha BcackiBaHue. [Ipu mpuMeHeHnn HaToaK BapradeIbHOCTh CHCTEMHOTO
BO37CHCTBUS na3atuHuOa (Kodpdunment Bapuanuu 47%) okaszanach BBIIIE, YeM INPU TPUEME C
HexXupHOU (koddurment Bapuaruu 39%) u xxupHoit (kodpdunment Bapuanuu 32%) NUIIei.

Hcxons w3 pe3ynbTaToOB TMOMYJISIIHOHHOTO (PapMaKOKHHETHYECKOTO aHajln3a BapHaOelbHOCTh
CHCTEMHOT'O BO3JICHCTBHsI Ja3aTMHUOA B OCHOBHOM OOYCIIOBJICHA BHYTPHHHIMBHIYaIbHON
BapuadenbHOCTRI0 OnomocTynHOCTH (Koddduuuent Bapuannu 44%) M B MEHbIICH CTEIIEHU —
MEXHUHIUBHTyaIbHON BapHaOenbHOCThI0 OMOJOCTYITHOCTH U KIIMpeHca (Ko GHUIMEeHT Bapranuu 32
u 30% cootBercTBeHHO). CiiyyaiiHas BHYTPUMHIUBHUIYaIbHAs BApHAOEIBHOCTD TPEANOI0KUTEITHEHO
HE BIIMSET Ha CYMMapHO€ CUCTEMHOE Bo3/ieHCcTBHE U 3()(PEeKTHBHOCTD MIIM 6€30IaCHOCTb.

Pacnopenenenne

Kaxymuiics o0bem pacnpeneneHus na3atuHubOa y ManueHToB cocrtaBisier 2505 1, dro
CBUJICTEILCTBYET O 3HAYUTEIHLHOM PACIpPEICICHUN BO BHECOCYIUCTOM IpocTpaHcTBe. [lpm
UCIONIb3YEMBIX B KJIMHMYECKOW MPaKTUKE KOHICHTPAIUSX CBS3bIBAHHME Aa3aTHHHOA C Oenxamu
m1a3Mbl coctaBisgeT 96%.

EI/IOTDaHCd)ODMaI_II/ISI

N3opepment CYP3A4 sBnsercss OCHOBHBIM (DEpMEHTOM, OTBETCTBEHHBIM 3a METa00IM3M
nazatunuba. Iocne mpuema BHyTph 100 Mr [Y*C]-nasarmuu6a 310poBbIME 106poBOnbIaMH 29%
PaAMOaKTUBHOCTH B IUIa3M€ MPUXOIWIOCH HA JOJNI0 HEW3MEHEHHoro naszatunuba. Cynsg mo
KOHIICHTPAIIMH B IUTa3Me U aKTUBHOCTH IN Vitro, MOYXHO MPEAIOI0KHUTh, YTO METAOOJIUTHI HE HTPAIOT
OOJBIIION POy B (hapMaKOJIOTHIECKOM JICUCTBUU Ja3aTUHUOA.

ONUMUHALIMA

[Ipenapat BBIBOAWTCS TJIaBHBIM OOpa3oM KHUIIIEYHHKOM, MTPEUMYIIECTBEHHO B BHJIE€ METaOOIMTOB.
IMocne oxHOKpaTHOro mpueMa BHYTph [*C]-nasaTunuba 4 u 85% paguOaKTHBHOCTH BBIBOIHUTCS
MOYKaMU W KHIIEYHUKOM COOTBETCTBEHHO B TedyeHue 10 cyrox. HewsmeHeHHBIA ma3aTUHUO
cocraBiseT 0,1 u 19% 0361, BEIBOAUMOIM MOYKAMU U KUIIEYHUKOM COOTBETCTBEHHO, OCTajbHas
4acTh JI03bI TIPEACTABICHA META00IUTaMH.
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dapMaKOKUHETHKY Ja3aTHHUOA U3YYaad y 8 MalHMEeHTOB C M&HMEEDWEMHTMKH I

COOTBETCTBYET ZKCNEPTHOMY OTUETY

MEYEHU MOCe OJHOKPATHOTO Mpuema mpemnapara B Ao3e 50 Mr u y 5 HanmUEHTOB C TSKEIbIM
HapylieHneM (pyHKIHY MEYeHHU Moclie 0IHOKPATHOrO IIpreMa Ipenapata B 103¢ 20 Mr B CpaBHEHUH
¢ (hapMaKOKMHETUKOH Yy 3A0POBBIX JOOPOBOJIBIIEB MTOCIIE MpreMa npenapara B 1o3e 70 mMr. 3HaueHus
Cmax 1 AUC ps pazatuHu6a Obumn Hke Ha 47 w1 8% COOTBETCTBEHHO IIPH YMEPEHHOM
MOBPEKICHUH TIEYCHH TI0 CPABHEHUIO CO 3HAYCHUSIMU Y 3JI0POBBIX JOOPOBOJIBIIEB. Y TAIIMEHTOB C
TSDKEIIBIM HapylieHHeM (QYHKIUU TeueHu CcHikeHue 3HadeHuH Cmax 1 AUC s ma3zatuHuOa
nocturaino 43 u 28% coOTBETCTBEHHO.

v IMaUCHTOB C HAPYHICHUAMU q)YHKI_[I/II/I IIOYCK (l)apMaKOKI/IHeTI/IKa I[a?)aTI/IHI/I6a HE UBMCHJSCTCA.
CTH

B xone uccnenoBanus GpapMakOKHHETHKH C yIaCTHEM MAI[MEHTOB JETCKOTO BO3PACTa PEryIupyeMoe
no3upoBkoi neiicteue nazatuHuOa (Cavg, Cmin 1 Cmax) ObUIO cxokuM aist manueHtos ¢ XMJI B
xpoHuueckon (daze u narenTor ¢ OJIJI Ph+.

CyliecTBeHHBIX pa3Inuuii B papMaKOKHHETHKE MEXIY JIETbMHU U TIOJIPOCTKAMHU HE HAOII0AaIOCh.

6. PAPMAIIEBTUUECKHUE CBOMCTBA
6.1. [lepeuensb BcnoMoraTebHbIX BeleCTB

BcnomorarenpHbIE BEIIESCTBA!

[emmono3a Mmukpokpuctamuaeckas tum 101
JlakT03BI MOHOTHUPAT

Kpockapmennosza Hatpust

I'unpomennosza

Maruus creapat

CocTaB [IeHOYHON 000JI0YKHA

[TonMBUHUIOBBIN CIUPT
Maxkporoin 4000

Tanbk

Turana guokcuna (E171)

6.2. HecoBMecTHMOCTDH

Henpumenumo.

6.3. Cpok roaHocTH (CpoOK XpaHeHusl)

2 rona.

6.4. Oco0Oble Mepbl MPEIOCTOPOKHOCTH MPH XPAHEHUH
XpaHuTh Npu TEMIiepaType He Bbiie 25 °C.

6.5. XapakTep u coaep:KaHHe YIAKOBKH

ITo 60 Ttabnerox (ans mo3upoBok 20 mr, 50 mr, 70 mr) wiu no 30 tabnetok (A 103upoBOK 80 M,
100 mr) B 6aHKY MTOJTMMEPHYIO (U3 TTOJIMATUIIEHA BEICOKOU TIJIOTHOCTH ) JIJISI JISKAPCTBEHHBIX CPEJICTB,
YKYTOPEHHYIO KPBIIIKON MONMMMEPHON (M3 MOJHUIPONUIEHA) C BIArONOTIOTUTEIEM U KOHTPOIEM
TIEPBOTO BCKPBITHUS.
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ATUKETKY.
Kaxxnyro 6aHKy BMeCTe ¢ JTMCTKOM-BKJIQJIBIIIIEM IOMEIIAIOT B MAYKy U3 KapTOHA KOPOOOYHOTO.
6.6. OcoOble Mepbl NMPETOCTOPOKHOCTH MPH YTHIU3ANMUH MCIOJIb30BAHHOTO JIEKAPCTBEHHOI 0

npenapara WJiM OTXO0JI0B, NMOJYYeHHBIX MOcje NMpPUMeHEHHsl JeKAPCTBEHHOI0 Ipenapara,
U Ipyrue MAHUNYJISIHHA ¢ TPenapaTom

Her oco0bIx TpeboBanmii.

7. AEP)KATEJIb PETUCTPAIIMOHHOI'O YIOCTOBEPEHMUSA

Poccuiickas @enepanust

AO «P-®apm»

123154, r. Mockga, yi. bep3zapuna, 1. 19, k. 1
Tenedon: +7 (495) 956-79-37

daxc: +7 (495) 956-79-38

OnektponHas moura: info@rpharm.ru

7.1. IIpeacTaBUTENb AEpPrKATE/ISI PETHCTPALMOHHOTO Y10CTOBEPEHUSI

IIperen3uu norpeduUrTesieil HanpPasJITh 10 AIPECY:

Poccuiickas ®enepauus, Pecriybnnka Apmenus, Keipreizckas PecniyOmnuka

AO «P-®apm»

123154, r. Mockga, yi. bep3zapuna, 1. 19, k. 1
Tenedon: +7 (495) 956-79-37

dakc: +7 (495) 956-79-38

OnektponHas moura: info@rpharm.ru

[IpencraButens AO «P-®apm» B Pecmybnuke Kazaxcran

TOO «P-®apm Kazaxcran»

Pecniy6nuka Kaszaxcran, ropoa Anmarsl, boctanapikckuii paiion, [Ipocriekt Anb-®apadu, mom 17/1,
(IT®LL «Hypner-Tay» 6ok 5b) H.1m Nel8, mouroBsit unaexc 050059

Tenedon: +7 (727) 325-01-00 (4024)

daxc: +7 (727) 325-02-00, +7 (727) 325-03-00

OnektponHas mouta: safety KZ@rpharm.ru

[Ipencrasutens AO «P-Dapm» B Peciyonmke benapych

220035, Pecny6siuka benapycs, r. MuHck, yi. TumupsizeBa, 1. 72, od. 1210
Tenedon: +375-17-336-00-81
OnexrponHas noura: safety BY @rpharm.ru

8. HOMEP (HOMEPA) PETUCTPALIMOHHOI'O YAOCTOBEPEHUS

9. KATEI'OPHUs OTITYCKA JIEKAPCTBEHHOI'O ITPEITAPATA
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COOTBETCTBYET ZKCNEPTHOMY OTUETY
ot 05.11.2025 N= 27588

y MO DBA HOCTE 0004
JlexapCTBEHHBIN TIpenapaT OTHOCUTCS K KATETOPHH OTIIYCKa nbwelueﬁllz'v:.l"" BATEINEHOCTL 0004)

OOmiast xapakrepucTuka jekapcrBennoro npernapara JJASATUHUDB noctynHa B eIuHOM peecTpe
3aperUCTPUPOBAHHBIX JIEKAPCTBEHHBIX CPeICTB EBpa3suiickoro 3KOHOMHUYECKOIO COK3a M Ha

ounmansHOM caure YIIOJTHOMOYEHHOI0 oprana (3xcnepTHOM OpraHu3alim)
https://Ik.regmed.ru/Register/EAEU_SmPC.
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