COOTBETCTBYET ZKCNEPTHOMY OTHETY

ot 17.04.2024 N2 7693

(NOCNEQCBATENEHOCTE 0002)

OBLIASA XAPAKTEPUCTHUKA JIEKAPCTBEHHOI'O IIPEITAPATA

1. HAUMEHOBAHUE JIEKAPCTBEHHOI'O ITIPEITAPATA
JA3BATUHUB-ITIPOMOME], 20 mr, Ta0eTku, MOKPHITHIC TUICHOYHONH 000JI0UKON
JA3BATUHUB-ITIPOMOME], 50 Mr, TabyieTku, MOKPHITHIC TUICHOYHONH 000JI0UKON
JA3SATHUHUB-ITIPOMOME]], 70 Mr, TabnaeTku, MOKPHITHIC IJICHOYHON 000JI0YKON
JA3SATHUHUB-ITPOMOME]], 80 mr, TabnaeTku, MOKPHITHIC IJICHOYHONH 000JI0YKOH
JA3BATUHUB-ITIPOMOME/, 100 mr, TabNeTKH, MOKPHITHIE INIEHOYHOW 000JI0UKOIMA
JA3BATUHUB-ITIPOMOME/, 140 mr, TabJeTKH, MOKPHITHIE INICHOYHOW 000JI0YKOM

2. KAYECTBEHHBIN 1 KOJTMYECTBEHHBIN COCTAB
JeticTByro111ee BEIIECTBO: Ja3aTHHUO.

JTASATUHUB-TIPOMOME/L, 20 Mr, Ta0JIeTKH, HOKPBITHIE IJIEHOYHOW 000JI0YKON

Kaxnas Tabnerka cogepxut 20 Mr na3atuHuba (B BUIe MOHOIHIPATA).
BcmoMorarenbHbIE BEIIECTBA, HATMYHE KOTOPBIX HA/IO YYHTHIBATH B COCTABE JICKAPCTBCHHOTO

npenapara: jlakrosa (cM. pasuen 4.4)

JTASATUHUB-TIPOMOME/L, 50 Mr, Ta0JaeTKH, HOKPBITHIE IJIEHOYHOW 000JI0UYKON

Kaxnas tabnerka comepxut 50 mr gazatuan6a (B BUae MOHOTHIPATA).
BcmoMoratenbHBIE BEIIECTBA, HATUYHE KOTOPBIX HAJIO YYHTHIBATH B COCTABE JICKAPCTBEHHOTO

npenapara: jlakrosa (cM. pasnen 4.4)

JTASATUHUB-TIPOMOME/L, 70 Mr, Ta0JIeTKH, HOKPBITHIE IJIEHOYHOW 000JI0UYKON

Kaxnas Tabnerka cogepxut 70 Mr na3atunuOa (B BUIC MOHOTH/IPATA).
BcemomorarenbHbIe BEIIeCTBa, HATMYHE KOTOPHIX HAI0 YYHTHIBATh B COCTAaBE JICKAPCTBEHHOTO

npenapara: jaktosa (cM. paszzaen 4.4)

JTASATUHHUB-TTPOMOME/L, 80 Mr, Ta0JIeTKH, HOKPBITEIE IJIEHOYHON 000JI0YKOM

Kaxmas Tabnerka cogepxut 80 mr mazatunuba (B BUIe MOHOTHIPATA).
BcmomorarenbHbIe BEIlIEeCTBa, HAIMYME KOTOPHIX HAI0 YYUTHIBATh B COCTAaBE JIGKAPCTBEHHOTO

npenapara: jakrosa (cM. paszzaen 4.4)
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JA3SATHUHUB-ITIPOMOME/L, 100 mr, TabJIETKHA, HOKPLITHIE IIIEHOYHONH 000JIOUYKON

Kaxnas Tabnerka cogepxut 100 mr qazaruan6Oa (B BHIE MOHOTHIPATA).
BcromorarenbHble BEIIECTBA, HAJUYHE KOTOPBHIX HAJ0 YUYHMTHIBATH B COCTAaBE JIEKAPCTBEHHOTO

npenapara: jlaktosa (cM. pasuen 4.4)

JTA3SATHUHUB-ITIPOMOME/L, 140 mr, TabJETKHA, HOKPLITHIE IIIEHOYHONH 000JI0OUYKON

Kaxnas Tabnerka cogepxut 140 mr qazaruan6Oa (B BHIe MOHOTHPATA).
BcnomoratenbpHble BelecTBa, HATMYUE KOTOPBIX HAJO YUYHUTHIBATH B COCTaBE JICKAPCTBEHHOTO

npenapara: jakrosa (cm. pasnen 4.4)

ITomubrit MNEPCUCHb BCIIOMOT'aTCIIbHBIX BCIICCTB ITPHUBCACH B Pa3aciic 6.1.

3. JEKAPCTBEHHAS ®OPMA
TabneTku, MOKPBITHIE TNICHOYHOH 000I0YKOH.

JTASATUHUB-TIPOMOME/L, 20 Mr, Ta0JIeTKH, HOKPBITHIE IJIEHOYHOW 000JI0YKON

TabneTku, MOKpHITHIE TUICHOYHON 000JI0UKOW Oelloro 1Bera, Kpyrible, IBOSKOBBIMYyKible. Ha
MOTIEPEYHOM pa3pese sapo OEI0oro Wik MOoYTH 0eIoro IBeTa.

JASATUHHUB-TTPOMOME/L, 50 Mr, TaOJIeTKH, HOKPBITHIE IJIEHOYHON 000JI0YKOMI

TabyeTku, MOKPHITHIC TIEHOYHOW 000JIOYKON Oeoro 1BeTa, OBaJIbHBIC, JBOSKOBBINMYKIbe. Ha
MOTIEPEYHOM pa3pese Aapo OeToro WU MOYTH OENIOTOo IBETA.

JTASATUHUB-TIPOMOME/L, 70 Mr, Ta0JIeTKH, HOKPBITHIE IJIEHOYHOW 000JI0UYKON

TabneTku, MOKpHITHIE TUIEHOYHOM 000JI04KOW Oesoro 1Bera, KpyrJible, IBOSKOBbIMYyKible. Ha
MOTIEPEUHOM pazpese sSapo OeI0ro Wiv Mo4YTH O0eJIoro IBeTa.

JTASATUHUB-TIPOMOME/L, 80 Mr, Ta0JIeTKH, HOKPBITHIE INIEHOYHOU 000JI0UYKON

TabneTku, MOKPHITHIE MJICHOYHONW OOOJOYKOM JKEITOro 1BeTa, KpyTible, JBOSIKOBBITYKIbe. Ha
MOTIEPEUHOM pa3pese sSapo OeI0ro Wir MOYTH O0eJIoro IBETA.

JTASATUHHUB-ITPOMOME/L, 100 mMr, Ta0JIeTKH, IIOKPBITHIE INIEHOYHON 000JI0YKOH

TabneTku, MOKPHITHIE TUICHOYHON 000JIOUKOM KENTOrO IBETa, OBAJIbHbBIE, JBOSKOBBINYKIIbIC. Ha
TIOTIEPEYHOM pa3pese sIpo OeIoro MM MOYTH OEJIOoTo 1BETa.

JTASATUHHUB-ITPOMOME/L, 140 mr, Ta0JI€TKH, IIOKPBITHIE INIEHOYHON 000JI0YKOH

TabneTku, MOKPHITHIC TIEHOYHOW 000JIOYKON Oeoro 1BeTa, OBaJIbHBIC, JBOSKOBBITYyKIbIe. Ha

HIONIEPEYHOM pa3pese sIpo OeIoro WM MOYTH OeNoro IBeTa.
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4. KIMHUYECKUE JAHHBIE

4.1. Iloka3aHusi K NPUMEHEHHIO

[Ipenapar JASATHUHUB-ITPOMOME]] noka3an kK IpUMEHEHUIO Y B3POCIIBIX:

— BrepBbie BBISBICHHBIN XPOHUYECKHH MHUEIOJICUKO3 C TOJOXHUTEIbHON (uiaaenbpuiickoi
xpomocomoii (XMJI Ph*) B xponnueckoii dase;

— XMIJI B xponudeckoit (paze, aze akceneparuu win paze MUETOUTHOTO WIH JTUM(OUIHOTO
0JIacTHOTO Kpu3a MpH PE3UCTEHTHOCTU WM HEMEePEeHOCUMOCTH MpeAbIAYLIeH Tepamuu,
BKJIIOYasi UMaTHHUO;

—  Ocrtpsrii 1UM(POOTACTHEIN JIEHKO3 C MOIOKUTETBHON dunanenbuiickoit xpomocomoit (OJIJI
Ph") mpu pe3uCTEHTHOCTH WITH HEMIEPEHOCUMOCTH TIPEIbIAYILEH TEpaIiH.

[Ipenapar JASATHUHUB-IIPOMOME/] noka3aH k NpUMEHEHUIO y JIeTeN B BO3pacTe OT 3 JIET A0

18 ner:

— XMJI Ph* B xponuueckoii dase;

— Bunepssie BeisBiennsiii OJIJI Ph* B koMOMHALMK ¢ XUMHOTEPANTUEN.

4.2. Pexxum 103MpOBaHNs U C1IOCO0 NPUMEHEHUs!
Pexxum 1o3upoBanus

Pexomenodyemvie nauanvnvie 0o3vl npenapama JJA3ATHUHUB-IIPOMOME]] y e3pocnvix:

— 100 mr 1 pa3 B neHb (yTpoM WM BedepoM) B XpoHHueckon paze XMJI;

— 140 mr 1 pa3 B 1eHb (YTpOM HIJIM BEYEPOM) B OCTAJIBHBIX CITydasiX.

Pexomenoyemvie mauanvnvie 0ozvl npenapama JA3ATHUHUB-ITIPOMOME]] y Oemeti no
nokazanusm XMJI Ph* ¢ xponuueckoi ¢pase unu enepesvie svisenennviii OJIJI Ph':

Ha3znauenue 10361 IIpenapara oCyIIecTBISIETCS HA OCHOBaHUU Beca pebeHKa, 1 pa3 B 1eHb (yTpoM
unn  BedepoMm). Ilepepacuer 03B JODKEH TMPOBOAUTHCS Kaxaple 3  Mecsma, Mpu
HEO0O0XO0JMMOCTH — Yallle.

Pexomenayemast HauanbHas cytoyHas no3a npenapara JASATUHUB-TIPOMOME]] ansa aereit
nokaszaHa B Tabnuue 1.

Tao6amna 1

Ho3uposka npenapara JASATUHUB-ITPOMOME/] ajis1 naliueHTOB 1eTCKOr0 BO3PacTa ¢
XMJI Ph* B xponuueckoii ¢aze nau OJIJI Ph*

Bec Tena (kr) Cyrounasi 1o3a (mr)

Ot 10 1o 20 kr 40 mr
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Ot 20 1o 30 kr 60 mr
Ot 30 o 45 xr 70 Mr
45 xr u Oounee 100 mr

[Tpenapat JASATUHUB-IIPOMOME/] He ciienyetr npuMEHATh y JETEN B BO3pacTe A0 3-X JeT U
Maccoii tena Menee 10 kr mo mokazanusam XMJI Ph™ B xponunueckoit dase wiau OJIJI Ph* nns
JIAHHOM JICKaPCTBEHHOM (POPMBEI.

bezonacHocts u 3¢ ¢eKTUBHOCTh Y AeTell B Bo3pacte A0 18 JieT mo ApyruM IMOKa3aHUSM Ha

I[aHHBIfI MOMCHT HC YCTAHOBJICHBI. ﬂaHHbIe OTCYTCTBYIOT.

IIpo10KUTENLHOCTD TEPAINHU

B kinunnueckux uccnenoanusx (KM) neyenue qazaruHuOOM B3pOCIIbIX HauenTos ¢ XMJI Ph™ s
xpoHuueckoi ¢aze, XMJI B ¢aze akceneparuu, MUEI00JacTHOTO JIMOO TUM(OOIACTHOTO KpU3a
(mosmusis dasa 3abonesanus) wir OJIJI Ph* u nmemuarpuyeckux mammentoB ¢ XMJI Ph* B
XpOHUYECKOH (ha3e MpOoI0IDKAIOCH A0 MPOrPEecCUpOBaHUs 3a00JIeBaHUsl WM HEIIEPEHOCUMOCTHU
JIEKapCTBEHHOTO Iperapara.
[TocnencTBust OTMEHBI TEpAMK C TOYKH 3PEHHUS JOJITOCPOYHOTO MPOTHO3a 3a00JI€BaHMS TTOCIIE
JOCTHKEHHUS] LUTOTEHETHYECKOr0 WM MOJIEKYJSIPHOTO OTBeTa (B TOM 4YHCIIE TOJHOTO
rutoreHeTnueckoro oreera (I1110O), 6onbuioro mosnekynsapHoro oreta (BMO)) He n3ydanuce.
B KU y nequatpuueckux manuentos ¢ OJIJI Ph* nasatnHuG Ha3sHAYa M B MOCTOSHHOM PEXUME B
no0aBiieHHE K TTOCIIEA0BATEIFHBIM IMKJIAM OCHOBHON XMMHOTEpAINy Ha MPOTSHKEHUHU He Oosee
2 net. B cinyyae nocneayroliei nepecagky CTBOJIOBBIX KJIETOK Ja3aTUHUO MOKHO IPUMEHSITH €llie
B TeueHHe | roja rnociue TpaHCIUIAHTALUH.
VBenuyeHne WM yMEHBLICHHE JI03bl MOXKET ObITh PEKOMEHJIOBAHO C YYETOM KJIMHUYECKOIo
OTBETa U MIEPEHOCUMOCTH TpenapaTa NaleHTOM.
Tlosviuenue 003bl y 83pocibix
B ciydae oTcyTCTBUS T€éMaTOIOTHYECKOTO MIIH IIATOTEHETHYECKOTO OTBETA MPH PEKOMEHTyeMOU
HA4aJIbHOM 103€ BO3MOXKHO yBenuueHue 10361 npenapara JASATUHUB-ITPOMOME] no:

— 140 mr 1 pa3 B geHb (YTpoM WM BEYe€pOM) TIpu XpoHudeckoit ¢paze XMJI u OJLJT Ph;

— 180 mr 1 pa3 B aens (yrpom mwim Bedepom) nipu no3aaux (azax XMJI (Pasza akceneparuun

wiu OmactHoro kpusa) wiu OJLJT Ph™.
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Togvluenue 0o3vl y oemet

B ciiydyae oTcyTCTBUS reMaTOJIOrMYE€CKOT0, IIMTOTEHETUYECKOTO MITH MOJIEKYJISIPHOTO OTBETA MPHU
PEKOMEHyEMOM HauanbHOM o3¢ y mammeHtoB ¢ XMJI Ph* B xponuueckoit ¢asze npu
MEPEHOCUMOCTH TE€paIlK BO3MOXKHO yBenuueHnue 1036l npenapara JASATUHUB-ITPOMOME/],

cM. Tabnuiry 2.

Taoauna 2
IoBbienne 0351 1A MeTHaTpUUYecKnXx nanuenTo ¢ XMJI Ph* B xponuueckoii paze
Jo3a (MakcuMaJsibHas 1032 B CYTKH)
HavYaJILHAA 1032 ICKAJIANNA
Ta0JeTKH 40 mr 50 mr
60 mr 70 mr
70 mr 90 mr
100 mr 120 mr

He pexomenpyercs MOBBILEHUE J03bI HalMeHTaM aeTckoro Bospacrta ¢ OJIJI Ph', Tak kak
Ja3aTUHUO MPUMEHSIETCS COBMECTHO € KypcaMu XUMUOTEPaIuu.
Koppexyus 0o3vl 6cnedcmaue nexcenamenbHulx peakyutl

Muenocynpeccus y 83pocibix u oemetl

[Tpu Muenocynpeccuu CieyeT yMEHbIIUTE 103y, IPEepPBaTh TEPAIUIO WM OTMEHUTH €. B ciydae
HEOOXOIMMOCTH CIIEyeT MPOBECTH TPAHCPY3UIO TPOMOOLIUTAPHON HITH SPUTPOIIUTAPHON MACCHI.
[Tpu ycTOWYMBOM MUETOCYTIPECCUU BO3MOKHO MMPUMEHEHHE TEMOMOATHUECKUX (PaKTOPOB POCTA.

PexoMeHIaluH 110 U3MEHEHUIO 035l Y B3POCIBIX IPUBEAEHBI B Ta0auIE 3, a y aereii ¢ XMJI Ph*
B XPOHHMYECKOH (aze — B Tabmuie 4. Pekomennanuu s aereii ¢ OJIJI Ph*, nonyuaromux neyenue
B KOMOHMHAIIMK C XUMHOTepanuei, MpuBeeHbI B OTJAEIBHOM ab3alie mocie Tabauil.

Taoaunma 3

Koppelcuml A03bI IIPHA HeﬁTPOHeHHH Hu TpOMﬁOHI/lTOHeHI/II/I Y B3pOCJIbIX

Xponuueckana ¢paza XMJI | Tlpu  abcomorHom uymcne | 1.  Cpaemare mnepepsiB B

(nauanvnas ooza 100 mz | meiitpopunos < 0,5%10%71 | peyenun IpenapaTom
1 pas 6 denb) WM 9HCie TPOMOOIMTOB < | jTA3ATHHUE-
9
50x10%/xn TTPOMOME/ 110

JOCTH)KEHUST  aOCOJIIOTHOTO
qrcia HeiTpoduos
> 1,0x10%1 w  uucna
TpomGonuToB > 50x10%71.

2. B0300HOBUTH TEPAIHIO B
MPEXKHEN J103€.

3. Ilpu KOJIMYECTBE
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TpoMGoIHTOB < 25%10%/1 nn

peuuauBe a0bCOIOTHOTO
qyucia HEHUTpOo(hUIOB
< 0,5x10%x,

HaOmronaromuxcs OoJtee

7 nmHEW, MOBTOPUTH mar 1 u
BO300OHOBUTH  JIeUEHUE B
yMeHbllleHHON 03¢ 80 wmr
1 pa3 B AeHb Uil BTOPOIO
smuzona.  [ng  Tperwero
AMU30/a JIOTIOJTHUTEIBHO
yMeHbIIuTe 103y A0 S50 Mr
1 pa3 B neHb (U1 MAIUEHTOB
C  BIEpPBbIE  BBISIBICHHBIM
JUArHO30M) WJIH MPEKPaTHTh
(7151 MAllMEeHTOoB C
PE3UCTEHTHOCTHIO W
HETMEePEHOCUMOCTHIO
MPEIIIECTBYIOIEH Teparuu,
BKJIFOYAsi UMATHUHUO).

XMUI (6 ¢haze akcenepayuu | Ilpu  aGcomotHoM  uyucine | 1. Y CTaHOBUTH,
. 9
UIU O1ACMHO20 Kpu3a) u ueiitpopunos < 0,5x10°/n 00yCIIOBJIEHA JM IUTONEHUS

OJIT Ph* (nauansnas doza | WM HCTIE  TPOMOOUHTOB | pejixozom  (acmupauus Wi

9
140 me 1 pa3 ¢ 0ens) <10 10%n OMOICUS KOCTHOT'O MO3Ta).

2. Ecmum nwuromeHwWs He
CBsI3aHa C JIEHKO30M, JIedeHue
clenyeT pepBaTh 70
JOCTIDKEHUST  aOCOJIIOTHOTO
qucia HEUTPOPHUIIOB
>1,0x10%n Hu JHcia
TPOMOOITUTOB > 20x10%n
BO300OHOBHUTh  TEpanui B
MIPEXKHEN J103€.

3. B caywae peunausa
TUTONICHUN CclleayeT
NOBTOPUTH mar | wu
BO300HOBUTh  TEpaluio B
cHkeHHo# 1o3e 100 mr 1 pa3
B JIEHb (BTOPOM 3MH301) WIH
80 mr 1 pa3 B neHb (TpeTHii

AMU30/).

4, Ecnu BO3HUKIIIAs
ITUTOTICHHUS CBsI3aHA c
JIEUKO30M, cienyer

paccMOTpeTh  Bompoc 00
yBEIUYEHUH A03bl 10 180 mMr
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‘ \ 1 pa3 B JieHb.

Koppexuus 0o3vl npu netimponenuu u mpombouumonenuu v demeil npu XMJI Ph* ¢ xponuueckoti

gZ§a3e

1. Ecnu uumromeHust coxpansiercs Oonee 3 Henenb, CIEIyeT YCTaHOBUTH, OOYCIIOBJICHA JIH

LUTOIIEHUS JIEMKO30M (acnupanus Win OMONCUs KOCTHOI'O MO3Ta).

2. Ecnu uuTorieHWs HE CBs3aHAa C JICMKO30M, ClIIENIaTh MEPEPhIB B JICUCHHH IpErapaToMm
JA3SATHUHUB-IIPOMOME]] no noctmwxenust abCOIOTHOTO Ynciaa HeHTpoduios > 1,0x10%mn u
ypca TpoM6oIUTOB > 75%10%11. BO306HOBHTH TEpANHIO B MPEKHEH N CHIKEHHOMN 103€.

3. B ciyvae penuivBa IUTONICHUH CIIEIYET CHOBA YOCAUTHCS B IPUPOJIE IUTONICHUH (acTIUpaIus
WK OMOTICHS KOCTHOTO MO3Ta) U BO30OHOBHUTH TEPAIUIO B CHIKEHHOH J103€.

Taoauua 4

PexoMeH/I0BaHHAsI CXeMa CHHKEHHSI MAKCHMMAJIbHO# cyTo4yHOi#l 10361 mpu XMJI Ph* B
XPOHHMYECKOM (pa3e y nereu

Ucxonnas nosa [TepBuunoe cHkeHue 10361 | [ToBTOpHOE CHMKEHUE JTO3BI
40 mr 20 mr *
60 mr 40 mr 20 mr
70 mMr 60 Mr 50 mr
100 mr 80 mr 70 mr

* _ MeHpIIAs 1034 B TabIeTKax HEAOCTYIIHA.

V neteit ¢ XMJI Ph* B xponudeckoii (ase, ecitd HEUTPOIEH s > 3 CTENEH! WK TPOMOOIIUTOIEHUS
pPeLUAMBUPYIOT BO BpeMsl MojiHoro remarosnorudeckoro orsera (III'O), neuenue npenaparom
JA3BATUHUB-IIPOMOME]] cnenyer mpepBarh, a 3aT€M MOXXHO BO300HOBUTH B CHHUYKEHHOMU
no3e. BpemeHHOe CHM)KEHME 03Bl IIPU NPOMEKYTOUHBIX CTENEHSAX LUTONEHUU M PEAKIUHU Ha

3a00JIeBaHUE CJICAYCT MIPOBOAUTD 11O MEPEC HeO6XOI[I/IMOCTI/I.

Koppexuyus 0o3zvl npu netimponenuu u mpombouumonenusi y demeii ¢ OJLJI Ph*

Jlnst nequarpudeckux naruertoB ¢ OJIJT Ph* u3MeHeHue 10361 HE PEKOMEHIYETCS B CITydasx
reMaToJIOTHUeCKON TOKCUYHOCTH 1—4 crenenu. Ecnu HeWTponeHus: W/ IIUTONIEHUS IPUBOJISAT
K 3aJIepKKe CIIeIYIONIETro 0JIoKa Tepanuu 0osiee yeM Ha 14 qHeH, ieueHne qa3aTUHUOOM ClenyeT
npepBaTh U BO30OHOBUTH TEPAIHIO B TOW e 03¢ MOCie Hayalla Clenyloniero 0j1oka JIeYeHuUs.
Ecnu weliTponieHuss w/uinu TPOMOOIUTOIIEHUSI COXPAHSIFOTCS, a CIEAYIONHA OJOK JeueHus
OTKJI/IBIBACTCSl emie Ha 7 JHeH, HeoOXOAMMO MPOBECTH HCCIENOBAHWE KOCTHOTO MO3Ta JUIs

OLICHKM HAIIOJHCHHA KICTKaMHM W IPOLHCHTHOI0 COACPKAHUSA OnacTHRIX KJeTokK. Ecau

7
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conepkanue kinetok menee 10 %, cienyer mpuoCcTaHOBUTH JICUCHHE NAa3aTUHUOOM JI0 TEX IOp,
noka abCOMOTHOE YMCIIO HEHTPO(HIOB He JOCTUrHeT 3Hadenus > 500/mkn (0,5x10%m), mocne
4Yero Teparnuio BO30OHOBISIIOT B CTaHAapTHOW no3e. Eciou copepikanue kietok Gosee 10 %,
MO>KHO PaCCMOTPETh BO3MOXKHOCTb MPOJIODKCHHUS JICUSHHUS 1a3aTHHHUOOM.

Hezemamonozuueckue nedceramenbHble peakyuu

[Ipr pa3BUTUM YMEPEHHBIX HEreMaTOJOIMYECKHMX MOOOYHBIX peakuuil (2 CTEneHH) JieueHue
ClIelyeT IPUOCTaHOBUTH 10 TEX 0P, II0KA PEAKLMs HE Pa3pEIINTCS U HE BEPHETCS K UCXOJHOMY
ypoBHIO. JIleueHrne BO30OOHOBIISIOT B MPEXKHEH 03€, €CIM ATO MEPBBIA CiIydail HEeXelaTeIbHOM
pEaKIMH, TOCJIe TTOBTOPHBIX CIIy4aeB PEKOMEH/IyEeTCsl CHIDKEHHE J03bI 1a3aTHHUOA.

[Tpu pa3BUTHM TSKENBIX HEreMaTOJIOIMUYECKHUX HEXeNaTeNbHbIX peakuuil (3 wuiam 4 creneHu)
JICYEHUE NPHUOCTAHABJIMBAIOT 10 MCUE3HOBEHUS CUMITOMOB HEXEJATEIbHOM PEAKLUU WIN 0
YJIyUIIEHUs] COCTOSIHUS MalueHTa. JleueHne MoXXKHO BO30OHOBUTH B CHHKEHHOMH J103€.

VY B3pocinbix nanueHToB ¢ XMJI no3y pekomenayercst cHu3uth co 100 mr 1 pa3 B aens 10 80 mr
1 pa3 B neHs, a mpu HeoOXoaMMOCTH AonodHUTENbHO ¢ 80 Mr 1 pa3 B neHs 10 50 mr 1 pa3 B 1eHb.
¥ B3pocibIX manueHToB ¢ no3aaumMu pazamu XMJI umu OJIJT Ph*, nonydaromux 140 mr 1 pa3 B
JIeHb, PEKOMEHTyeTcsl CHUKeHHe 103b1 10 100 Mr 1 pa3 B 1eHb U Janee, ecinu notpedyercs, To co
100 mr 1 pa3 B nenb 10 50 mr 1 pa3 B 1eHb.

V manumenToB jgetckoro Bospacrta ¢ XMJI Ph* B xponnueckoil (ase ¢ HEreMaroJOrHYeCKUMHE
HEKENaTeIbHBIMU  pEaklUUsIMU  CHIDKEHHME J03bl  JIOJDKHO  TNPOBOJUTHCS  AHAJOTUYHO
PEKOMEHIAlUsAM, NPHUBEICHHBIM BBIIIE JUISI CHIJKEHUS J03bl IIPU TIeMaTOJIOTMYECKHX
HE)KEJIATEJIbHBIX PEAKIUAX.

[Ipy MOSIBJIEHMH HEreMATOJOIMYECKMX HEXeNaTelbHbIX peakiuil y nereir ¢ OJIJI Ph™ cnenyer
CHU)XKATh 103y Ha OJIMH YPOBEHb B COOTBETCTBUHU C PEKOMEHAALMSIMHU 10 CHMXKEHUIO JTO3bI JUIS
reMaToJIOTHUECKUX IMOOOYHBIX peakiuil (omucaHbl BbIIE). 3a MCKIIOYEHHEM HapylIeHUH
(YHKLINU NTEYEHHU B CIIy4ae HEreMaToJIOrMYeCKHX HeXeNaTeIbHbIX Peakluii > 3 CTeNeH! TAKECTH
y nereit ¢ OJIJT Ph™ neuenne m0/KHO OBITH MPUOCTAHOBJIEHO M MOXET OBITH BO30OHOBIEHO B
CHI)KEHHOH J103€ MOCJie YMEHBIICHUS TSDKECTU HeKenaTeabHbIX peakuuil 1o < 1 crenenu. Eciu
KOHIIEHTPALUS MPSIMOTO OMIMpyOrHa Ooiee ueM B 5 pa3 BbIlIe BepxHel rpanuisl Hopmbl (BI'H),
TEpanuio OTMEHSIIOT J0 TeX IOp, II0Ka 3TOT IOKAa3aTellb HE BEPHETCS K UCXOJHOMY YPOBHIO WU
TSKECTh HEXKEIaTeNIbHOM peakiu He yMeHbIIUTCs 10 < | crenenu. [Ipu noBbIIeHNN aKTUBHOCTH
ACT/AJIT 6onee BT'H B 15 pa3 taxke Heo0X0oAMMa MPUOCTAHOBKA TEpaIluy 10 BO3BpAIEHUS K
MCXOJHBIM 3HAYEHUSIM WJIM CHUKEHMS TSKECTH HEXeNlaTeNbHOM peakuuu A0 < 1 crenenu. Ilpu

peuuanBe HO,HO6HBIX HapymeHI/Iﬁ (IJYHKI_II/II/I IEUYCHH II0CJC BO30OHOBIICHHUS TCpannun
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Ja3aTMHUOOM /103y IperapaTa cielyeT CHU3HTb.

HJZ@GDCUZbelZZ sblnom

B ciiydyae nmuarHOCTHKM IUIEBPAJIbHOTO BBINIOTA JICYEHHUE /1a3aTUHHUOOM ClenyeT MmpepBaTh 0
oOcienoBaHUSl TMalMEHTAa W HCYE3HOBEHMsS] CHUMITOMOB WJIM BO3BpAlllEHUS CTENEHU HX
BBIPAKEHHOCTU K UCXOAHOMY YpOBHIO. Eciii snm30/1 He KynupyeTcsl B TEYEHUE IPUMEPHO OAHOMN
HEJIENH, TO CIEAYEeT paCCMOTPETh MPUMEHEHUE AUYPETHKOB HIIM KOPTUKOCTEPOUIOB, MM 00enX
TPYIII IpenapaToB OJHOBPEMEHHO (cM. pa3aensl 4.4 u 4.8). [locne pa3peiieHns mepBoro AMu3o1a
CJIeIyeT pacCMOTPEThH BOIPOC O BOZOOHOBIECHUH TEPANUU Aa3aTUHUOOM B paHee MpUMEHSIBIICHCS
no3se. [locne paspenienus mocaeayomrx dMU30/0B CIeAyeT TOBTOPHO MPUMEHSTh /1a3aTUHHO B
J103€, CHUKEHHOM Ha OJIUH YPOBEHb.

[Tocne pa3penienus Tsoxenoro (3 creneHu Uik 4 cTeneHun) SNMU30/1a IpyU HE0OXOAUMOCTH JICUEHHE
MO’KET BO300HOBJICHO B YMEHBIICHHOW J103€ B 3aBHCHUMOCTH OT HCXOJHOM CTEMEHU TAKECTU
HEXENaTeIbHON PEaKIINH.

Koppexuyus 003bl npu conymcmeyrouwem uUcnoib306aHue CujlbHblx uH2u6um0p06 u30d)epmeHma

CYP3A4

Crnenyet nzberarb 0JJHOBpEMEHHOTO IPUMEHEHUS CUIIbHBIX THTHOUTOpOB n3odepmenta CYP3A4
U coka rpeindpyra ¢ mazatuHHOOM (cM. pasnmen 4.5). Ecinm BO3MOXXHO, clemayeT BBIOMpATh
QIbTEPHATHUBHYIO Tepanmuio 0e3 WM ¢ MHHUMAQJIbHBIM TIOTCHIMAIOM WHTHOMPOBAHHUS
nzopepmenta CYP3A4. Eciii Heo0X0aruMO OJHOBPpEMEHHOE MPUMEHEHHE Ta3aTHHHOA U CHITHHBIX
unrn6uropoB CYP3A4, crienyeT paccMOTPETh YMEHBIIEHUE 103bI:

— 40 mr npu cyrouHoit noze 140 mr;

— 20 mr npu cyrouHoit noze 100 mr;

— 20 mr npu cyrouHoi noze 70 mr.
[Tpu ucnonb3oBanuu AazatuHuOa B 03¢ 60 mr unu 40 Mr cieayer paccCMOTPETh BO3MOXKHOCTh
NPUOCTAHOBIICHHS JICYCHUS Ja3aTHHUOOM [0 MPEKpaIleHUs] Tepanud C HCIOJIb30BaHHEM
uHrn6uropoB uszodpepmernta CYP3A4. Bo3oOHOBIeHHE Tepanmuu BO3MOXHO uepe3 1 Henenio
noclie mpeKpamieHus ucnonb3oBanus nHruoutopos CYP3A4.
[Ipenmonaraercsi, 4YTO CHW)KEHHE JI03bl Ja3aTMHUOA TpHBENYT IUIOIIAAb IO KpPUBOU
«xonteHrpanus-spems» (AUC) mo 3nauenuit, HadbmoaeMbix 6e3 uarnouropos CYP3A4, ogHako
KJIMHUYECKHE TaHHBIE C MTOMO00HONW KOPPEKIUeH 036l OTCYTCTBYIOT Y MAIUEHTOB, TOTYYarOIINX
cunbHble nHrHOMTOpEl CYP3A4. B ciiyuae HenmepeHOCHMMOCTH CHID)KEHHOW J03bI Ja3aTHHUOA

clieflyeT TpeKpaTuTh NpUMeHeHue CuibHbIX HHruoutopoB CYP3A4 wuiaM npHOCTaHOBUTH
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UCTOJNB30BaHUE Ja3aTuHUOa 10 TmpekpameHuss npuMeHeHus wuHruOutopoB CYP3A4.
Bo3o6HoBieHne npueMa na3aTHHHOA BO3MOXKHO Yepe3 1 Hemenro mocie MpeKpamieHus mpruemMa
uaruouTopoB CYP3A4.

Oco0nlie T'PpYHOIIbI TAIKMECHTOB

Ilayuenmul nodcunoco eospacma

Knunuuecku 3HaYMMBIX pa3nuyuil B (apMaKOKHMHETUKE Yy MOXKHIIBIX MMAllMEHTOB HE BBISBJICHO,
MIO3TOMY KOPPEKLHS J103bl He TpeOyeTcs.

Tayuenmoi ¢ HapyweHuem yHKyuu novex

K1 nazatmHmOa y mMamMeHTOB CO CHMDKCHHOM (YHKIMEH Mo4Yek He NpoBOAMWINCH. U3
WCCJICIOBAHMs TallMEHTOB C BIEPBbIE JIMAarHOCTUPOBAHHON xpoHUYeckod dazoit XMJI
UCKJTIOYAIMCh TAIMEHTHl C KOHIEHTpaIMeld KpeaTWHWHa B ChiBOpoTKe > 3 pa3 BI'H, a wu3
UCCIICIOBAaHUS y TIAIMEHTOB C XpoHWYecko (azoit XMJI ¢ pe3UCTeHTHOCTHIO WU
HENEPEHOCHUMOCTBIO TPEAIISCTBYIONICH Tepanuu WMAaTUHUOOM HCKIIIOYalld MAaldeHTOB C
KOHILIEHTpaluel KpeaTuHHHA B cbIBOpoTke > 1,5 paza BI'H. IlockonbKy MOuY€YHBIM KIMpPEHC
Ja3aTHHNOA U €r0 METaObOIUTOB coCTaBIseT < 4 %, MO3TOMY KOPPEKIIMU A03bI IPH HAPYIIICHHON
(GyHKIMM 10YeK He TpedyeTcs..

Tlayuenmsi ¢ HapyweHuem QyuKyuu nevexu

[TarueHTsl ¢ HapylieHHEeM (QYHKIMH MEYEHHU JIETKOM, CpeAHEed WM TSKEIOW CTeNeHH MOTYT
MOJly4aTh PEKOMEHJYEeMYyI0 HauajdbHyto 103y. OJHako aa3aTMHUO CleqyeT HPUMEHSTh C

OCTOPOKHOCTBIO y MALIMEHTOB C MEYEHOYHON HEAOCTATOYHOCThIO (CM. pa3zaen 5.2).

Crooco0 nmpuMeHeHus

ITpenapat JJASATHHUB-IIPOMOME/] cnenyer npuHUMATh TOJIBKO IEPOPATIBHO.

TabneTku, MOKPHITHIE INIEHOUYHOI 000I0YKOM, HENb3s1 U3MENIbYaTh, pa3pe3aTh WU KEBATh, YTOOBI
NoJepKaTh MPaBUIIbHBIE JO3UPOBKY U MUHUMHU3UPOBATh PUCK BO3JIEHCTBUS Ha KOXKY; TaOJIETKU
clleflyeT NporjaTbiBaTh IEMTUKOM. TableTKH, MOKPBIThIE MJICHOYHOH 000JI0YKOM, HE clemyer
M3MEIbYaTh, TOCKOJIBKY CHUCTEMHAsl JKCIIO3MLHUS Yy NAIMEHTOB, NPUHSABIINX H3MEIBYCHHBIE
Ta0JIETKU HUXKE TaKOBOM, YEM Y NAI[MEHTOB, IPOIJIOTUBILKX LIETYI0 Ta0IETKY.

TabneTkn MOXXHO NMPUHUMATh HE3aBUCHUMO OT MpHEMa MUIIY U Ha MOCTOSHHON OCHOBE JINOO
yTpoM, 160 BeuepoM (cMm. pazzmen 5.2). Ilpemapar JJAZATUHUB-IIPOMOME/l Henb3s

OJTHOBPEMEHHO NMPUHHUMATh C TPEHTIPPYTOM HITH rpeinpyTOBBIM COKOM (cM. paznen 4.5).

10



COOTBETCTBYET 3KCMEPTHOMY OTUYETY
ot 17.04.2024 N2 7693

(NOCNEQCBATENEHOCTE 0002)

4.3. [IpoTuBONOKA3aHUSA
— T'unmep4yBCTBUTENBHOCTh K Ja3aTHHHOY WM K JII0OOMY W3 BCIIOMOTATEIBHBIX BEIIECTB,

MepEUYUCIICHHBIX B pasaene 6.1.

4.4. Oco0Oble ykazaHusi 1 Mepbl NPeI0CTOPOKHOCTH NPHU NPUMEHEHUH

Muenocynpeccus

[Ipn nevyeHMu a3aTUHUOOM MOTYT BO3HHKATh TSDKEIbIE TPOMOOLUTOTICHHS, aHEMUS U
HerTponeHus. Yare oHu perucTpUpyIOTCs Y MaueHToB ¢ mo3aauMu dazamu XMJI wim OJIJT
Ph*, uem y manuenToB ¢ XpoHUUEeCcKoii pazoit XMIJL.

[Ipy MOHOTEPAIHH Aa3aTUHUOOM B3POCIIBIX MAIMEHTOB ¢ No3aHuME pazamu XMJI wim OJIJT Ph*
MOJTHBIM KJIMHWYCCKUN aHAIM3 KPOBU HEOOXOIUMO MPOBOIHUTH €KEHEACIHbHO HA MPOTSHIKEHUU
MIEPBBIX 2 MECSIIEB, a JAJIEC €KEMECSIUYHO WIH MO KIMHUYECKUM TTOKA3aHUSIM.

V B3pocibIxX manuenToB u gerei ¢ XMJI Ph™ B xponuueckoii (hase moaHbli KIMHUYECKU aHaIH3
KPOBH CIIeyeT NPOBOAMUTH KaKIble 2 HelIedHu MepBble 12 Henmenb JE4YEHUS, 3aTeM KaxKIble
3 Mecs1a WM 110 KIMHUYECKUM TTOKa3aHUsIM. Y B3pOCIIBIX MAMEHTOB C MO3AHUMH (azamu XMJI
v OJIJI Ph* npu MoHOTEpanuu 1a3aTHHMOOM aHAIU3 KPOBU CIEAYET OBTOPATH €XKEHENETBHO
NEepBbIE JIBA MECsIa JICUEHUS, 3aTEM — €KEMECSYHO WIM MO KIMHUYECKHM Moka3zaHusm. [lpu
neuenun nereit ¢ OJIJI Ph* xomOunanueit nazatunuba U XMMHUOTEPAIIMU MOJIHBIA KIMHUYECKUI
aHAJIM3 KPOBM CJENyeT MPOBOIUTH TEpe] HadaioM KaKIOro OJOKa XUMHUOTEpalmuu M IO
KJIIMHUYECKUM TIOKa3aHusiM. Bo Bpemsi KypcOB XMMHOTEpAllMd aHalu3 KPOBH HEOOXOIMMO
MOBTOPSATH KaXKJIbIe 2 JTHS JIO BOCCTAHOBJICHUS TTOKa3aTeield. YTHETEHUE KOCTHOTO MO3Ta OOBIYHO
00paTHUMO U MPOXOAUT MIPU BPEMEHHOW OTMEHE WJIM CHUKEHHH JT03bI Ja3aTHHUOA.

KpoBorteuenust

VY nanueHToB ¢ XxpoHuuyeckoit (pazoit XMJI, mosyyaBIImx 1a3aTUHUO, CIydaluch KPOBOU3IUSHUS
3 i 4 crenend. Y nanueHToB ¢ no3aaumu pazamu XMJT wiu OJIJT Ph* Gbuin oTMedeHs! cirydan
TSDKEIIBIX KPOBOM3JIMSHHUN B IICHTPAJIbHYIO HEPBHYIO CcHCTeMy (B TOM uYHcie (araiabHbIE).
Tsoxenble xKenyJ0YHO-KUILEYHbIE KPOBOTEUEHNUS 3 WK 4 CTENEHN OTMEYEHbI y 4 % MalueHToB ¢
no3gauMu craausiMu XMUJL. TIpu TskenbIX kKeilyA04HO-KUIIEYHBIX KPOBOTEUEHMSIX BPEMEHHO
MIPUOCTAaHABIMBAIOT TEPAIINIO U MPUMEHSAIOT reMoTpaHcdysuto. [Ipyrue Tsokesnsie KpoBOTEUEHUS
3aperUCTPUPOBAHBI Y 2 % ManMeHTOB. BOIBITMHCTBO ClTydaeB KPOBOTEUEHUH CBSA3AHBI C TSHKEIION
Tpombonuronenueil. [Ipenaparel, HrHOMpyroUUEe PYHKIUU TPOMOOIIUTOB, U AHTUKOATYJISTHTBI

CICAYyCT NPpUHUMATL C OCTOPOKHOCTBIO.
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3azepKKa KUIKOCTH

[Tpu npueme npenapara ga3aTuHIOa MOKET HAOIIOAATHCS 3a/IepHKKa KUAKOCTH. Cpe B3pOCIIbIX
HalMEHTOB C BIEPBbIe BbIABICHHBIM XMJI Ph* 3ajnepikka KHIKOCTH TSDHKEIOHW CTENEHH
HaOmoganach y 5 % marueHToB.

V B3poCIbIX ¢ BrepBbie BbissBIeHHBIM XMJI Ph* mipu pe3sucTeHTHOCTH K MMaTHHHOY WM €ro
HETEPEeHOCUMOCTBIO  3aJIepXKKa JKUAKOCTH TspKenod creneHu (3 wmm 4 creneHu) Obuia
3aperucTpupoBana y 6 %. Y B3pOCibIX MAlUMEHTOB ¢ mo3auuMu (asamu XMJI mwimm OJIJI Ph*
3aJiep>KKa KUJIKOCTH TSDKENION cTeneHu HaOmonanack B 8 % ciaydyaeB, BKIIOYAs BbIPAKEHHbBIN
IUIEBpaIbHBIA M NEepUKapAualbHbl BHIIOT Y 7 % wu 1 % mNauueHToB, COOTBETCTBEHHO.
BrlpakeHHBIM acuUT M TeHEpaIu30BaHHBIM OTEK pa3BWIMCh y MeHee 1 % DalUeHTOB C
PE3UCTEHTHOCThI0O K uMaTHHHOY. Y 1 % mNanmueHTOB € PE3UCTEHTHOCTHIO K HMAaTUHUOY
3apEruCTPUPOBAH TSXKEIIbIM OTEK JIETKUX.

[Ipy nosIBIEHHWH OABIIIKK, OOMM B TPYIHOM KJIETKE WM CYXOro Kauulsl HEoO0XOauM
PEHTTEHOJIOTUYECKH KOHTPOJb OPTraHOB TPYJHOW KIETKH. 3aJepXKKa >KHAIKOCTH OOBIYHO
KY[UPYETCsl MPU MPUMEHEHUU NOAJEPKUBAOIICH TEpaluu C BKIOYEHUEM AUYPETUKOB WIIU
KOPOTKOTO Kypca TJIFOKOKOPTHUKOCTEpOUJ0B. Ilpu BBIpa)kK€HHOM IIJIEBPAJIbHOM  BBINOTE
TpeOOBaIMCh OKCUIE€HOTEpanusi U TOPAKOLEHTE3. 3aJepKKa >KUIKOCTU HaOJrojanach yaue y
NAMEHTOB, IPUHUMAIOLIUX [TpenapaT /iBa pa3a B CyTKH.

Takue HexenaTeNbHbIE PEaKIUU KaK 3a/lepiKKa KUAKOCTH, OJBIIIKA, OBICTpas yTOMIISIEMOCTD,
IUIEBPaJIbHBIN BBINIOT, KalIENlb, KPDOBOTEUEHUS B HUKHUX OTIEJIAX KEITYyA0YHO-KUILIEYHOIO TPAKTa
(°KKT), napyuieHus anmeTura, B3JyTHE XKHBOTA, T'OJIOBOKPYKEHHE, MEPUKAPANAIBHBIN BBIIOT,
3acToiiHas cepJ/ieyHas HEelIOCTaTOYHOCTh, CHM)KEHHE Beca, Yallle BCTPEYArOTCsl y MaIlMeHTOB
crapie 65 JIeT, T0ITOMY CJIeTyeT 00eCIeYuTh TIIATeIbHOE HAOII0ICHUE 32 MAllUeHTaMH TaHHOU
BO3PAacTHOM TPYIIIHI.

Y umaenue uaTepsaia QT

VY nmunenne untepBana QT HaOmoganock MeHee yeM y | % manueHToB ¢ BIEPBbIEC BBISBICHHBIM
XMJI Ph™ B xpoHuueckoil (ase, MoaydaBIIMX Aa3aTHHUO, TIPH STOM YJJIMHEHHE COCTaBUIIO B
cpeaaeM 3,0 mc. Yyunenue untepana QT npu seyennn nazatuHuOOM HaOmronanoch y 6osee
yeM 1 % manueHTOB ¢ PE3UCTEHTHOCTHIO WM HENEPEHOCHMMOCTBIO Tepanud HMaTHHUOOM.
Jla3zaTnHUO ciemyeT WCIoIbh30BaTh ¢ OCTOPOKHOCTBIO MAIMEHTaM C Y/UIMHEHHBIM HHTEPBAIOM
QT wmnm ¢ pUCKOM ero y/UIMHEHHs (THITOKAIUEMHUs], TUTIOMAarHUEMHsI, BPOXKJICHHBIA CHHIPOM
yanauHeHHoro uHTepBana QT, Tepamusi aHTHApUTMHUYECKUMH M JIPYTMMHU HpenapaTami,

CIIOCOOHBIMU YAJIUHATE HWHTCPBAJI QT, npeaueCTByromas Tepanrsd BbBICOKUMHU J103aMH
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aHTpauukiInHOB). Ilepen HazHaueHMeM mIpenapaTta Ja3aTUHUOA CIETYET IPOBECTU KOPPEKLMUIO
TUTIOKAJIUEMUN U TUTIOMAarHUEeMHH.

Hapynienns co cTOpOHBI CEpACYHO-COCYIMCTON CHCTEMBI

Y manueHTOB ¢ 3a00JieBaHMSMH Cepilla B aHAMHE3e WJIM DPHUCKOM HX pa3BUTHS Cpelu
HEXKeaTeNIbHBIX PEaKIIUii Yallle, 4eM y JPYTHUX TPYII, OOHAPYKHUBAIMCH HAPYIICHUS CO CTOPOHBI
CepACYHO-COCYTUCTON  CHUCTeMBl  (3acToifHas  cepAeyHas  HEAOCTaTOYHOCTB/CepacuHast
TUCYHKIUS, TEpUKAPIUAIBHBIA BBIIOT, APUTMUS, OIIYIICHHE CepIUcOueHUs, Y/UIMHEHHE
unrepsana QT, nadapkT Muokapaa (B TOM YKCJIE C IETAILHBIM HCX0I0M)). BBHIY 3TOTr0 y TaHHOM
TPyNObl  MAlMEHTOB HEOOXOIWMO TIIATEIbHO KOHTPOJIUPOBATH MapaMeTpbl CEpIeYHOMN
JNESATCIIBHOCTH C TCJIBI0  BBISABICHUS W, TPH HEOOXOIUMOCTH, KOPPEKIUH BO3MOXKHBIX
HEXKEJATEBHBIX PEAKIMi CO CTOPOHBI CEPICUYHO-COCYAUCTON CHUCTEeMbl (00Nb B TpyaH,
3aTpyJHEHHOE JbIXaHUe, MOTOOTACIeHHE). [IpH pa3BUTHHN HEXKEIATESIBHBIX SIBICHUH CO CTOPOHBI
CepACYHO-COCYTUCTON CUCTEMBI JICUEHHUE MPEMapaToM ciieyeT MPUOCTaHOBUTh. Bo300HOBIEHNE
JICYCHUST BO3MOXHO IIOCJIC BBITIOJHEHUS (YHKIIMOHAIBLHOW OIEHKU: HWCXOJHAs J03a NpH
CJIa0BIX/YMEPEHHBIX HEKENATESILHBIX peakiusix (< 2 CTENeHH), CHYDKEHHUE JIO3bI MPHU TSHKEIIBIX
HEKENaTeIbHBIX PeakusIX (> 3cTerneH ).

Jlerounas apTépHuaJlbHasi TUIICPTCH3UA

Jlerounas aprepuanbHas runeprensus (JIAIY), moarBepkaeHHAs MU MOMOIIU KaTeTepU3aLUU
IPaBbIX OTAENIOB Cep/lla, MOXKET HaOJI0aThCsid KaK B XOJE JICUEHUs J1a3aTHHUOOM, Tak U IO
IPOILECTBUM roja 1 6ojee mocje ero OKOHYaHus, 4acTo Ha (JOHE COMYTCTBYIOLIMX 3a00J1€BaHUI
U OJHOBPEMEHHOI'O IIpUEMa APYTHX JIEKApCTBEHHBIX IpemnaparoB. llepen HavyanoMm JieyeHus
JTa3aTUHUOOM ClIeZlyeT MPOBECTH OOCIEeJ0BaHUE MAllU€HTa C LENbI0 BBIABIECHUS BO3MOXKHBIX
IPU3HAKOB U CUMIITOMOB 3a00JIeBaHUM cepala U Jierkux. Ecnu B Xoze jeueHus 1a3aTuHuOOM y
HalMeHTa OTMEYAloTCs OJIbIIIKA WIH YCTalIOCTh, HEOOXOJMMO MCKIIOYUTh Hanbosee TUIIHYHYIO
ATHOJIOTHUIO, BKIIIOYasl MJIEBPAIbHBIM BBIIOT, OTEK JIETKUX, AaHEMHUIO U HallMuue MHPWIbTpaTa B
nerkux. [Ipu 3TOM HEOOXOIMMO YUHTHIBATh PEKOMEHAANNH, JaHHBIC B pa3nene 4.2 Ui ciiydaes
pa3BUTUSA HETEMATOJIOTMYECKHX  HEKENATENbHBIX PEaKUMi: IPU  Pa3BUTHM  TSKEIBIX
HEreMaTOJIOTMYECKUX HEKEIATENIbHBIX PEAKIUN JICUCHUE NIPUOCTAHABIUBAIOT 10 UCUE3HOBEHUS
CUMITOMATUKH HEXEJIATEIbHON PEAKIMK U 10 YIy4IIE€HUsI COCTOSHUS MallMeHTa.

Ecnu B nporecce o0cie1oBaHus MallMeHTa He ObLI MOCTAaBJICH APYToil TUarHo3, clieyeT NPUHAThH
K paccmoTpennio auarno3 JIAI. B cmywae moarBepxaenust JIAIT y mamueHTta JiedeHue
JTa3aTMHUOOM TpeKpamiaiT 0e3 MOCIeIyIoUero BO300HOBICHHS, 00ECHEeUnB IMOCIEAYOUINN

KOHTPOJIb COCTOAHUA MAUCHTA B COOTBCTCTBUU CO CTAHAAPTHBIMU PCKOMCHIAIIUAMMU.
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TpomboTrueckasg Mukpoaurunomnarus (TMA)

NHruOuTopsl  TUPO3HMHKUHA3BI BCR-ABL ACCOIIMUPYIOTCS c TPOMOOTHYECKOM
mukpoanruonatiueir (TMA), BkIoYas OTHCIbHBIC COOOMICHHWS O CIy4asX [PUMEHEHHUS
nazatuHnOa. Eciin y manmenTa, moy4aroniero 1a3aTHHHO, BO3HUKAIOT KIMHUYECKHE CUMITOMBI
Wik 1a00paTopHbIe U3MEHEHUS, XapakTepHbie st TMA, jiedeHne 1a3aTHHUOOM JTOJDKHO OBITh
NPEKpalIeHO ¥ TpOBEJeHA ToNHAs JuarHoctTuka TMA, BKIOYas OIEHKY aKTHBHOCTH
ADAMTSI3 wu omnpepenenuss anTu-ADAMTS13-antuten. I[lpu  BBICOKOM  ypOBHE
anti- ADAMTS13-antuten B couetaHuu ¢ Hu3KOW akTuBHOCThIO ADAMTSI13 neuenue
Ja3aTHHUOOM HE JIOJDKHO OBITH BO3OOHOBIICHO.

PeaxktuBanus Bupyca renartura B (BI'B)

WNuruburtops! Tupo3unkuHassl BCR-ABL cBsa3biBatoT ¢ peakTuBaiueil Bupyca renarura B (BI'B),
eMHUYHBIC CITyuyau ONMHUCaHbI /Ui Aa3aTuHuOa. B HexoTophix ciydasx peakTtuBainus BI'B mpu
NPUMEHEHHUHU JIPYTUX UHruOUTOpoB THpo3uHKHHA36l BCR-ABL npuBoamia K pa3BUTHIO OCTPOU
NEYCHOYHON HEAOCTATOYHOCTH WM (YJIbMHHAHTHOTO TelaTuTa, a B IOCIEAYIOIMEeM — K
TpaHCIUIAaHTALUU [I€YEHH WUJIH JIETAIBHOMY UCXOY.

[lepen HayasoM Tepanuu 1a3aTHHUOOM JOJKEH NMPOBOAMUTHCS CKPUHHUHT Ha Hamuuue BI'B. [lns
MAIMEHTOB, UMEIOUINX MOJIOKUTEIbHBIE CEPOIOTHUYECKHE MTPOOBI, PEKOMEHIyeTCS KOHCYJIbTaIUs
crieuanucTa, uMeroliero onsit jieueHuss BI'B. V nauuento-Hocureneir BI'B, Hyxnatronmxcs B
JedyeHnH wHTHOWTOpamMu  ThUposuHknHazel BCR-ABL, Heo0XoaumMo  KOHTPOJIUPOBATH
KJIMHUYECKHEe M JadopaTopHble MOKa3aTenu aktuBanuuu BI'B Ha mpoTskeHUM Tepanuu u
HECKOJIBKO MecAILIeB Mociie ee OKOHUaHus. [ manueHToB ¢ peaktuBupoBaHHbIM BI'B Ha (one
NpUMEHEeHH J1a3aTHHHUOA MOKa3aHa HEMEUIEHHas! KOHCYJIbTAlMs CO CIIEHUAINCTOM IO JICUEHUIO
BI'B.

CHHIPOM JHU3HCA OIYXOJIH

belmn  3aperucTpupoBaHbl Clly4au pa3sBUTHS CHHAPOMA JIM3UCA OIYXOJM Y IallUEHTOB C
PE3UCTEHTHOCTBIO K MPEALIECTBYIOIIEH Tepanui UMaTHHUOOM, TPEUMYIIECTBEHHO Ha MO3THUX
cTagusax 3aboneBaHus. BeaencTBre BO3MOKHOCTU Pa3BUTHS CHHIPOMA JIM3KCA OIyXOJH Mepes
HAYaJIOM JICYEHHUS Ja3aTUHUOOM HE0OX0IUMO MOAEPKUBATh aJleKBaTHBIM ypOBEHb I'HJIpaTalliu,
IIPOBOJUTH KOPPEKLMIO YPOBHS MOYEBOM KUCIIOTHI U KOHTPOJIUPOBATH COAECPKAHUE DIIEKTPOJIUTOB
B IUIa3Me KpoBH. [laliMeHThl Ha MO3IHUX CTaausAX 3a00J€BaHMS W/WIM C BBICOKOM OMyXOJeBOM
Harpy3kol HaxoJsTCsl B IPYIIE BBICOKOTO PUCKa, IO 3TOM MPUUMHE OHM HYXKAAroTcs B Ooiee

4acTOM OOCJIEIOBAHUM.
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BiausgHue Ha pocT U pa3BUTHE NETEU U ITOJIPOCTKOB

B KU npwu siedenunn feteil ¢ BIEPBbIC BBISBICHHONW XpoHH4eckoit daszoit XMJI Ph™ win npu
PE3UCTEHTHOCTH/HENIEPEHOCUMOCTH HMMaTHHMOA, MO MEHbIIeH Mepe, uepe3 2 roja Imocie
OKOHYaHus JiedeHus y 4,6 % nanueHToB HaOIIOAAIMCh HEXeJaTeIbHbIC SBJICHUS, CB3aHHBIC C
POCTOM U pa3BUTHEM KOCTEW (BKIIOYAs CIy4yad 3aMeJICHUS] MHBOJIOUH 311 (U3a, OCTCONICHUH,
3aMeJJIEHMsI poCcTa, TMHEKoMacTun). MiHTepripeTanys pe3ynbTaToB 3aTpyJHEHA BBUY KOHTEKCTa
XPOHMYECKOI0 3a00JI€BaHMsI M MOMJISKUT JOITOCPOUHBIM HaOMI0AeHUsAM. B nccnenoBanusx npu
JleyeHuy reuaTpudeckux nampentos ¢ OJIJT Ph' nazatuHrnGoM B KOMOMHAIINK C XUMHOTEPAIUEi
MaKCHMyM 2 rojia CIlycTs I0CJI€ JE€YEHUs OTMEUEH CiIy4ail HeXKeIaTeIbHOM peakliy, CBSI3aHHON
C HapyLIEHUEM POCTA U Pa3BUTUS KOCTEH.

IIpouue

[Tpy moBbIIEHUH YPOBHS TpaHCAaMMHA3 WM OMJIMpYyOHHA CleyeT YMEHbUIMTh J103y Mpernapara
WJIM IPUOCTAHOBUTH €0 IIPUEM.

IIpn pa3BUTHM TMIOKAJIBLMEMHUH COCTOSHUE KOPPEKTHPYETCS IPUEMOM BHYTPb IIpEnapaToB
KanpLus. Bo BpeMs JiedeHHs M B TEUEHUE MUHUMYM 3 MECSLIEB IIOCIIE U MY KUYHHAM, U )KEHIIMHAM
HEOOXOJIMMO HCIOJb30BaTh HAAEKHBIE METO/Abl KOHTpauenuuu. Eciu Bo Bpems sedeHus
Ja3aTUHUOOM HacTynwia OepeMEHHOCTb, WJIM €CJIM CTaJl0 HW3BECTHO, YTO IIpernapar
UCTIOIB30BAJICS BO BpeMsi OEPEeMEHHOCTH, CJIelyeT HEMEUIEHHO MPOMH(POPMHUPOBATH MAIUEHTKY
0 BO3MOXKHOM pucke Juid miuona. [lpu npueme nazarnHuba ObUTM OTMEUEHBI MHMBUyalbHbIE
ClIy4au BO3HUKHOBEHUS TSKENBIX HEXKEIATEIbHBIX PEAKLUN, NOPAKAIOIIUX KOXKY U CIU3UCTBIC
000J10uKH, B TOM uncie cuHapom CruBeHca-/[)koHcoHa 1 MHOTo(OpMHOI 3puTeMbl. B ciaydae
NOSIBJIICHNS TAaKMX HEXeNaTelbHBIX PEaKIUil Ipu Mpueme mpenapara, JI€UeHHE 1a3aTHHUOOM
HE00XO0IUMO MPEKPATUTb.

BcnoMorarenbpHEIE BEIIECTBA

Cooepoicanue nakmoswvi

[Tpenapar JASATUHUB-ITIPOMOME]] conep>kUt 1akTO361 MOHOTHIPAT.

[TanmenTaM C peAaKoO BCTPEYAOUIEHCS HACIEICTBEHHOM HENEPEHOCUMOCThIO TalaKTO3bl,
nedUIUTOM JaKTa3bl JIOMApel WU TIIOKO030-TalakTO3HOW ManbabcopOIueil He ciemyer

MMPUHHUMATB 3TOT IIpCIiapar.
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4.5. B3aumopneiicTBHe ¢ JAPYIrMMH JIeKAPCTBEHHBIMH NpenapaTaMH M JApyrue BH/bI
B3aHMO/1elCTBHSA

IIpemapaTsl, KOTOPhIE MOTYT ITOBLINIATE KOHIICHTPAITHUIO I[aBaTI/IHI/I6a B I1JIa3M€ KPOBHU

Hneubumopuot uzogpepmenma CYP3A4

Hazatunu6 ssisercs cyocrparom uzopepmenta CYP3A4. Muruburops! nzopepmenta CYP3A4
(HampuMep, KETOKOHA30J], HTPAKOHA30J, JSPUTPOMHUIMH, KIAPUTPOMUIIMH, PUTOHABHP,
aTazaHaBHp, MHIWHABHP, HeJI(HUHABHP, CAKBUHABHP, TEIUTPOMULIMH, TPEHIIPPYTOBBII COK) MOTYT
NOBBIIIATH KOHLEHTPALMIO Ja3aTHHHOA B IUIa3Me€ KPOBH, MOATOMY ClleAyeT u30eratb HX
COBMECTHOTO TPUMEHEHHUsl C Aa3aTMHUOOM. [lanueHTbl, y KOTOpBIX HE ypaaercs: n30exarhb
CHCTEMHOTO IMpreMa MomrHoro uaruouropa nzopepmenta CYP3A4, nomkHbI HAXOTUTHCS IO
TIIATEIbHBIM HAOIIOJCHUEM JJIS1 CBOEBPEMEHHOT'O BBISIBIICHUS IPU3HAKOB TOKCHYHOCTH.

IIpenapaThbl, KOTOPbIE MOT'YT CHMKATh KOHIICHTPALIUIO ,HaSaTI/IHI/I6a B I1J1a3M€ KPOBH

Hnoyxmopwt uzopepmenma CYP3A4

HNunyxrops! n3odepmenta CYP3A4 MoryT CHIKATh KOHIEHTPAIMIO a3aTHHNOA B TUIa3Me.
Crnenyer uzberatb COBMECTHOTO MPUMEHEHHS MOIIHBIX MHAYKTOpoB u3ohepmenta CYP3A4 ¢
nazatuHuOoM. [lamuentam, npuHUMaromuM HHIYKTOphl u3odpepmenta CYP3A4 (manpumep,
JeKcaMeTa3oH, (EeHHTOMH, KapOamasenuH, pudamnunmH, (GenodapOuTam WM Ipenaparsl
3BepoOost mpossipsiBiieHHoro (Hypericum perforatum)), BmecTo 3THX MpernaparoB CIeayeT
Ha3HayaTh MperapaTel, He obnagatomue (Wi oOJafarone B MHUHMMAIBHOW CTEINEHHU)
CHOCOOHOCTBIO MHIyLIUPOBATh 3TOT U30(PEPMEHT.

Aumayuowl (npenapamsi, cooeparcaujue antoMuHUus SUOPOKCUO/MALHUS 2UOPOKCUO)

Ecnu anTanmmel HEOOXOIMMBI, pEKOMEHIYETCsl UX MPUHUMATh HE MEHee YeM 3a 2 4aca J0 WU
yepes 2 yaca nocJje npuema ja3aTuHuoa.

Bnoxamopur H2-2ucmamunosvlx peyenmopos u uHeubUmopsl RPpOmMoHHOU ROMNbL

JnmuTensHOE  TOJABIEHME  CEKPEUUH  KHCJIOTBl  JKEIyAOYHOTO  CcoKa  OJIoKaTopaMu
H2-ructamMiHOBBIX pelieNTOPOB U MHTUOMTOPaMH MPOTOHHOM HOMITBI (HapuMep, paMOTUANHOM
¥ OMETPA30JI0M) MOXKET MPUBOANUTH K CHIKECHHIO KOHIICHTPALIUH JTa3aTHHHOA.

CoBMecTHOE NMPUMEHEHHE 3TUX INpernapaTroB U Ja3aTHHUOA HEe pekoMeHayercs. B kauecTBe Mx
JIbTEPHATUBBI MOXKHO HMCIOJB30BAaTh aHTALMAbI (32 2 yaca J0 WM yepe3 2 yaca Iocie mpueMa
Ja3aTuHUO0A).

Bansane JlaSaTI/IHI/I6a Ha JpYyruc JCKAapCTBCHHBIC ITPCIIapaThl

Cybocmpamut uzoghepmenma CYP3A4

Hazatunu6 sBusercs uHruouropom wuzodepmenta CYP3A4, mostomy ero coBMeCTHOE
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npuMeHenne ¢ cyocrtparamu m3opepmenta CYP3A4 MoxeT YCHINUTh JEHCTBHE JaHHOTO
cybcrpara. Cybocrpatsl uzopepmernra CYP3A4 ¢ y3kuM TepaneBTHYECKUM TUANIA30HOM, TaKue
Kak aJd(eHTaHWw1, acTeMu30j, TepdeHaauH, OU3anpHl, MUKIOCIOPHH, (EHTAHWI, MHMO3H],
XMHUJIUH, CUPOJIUMYC, TaKpPOJIUMYC M aJKaJOWAbI CIIOPBIHBH (3PrOTaMUH, AUTHIPOIPTOTAMHH )

CJIICAYCT UCII0JIBb30BATH C OCTOPOIKHOCTHIO Y MAIIMCHTOB, MOJJIYYarOIINnX I[a3aTI/IHI/I6.

4.6. PepTUIBHOCTDH, 0€PEMEHHOCTD M JIAKTAIUS

JKeHIITUHEI ¢ IETOPOIHBIM ITOTSHITUAIOM (KOHTDaHCHHI/ISI Y MYKYMH U )KGHIHI/IH)

[TarueHTKH C COXpaHEHHBIM JCTOPOIAHBIM TOTEHIIUAIOM, U CEKCyallbHO aKTHBHBIC MYKYHHBI,
JIOJIKHBI HCITOJIB30BATh BO BPEMsI JICUCHUS M B TCUCHIE MUHUMYM 3 MecsIieB mociie 3G GpeKTUBHbIC
METO/Ibl KOHTPALICTIIINH.

bepemeHHOCTD

Ha ocHOBe omnbITa KIMHUYECKOTO MPUMEHEHUS, TIPEATIOIaraeTcs, 4YTo Ja3aTUHUO MPU IPHEME BO
BpeMsi OEPEeMEHHOCTH BBI3BIBACT BPOXKIICHHBIC MOPOKH Pa3BUTHS, BKIItOUYas Je()EeKThl HEPBHOM
TpyOKHU U BpenHbie papmakonoruyeckue 3pGeKTbl Ha M0/,

HccnenoBanus Ha )KUBOTHBIX MTOKA3aJIU PENPOAYKTUBHYIO TOKCUYHOCTb.

Jazatuaud He cieayeT NMPUMEHATh BO BpeMsi OEpPEMEHHOCTH, 32 UCKIIIOUEHHEM CIIy4aeB, KOT/ia
KJIIMHUYECKOE COCTOSIHHUE JKEHILMHBI TPeOyeT JICUECHUs Ja3aTUHUOOM.

Ecnmn nazatmHm® wucmonb3yeTcs BO BpeMsi OEpEMEHHOCTH, TAaIlMeHTKa JOJDKHA OBITh
npornH(GOPMUPOBaHA O MOTEHIIMAIEHOM PUCKE AJIS TUIOAA.

JlakTanus

Nudopmarius o BbIIEICHUM Ja3aTHHUOA B TPYJHOE MOJIOKO YeEJIOBEKAa WM KUBOTHBIX
HEJI0CTaTOYHA/OTpaHuYeHa.

OU3NKO-XUMHUYECKHE M JOCTyMHbIE (PapMaKkoIMHAMHYECKUE/TOKCUKOIOTMUECKUE JaHHbBIE O
Ma3aTUHUOE YKa3bIBAIOT HAa JKCKPELHI0 B TPYAHOE MOJIOKO M HEJIb3s UCKIIOYUTH PUCK JUIA
pebenka.

Kopwmiienue rpyipto JOMKHO OBITh IPEKPAIIEHO BO BpeMs JIEUEHUS 1a3aTHHUOOM.

DepTUabHOCTD

B uccnenoBanusax Ha XUBOTHBIX JICYEHHE JAa3aTHHUOOM HE BIUSUIIO HA (DepTUIBLHOCTH CaAMIIOB U
CaMOK KpbIcbl. Bpaun u jgpyrue MeauIMHCKHE pPaOOTHUKH  JIOJDKHBI  COOOIIUTH
MYy>KYMHAM — TalleHTaM PenpoaAyKTHBHOTO BO3pacTa 0 BO3MOXKHBIX 3¢ dekrax aazaTuHHOA Ha

(bepTUIBLHOCTD U PACCMOTPETH BONPOC O KPUOKOHCEPBALIUU CIIEPMBI.
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4.7. BausiHde Ha CNOCOOHOCTH YNPABJISATHL TPAHCHOPTHBIMHM CPeACTBAMHU H PadoTaTh ¢
MeXaHu3MaMu

[Tpenapar JJASATUHUB-ITPOMOME]] oka3biBaeT He3HAYMTEILHOE BIUSHHUE HA CIIOCOOHOCTH
YVOpPaBIsATh TPAHCIOPTHBIMU CpPEICTBaMU U paboraTh ¢ MexaHu3Mamu. [lanueHTOB cremyer
peIynpenTh, 9YTO BO BpeMs JICUCHHS Ja3aTUHHOOM y HUX MOTYT BO3HUKHYTh HEXKeEJIaTeIbHbBIE
peaKIMu, Takue KaK TOJIOBOKPYKEHHE MM HEUeTKOCTh 3peHus. IlosTomy ciemyer cobmonarhb

OCTOPOIKHOCTD ITPHU BOXKIACHUU ABTOMOOWJIS HUJIU pa60Te C ME€XaHHu3MaMU.

4.8. HexkenareJibHbIE peakunu

Pesrome HDOd)I/IJDI 0e30IacHOCTH

Y GOJILIIMHCTBA B3POCIIBIX MAIIMEHTOB HEXKENATEIbHbIC PEaKIIUN ObUTH TIPEXOSIIUMH, JICIYCHHUE
Ja3aTUHUOOM OBLITO MPEKPAIeHO U3-3a HeXKeNaTeNbHbIX peakiuii y 12 % manueHToB ¢ BIIepBbIC
BBISABJIEHHOU XpoHnueckor (asoii XMJI Ph*, a Taxxke y 15 % nmanueHToB B XpOHUUYECKOHN (ase
XMIJI ¢ pe3uCTCHTHOCThIO K MMATHHHOY WJIM €ro HelepeHOCMMOCThio, y 16 % — B (aze
akceneparuu XMJI, y 15 % — B ¢asze muenonanoro 6mactaoro kpuza XMJI, a Takke y 8 %
naruenTos ¢ OJIJI Ph*.

Cpemu geteit ¢ xponuueckoil dasoii XMJI Ph™ B BuLy cepbhe3HBIX HEKETAaTENbHBIX PEaKIUii
Tepanus 1a3aTHHIOOM ObuTa TpekpameHa y 1,5 % manueHTos.

[Tpo¢uas 6e30MacHOCTH IPUMEHEHHS 1a3aTUHNOA B I€TCKOM MOy siuy nanuenTos ¢ XMJI Ph*
B XPOHMUYECKOU (pa3e B 11eIOM COOTBETCTBOBAT MPODHIII0 O€30MaCHOCTH Y B3POCIBIX MAIIMEHTOB,
32 HMCKJIIOUEHHWEM OTCYTCTBHS CIydyaeB JIETOYHON TUIEPTEH3UH, MEPUKAPAHAIBLHOTO BBINOTA,
IUIEBPAJIbHOTO BHITIOTA, OTEKA JIETKHX.

TabnnuHoe PE3I0OME HEXKENATCIIbHBIX PEaKIINl

YacToTa BO3HHKHOBEHHS MOOOYHBIX 3(()EKTOB MpHUBEIEHA B COOTBETCTBUHU CO IIKAJION: OYEHD
vacto (> 1/10), wacto (> 1/100, Ho <1/10), Heuacto (> 1/1 000, Ho <1/100), peaxo (> 1/10 000, Ho

<1/1 000), gactoTta Heu3BecTHA (Ha OCHOBAHMU MMEIOIINXCS TAHHBIX OI[CHUTh HEBO3MOKHO).

OueHb YacTo Yacro Heuacto Peaxo

Hugpexyuu u unsazuu
vH(peKknny (B TOM 4ncie | MHEBMOHHS (B TOM

OaKTepUalbHBIE, ymuciie GakTepranbHasd,
BUpPYCHBIE, TPHOKOBBIE) | BUPYCHas u
rpuOKoBas),

WHQEKIMA  BEPXHHUX
JBIXaTebHBIX — IyTeM,
reprneTuvyecKre
WH(EKIHH,
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OueHb yacTo Yacro Heuacro Penxo
SHTEPOKOIUT, CETICHC
(B TOM qucie
HEYacTo - c
JIETATHHBIM HCXOJIOM)
Hapywenusi co cmoponbl Kposu u aumghamuyeckoii cucmembol
MHEIIOCYIIPECCHS (beOprpHas nuMbaIeHOIaTHS, APUTPOOIACTOTICHHS
(BKITIOYAS aHEMUIO, | HEHUTpOeHHs nuMdoneHus
HEUTPOIICHUIO,
TPOMOOITUTOTICHHIO)
Hapywenus co cmoponvl ummynno cucmemsi
peaxkuun aHaQUIaKTHYECKUN
THIIEPYYBCTBUTEIBHOC- | IIOK
™ (B TOM YHCIE
y3710BaTas IpuTemMa)
DHooxkpunHble HapyUIeHUs.
THIIOTHPEO3 THIIEPTUPEO3,
TUPEOUUT
Hapywenus memaboauzma u numanus
HApyIICHHUS AamIeTUTa | THIOATLOYMUHEMHUSI, caxapHbIii uader
(BKJIIOYAsl CHWDKCHHUE | CUHIPOM TU3UCca
anmneTuTa, paHHee | OImyXoJy,
HaCBIIIIEHHE, 00€3BOKHBAHUE,
MOBBINICHHUE THIIEPXOJIECTEPUHEMUS
anmneTuTa),
TULIEPYPUKEMUS
Hapywenus co cmoponul nepsnoii cucmemsl
TOJIOBHAsI 0O OeccoHHUIIA, 0eCITOKOHCTBO, CYJIOPOTH, HapyllIeHHe
Jenpeccus, SMOIHOHAITLHAS MO3TOBOT'O
HelporaTus (BKIIOYasl | TJAOMJIBHOCTh, IICHX03, | KPOBOOOpAIIEHHS
nepupepuvecKyro CHIDKEHHE mbuio, | (MHCYIBT),
HEHpomaTHio), KPOBOM3IUSHUS (TaKue | TpaH3UTOpHAS
TOJIOBOKPYIKCHHE, Kak  BHYTPUMO3roBas | MIIEMHYECKas  aTaka,
W3BpalleHne BKycCa, | remMaTroma, BOCTIAJICHUE
COHJIMBOCTbH BHYTPHUMO3I0BOC 3PUTCIIBHOI'O HEPBa,
KPOBOMBIHUSHIE, napamua VIl maper
snuaypajibHas YCPLITHO-MO3TOBBIX
reMaToma, HEPBOB (JuiieBoro
BHYTPHYEPEITHOE HepBa) aTakcus,
KPOBOM3ITUSIHHE, JIEMCHITUS
reMopparuuecKkui
WHCYJIBT,
cybapaxHouaaIbHOE
KPOBOU3JIUAHUE,
cyomypanbHas
reMaroma,
cyomypanbHOe
KPOBOUBIHUSHUE),
TpeMop, 00MOpOK,
aMHe3Hs, HapylleHHe
paBHOBECHS
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Ouenb yacTo Yacro Heuacto Penko
Hapywenus co cmoponvl opeana 3penus
3pUTEIHHBIC KOHBIOHKTHBHT,
pacctpoiicTBa HapyUICHUS 3peHwus,
(HEYETKOCT, CBETOOOS3HE,
PacIIbIBYATOCTb, CJIe30TeUCHUE
CHIW)KCHUE  OCTPOTHI
3peHHs), CYXOCTh TJIa3,
KPOBOM3ITUSHUS B
CKIIepyY rnasa,
KOHBIOHKTHUBAJIbHBIC
KPOBOUBIUSTHUS
Hapywenusi co cmoponul opeana ciyxa u rabupunma
LIyM B yiax BEPTHUTIO,
noTeps ciyxa
Hapywenus co cmoponul cepoya
NEPUKAPANAIBHBII YUIMHEHWE HWHTEpBAJIA | MMOKApAUT,  OCTPBIA
BEITIOT, aputmus | QT Ha OKT', | KopoHapHEIN CHHIPOM,
(BKITFOUAST CTCHOKApAUs, OCTaHOBKa cepana,
TaxUKapuio), KapauOMeTalus, YIIMHEHUE HHTEpBala
HapymieHns (QyHKIWW | IepUKapIuT, PR, AIIeMIYecKas
cepama (BKJTIOYAS | KEITyTOYKOBas apuTMUs | O0JIe3Hb cepama,
KEITYA0YKOBYIO (BKJTFOUAS TJICBPOTICPUKAPIUT
JTUCHYHKIHIO, JKEIYTOYKOBYIO
CepACUHYIO TaxXuKapauio), HHPAPKT
HEJ0CTaTOYHOCTb, MHUOKap/a (B TOM
3aCTOMHYIO YUCJE C  JICTAJIbHBIM
CepACUHYIO HUCXOJIOM), W3MECHEHUS
HEIOCTATOYHOCTD, syoma T,
KapaIuOMHOIIaTUuIo, IIOBBIIIICHUEC aKTUBHOCTHU
3aCTOWHYIO TPONIOHUHA
KapIMOMHOIIATHIO,
JIUACTOTMYCCKYFO
TUCHYHKIIHIO,

yMeHbIIIEHNE (PpaKIuu
BBIOpOCA,
JKEITYIOYKOBYIO
HEJ0CTAaTOYHOCTH ),
y4alleHHOe
cepauedrenue,
MOBBIILICHHE
AKTUBHOCTH MO3TOBOT'O
HaTpUIlypeTUYECKOTO
MenTua, AUCHYHKITUSL
MPaBOro  KEIyJ0uKa,
KEITYJOUKOBAsI
THUITIOKUHE3UA

Hapywenus co cmoponwl cocydos
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Ouenb yacTo Yacro Heuacto Penko
KPOBOTCUCHHUSI  (TaKue | «IPUITHBBIY, CHIDKCHHE «JIETOYHOE CepIIey,
KaK HOCOBBIC | TIOBBIIIICHUC apTepHAIILHOTO OCTpBIA  KOPOHAPHBIH
KpPOBOTCUYCHHS, apTepUaNtbHOTO JIABIICHUS, CUHJIPOM,
KPOBOTOUYHBOCTE [IECEH, | TABJICHHS TpoMOODIEOuT, «MPaMOPHOCTH KOKI»,
reMaToOMBI, TIETEXUH, TpoMO03 TpoMO03 IyOOKUX
mypIypa), KpoMe BEH, 3MOOITHUs
KEITyTOUHO-KUIIEUHBIX
KPOBOTCUYCHHIM u
KPOBOMBIIUSHUI B

LIEHTPAJIbHOM  HEpPBHOMU
CUCTEME

Hapywenus co cmoponvl dbixamenvHoll cucmemsi,

0p2ano0s cpyOHoll Kiemxu u

cpedocmenust

IJIEBPAJIbHBIN
OJIBIIIKA

BBITIOT,

JIeTOYHbIE
WHQWIBTPATHI,  OTEK
JETKUX, ITHEBMOHHUT,
Jero4Hast

THUIICPTCH3U A, KallICJIb

OpoHxHajJbHAs  acTMa,
OpoHxOCMa3M, JeroyHas
apTepHaIbHas

THIIEPTEH3US, TUCHOHNUS

OCTpBII
pecrupaTopHbIN
JIUCTPECC-CUHAPOM,
JeroyHast aMOOJHS

JKenydouno-kuuieunvle HapyueHus

auapest,
TOLIHOTA,
pBOTa,

0O0JIH B )KUBOTE

BOCIIAJICHUE
CIIM3UCTBIX 000JIOYEK
(BKITIOYASt MYKO3UT/

CTOMATHT),
JKEITyTOIHO-
KHIIIEYHbIE
KPOBOTECUCHUSI,
MUCTIETICHSA,  B3IyTHE
’KHBOTA, 3aITOPHI,
TaCTPUT, TIOPAXKEHUS
MSTKHX TKaHeHn

MOJIOCTH PTa (BKIIOYAs
CyXocTb ~ BO  PTY,
XEWINT, Iy3bIPBKOBBIE
BBICHINTaHUSI Ha TyOax,
CyXOCTh T'y0, SI3BBI Ha
rybax, 3pO3uu
CIIM3UCTOH  000JI0YKH
MOJIOCTH PTa),

nucdarus,

acIuT,

aHalbHBIE  TPEIIWHBI,
W3BS3BICHUS  BEPXHHX
OTHEJNOB  JKEIyIOYHO-
KHIIEYHOTO TpaKTa,
MaHKpeaTHuT, 330(arwur,
racTpoa3odareansHas

pedurrokcHast 00e3Hb

JKEITyAOTHO-KHUIIEYHAS
SHTEPONATHUS c
norepei Oenka,
KHILIEeYHAs
HENPOXOAUMOCTb,
OCTpBII  IAHKPEAaTuT,
aHaJIBHBIA CBUIIL

KOJIAT (BKITIOUAS
HEUTPONIEHUYECKHI
KOJIUT)
Hapywenus co cmoponul neuenu u scenuesvl8o0sauux nymeu
X0JIecTa3, XOJICLHUCTHT,
rermaTuT
Hapywenus co cmoponul Kodicu 1 NOOKOIHCHBIX MKAHEl
KOXKHasi ChINb (BKJIIOYASI | 3yJ, yrpeBas Chillb, | KOXKHBIC SI3BBI, | JEMKOIMTOKJIACTHYEC-
JIEKApCTBEHHYIO  CHIIlb, | AJOMELus, CYXOCTb | OyJJie3HbIli  JaepMaro3, | KM BacKyJIuT, pudpo3
3pUTEMY, KOXKH, THIEPruapo3, | HapyIIeHHUs KOXH
MYJIbTH(QOPMHYIO KparuBHUIIA, MUTMEHTAIIH,
JpUTEMY, IpUTPO3, | AepMaTUT  (BKJIFOYAs | MOPAKEHUS HOTTEH,
[AyJIE3HYI0 CBIIIb, | IK3EMY) ¢oToceHCHOMIM3AIIHS,
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TEBETCTEYET ZKCNEPTHOMY OTYETY

BT P

OueHb yacTo Yacro Heuacro Penxo
MATHUCTO-TIAITYJIE3HY IO MAHHUKYIUT, CHHIPOM
CBHIIIb, MYCTYJE3HYIO JIaIOHHO-TIOJIOIIBEHHOH
CHITIb, [IeymeHne SPUTPOIUIECTEINH,
KOXH, BE3UKYJSIPHYIO W3MEHEHUS] BOJIOCSHOTO
CBIlb, MaKyJIOMYCTYJe3- MIOKPOBA,
HYIO CBIIIb, HEUTPODUILHBIN
9KC(ONMMATUBHYIO CHIIIb, JIepMaTo3
reHEepaIN30BaHHYIO
3pUTEMY, TCHUTAILHYIO
CBIIb, TETUIOBYIO CHIIb,
Ocnple yrpH, IOTHHILY,
MyCTYJE3HBIN TCOpHa3s,
CBIIIb, JPUTEMATO3HYIO
CBINIb, (POJLTUKYIAPHYIO
CBIlIb, TCHEPAIM30BaH-
HYIO CBIITb, MAKYJISIPHYIO
CBIlb, 3YISIIYIO CHIIb,
pasapaxeHre KOXH,
TOKCHYECKYIO KOXHYIO
CBHIIIb,  BE3WKYJIE3HYIO
YPTUKApHYIO CHITIb,
BaCKYJHUTHYIO CHIIIb)
Hapywenus co cmoponvl mbluieunoil, ckeiemuou U coeQUHUmMeabHOU MKaHu
KOCTHO-MBIIIIEYHast O0JIb | apTpairusi, MbIIIeYHasl | paOJOMUONN3, MHUO3UT, | 3aMeICHHAS
c1abocTh,  MHANTHA, | TSHIUHUT, OCTEOHEKPO3, | MHBOMONUS dIudu3a,
KOCTHO-MBIIIICUHAs apTpuT 3aJIepiKKa pocra
CKOBaHHOCT®, (uactoTa JTAaHHBIX
MBIIIICYHBIE CTIa3MbI MOOOYHBIX 3P (HEKTOB B
WCCIIETOBAHUSAX y
JIeTel OTMeYeHa Kak
«9aCTO)
Hapywenus co cmoponsl nouex u Mouebl8o0auux nymeti
MoYeYHas HapylnieHne (QyHKIUU
HEJ0CTaTOYHOCTD, MOYEK
y4JalieHHOe
MOYEHCITyCKaHNE,
MIPOTEUHY PHSL,
reMatypus
bepemennocmu, nociepodosviii nepuoo u nepuHamanbible COCMOsIHUL
CaMOTIPOU3BOIBHBIN
abopT
Hapywenusi co cmoponvl penpooykmueHol cucmembl i MOJIOYHBIX Jcele3
THHEKOMACTHS,
HapyUICHUS
MEHCTPYaJILHOTO ITMKJIA,
BarMHaJIbHbIC
KpPOBOTEUCHUS,
MaTOYHbBIC
KPOBOTEUCHUSI

Obwue Hapywenus u peakyuu 6 Mmecme 68edenus (npovue)
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OueHb yacTo Yacro Heuacro Penxo
nepuepuIecKue OTEKH | TeHEPaTH30BaHHbIC HEJIOMOTaHHe, HapyIIeHUE TOXOIKN
(BrITIOYAS OTEKHU (BKJIFOYAS | TIOBBINIICHUE AaKTUBHOCTH
JIOKaJTM30BaHHBIC OTEKH | 33JEPXKKY IKUAKOCTH, | KpeaTHH(HOCHOKUHA3HI,
MOJIKOKHOW ~ KJIETYATKHU | OTEK KEIYJOYHO- | TIOBBIIICHAE aKTUBHOCTH
Pa3TUYHOM KHIIIEYHOTO  TPaKTa, | rTaMMa-

JIOKaJIN3alllHy, TeHEePaTM30BaHHBIH TIFOTAMUJITPAHCIICTITH-
IPaBUTAIMOHHBIE OTeK, JIa3bl, npodne
OTEKH), OTeK JuIa | nepudepudeckuit MMOBEPXHOCTHBIE ~ OTCKHU
(BKIOYAas OTEK s3bIKa, | OTEK, OTEK, OTeK, | (BKJIOYas  OTCYHOCTh
OTeK Ty0, OTeK 00JacTu | 00YCIIOBIEHHBIH MIOJIOBBIX OPTaHOB, OTEK
pTa, OTEK | CepJIeYHOM B MeCTe pa3pe3a KOXH,
KOHBIOHKTUBBI, OTE€K B | HEJOCTATOYHOCTHIO, OTEK IOJIOBBIX OpPTaHOB,
o0JacTH TJIa3a W BEK, | mapaHedpaTbHBIH OTEYHOCTH TOJIOBOTO
OTEK OpOUTANTLHOH | BBITIOT, YJieHa, OTEK TIOJIOBOTO
KJIE€TYaTKH, MOCTIPOLEAYPHBIN YjgeHa, OTEK MOIIOHKH,
epUOPOUTAIILHBIC OTEK, BUCLEPAIbHBIA | OTEUHOCTH KOXH,
OTEKH, MaKyJSIpHBIE | OTEK), acTeHus, 0OJb, | OTCUHOCTh SIMYCK,
OTEKH, OTEYHOCTH JINIIA), | 00Tb B TPyIu, 03HOO, | BYJIbBOBArWHAIBHYIO
IIOBBIIIICHHAs CHMXKCHUEC HJIN OTC‘-IHOCTI))
YTOMJIIEMOCT, YBEUYECHHE  MAaCChI

MOBBIIICHHE Tena, CIyTaHHOCTh

TEMIEepaTypsl Teaa CO3HAHMUSI

Kpome TOro, mpu mpuMeHeHHH Mpernapara HojdydeHa MHPOpPMAanus O CIeIYIOIIUX pPeakKIusX,
4acTOTa KOTOPBIX HE YCTAaHOBIEHA W/WJM CBS3b MX C MPUMEHEHHEM Ja3aTHHUOA He JOoKa3aHa:
Hnghexyuu u unsazuu: peaktuBanus Bupyca renatuta B (BI'B).

Hapywenus co cmoponwl cepoya: GuOpuIIsius npecepanil/TpeneTanie mpeacepamni.
Hapywenus co cmoponwt cocyoos: TpomboTryeckast Mmukpoanruomnartus (TMA).

Hapywenus co cmopoHvl ObixamenbHOU cucmemvl, 0p2aHo8 cpYOHOU KIemKU U CPedoCMeHUsL:
MHTEPCTULIMANIbHBIE 3a00JI€BaHUS JIETKUX, THEBMOHHS.

Kenyoouno-kuwieunvie Hapyuienus: KEITyIOYHO-KUIIEYHOE KPOBOTEUEHUE C JIETAJIbHBIM
HCXOJIOM.

Hapywenus co cmoponvl kodcu u noOKodcHuix mkaueu: cuHapoM CruBeHca-/[OHCOHa.
Hapywenus co cmopoHbl nouex u Mouegbleoosawyux nymeii: HepoTUIECKUH CUHIIPOM.
Jlabopamopnvie u uHcmpymeHmanbHvle OaHHble:

— TpoMOOIUTOIIEHUs, aHEMUsI U HeiTporneHust 3 uiau 4 CTeneHu, OCOOCHHO Yy MAlMeHTOB C
no3aumMu pazamu XMJT win octpeiv OJLJT Ph;

— TUIOKAJIMEeMHUs, TUIIOKaJIbIueMus, runodocharemus;

— TIOBBIIIIEHWE AaKTHUBHOCTU IE€YEHOYHBIX TpaHcaMuHa3 (amaHmHamuHOTpaHchepasbl (AJIT),

acrapraramuaoTpancepassl (ACT));
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— MOBBIIICHNE KOHIEHTPAIMK OMIMpyOrHa W/ KpeaTHHUHA B CBIBOPOTKE KPOBH.

HanOosnee yacTbIMK HexenaTeIbHbIMU PEaKIUSAMU IIPH IPUMEHEHUH J1a3aTUHNOA y AllUEeHTOB C
BriepBbIc BoisiBIeHHBIM XMJI Ph* B XpoHUYecKoii (hase SBIAIOTCS 3a/1epiKKa KUJAKOCTH U THApPeEst,
a y TallMEeHTOB C PE3UCTEHTHOCTHIO MJIM HETIEPEHOCUMOCThI0O MIMAaTUHHOA — 33aepXKKa KHUJIKOCTH
U Jauapes, royioBHast 00Jb, OABIIIKA, ChIIb, YCTAJOCTh, TOIIHOTA, KPOBOMU3IUSHUS (TaKue Kak
eIy IOYHO-KUIIEYHbIE KPOBOTEUEHUS U IPyTHE).

M3MeHeHHs 11a0OpaTOpHBIX IMOKa3aTeNel y JeTedl COOTBETCTBOBAIM HM3MEHEHHUSM ITHX

MOKa3aTeJIe y B3pOCIIbIX MALIUEHTOB.

eTU
Hemu ¢ OJIJI Ph™ npu ucnonvszoeanuu oazamunuba 6 kombuHayuu ¢ Xumuomepanuell
HexenarenpHple peakiii, OMHCAHHBIE B 2-X TEAMATPUYCCKUX HCCICIOBAHUSX, B KOTOPBIX
Ja3aTHHUO TPUMEHSIICS B COUYETAHUU C XUMUOTEPAIUEH, COOTBETCTBOBAIHM H3BECTHOMY ITPOQHITIO
0€30IaCHOCTH Ja3aTMHUOA Yy B3pOCIBIX U OXugaeMoMmy 3(QekTy OoT XUMHUOTepanuu, 3a
UCKITIOYCHUEM MEHBIIEH BCTPEYAEMOCTH IUICBPAIBHOTO BBHINIOTA y JIETEH IO CPaBHEHUIO CO
B3POCIBIMH.

B nerckoM wuccnemnoBaHuM OCTpOro auMQoOIaCTHOro Jieiiko3a TOKa3aTelid J1abopaTOpHBIX
OTKJIOHCHUI COOTBETCTBOBAIM W3BECTHOMY MpPOQWI0 Oe30MacHOCTH Ui J1abopaTOPHBIX
MapaMeTpoB y B3POCIBIX IMAIMEHTOB C OCTPBIM JIMM(OOIACTHBIM JIEHKO30M, ITOTYYaBIIHX
(OHOBEII KypC XUMHUOTEPAITHH.

COO6H.ICHI/IC 0 TOAO03PEBACMBIX HEXKCIATCIBbHBIX PCAKIINAX

Baxxno coo0mare 0 MOJ03peBaeMbIX HEXKENATENbHBIX PEaKIUsAX IOClie pPEeTUCTpalluu
JIEKApCTBEHHOT'O TIperapara ¢ IeJIbl0 00ECIIEYeHHUs] HENPEPHIBHOTO MOHUTOPHUHTA OTHOIICHUS
«10Jb3a — PUCK» JIEKAPCTBEHHOTO Mpemnapara. MeauIMHCKUM pabOTHUKAaM PpPEKOMEHAYEeTCs
coo0IaTe O JIOOBIX TOI03PEBACMBIX HEXKENATENbHBIX PEaKIUAX JEKApPCTBEHHOTO IMpemnapara
yepe3 HAIMOHAIBHBIE CUCTEMBl COOOIIEHUN O HEXeNaTeNbHBIX PEaKIUIX rOCyJapCTB — YICHOB

EBpazniickoro 5KOHOMHUYECKOr0 COK3a:

Poccuiickas @enepanus

®denepanbHas Ciryxk0a 1Mo Haa30py B chepe 31paBoOXpaHEHUs
Anpec: 109012, r. MockBa, CraBsiHCKast TUIOIIAb, 1. 4, cTp. 1
Tenedon: +7 800 550 99 03

DnexTponHas moyra: pharm@roszdravnadzor.gov.ru
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Caiit B UH(POPMAIMOHHO-TEIEKOMMYHHUKAITHOHHON ceTu «nTepueT:

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

Pecnyonuka Kazaxcran

PecniyOnukanckoe rocygapCTBEHHOE MPEANpPUITHE HA TpaBe XO3SMCTBEHHOTO BEIACHUS
«HaunoHnanbHblil LIeHTp 3KCHEepTHU3bl JIEKAPCTBEHHBIX CPEIACTB M MEAULUMHCKUX W3JEIIHID)
Komurera MemuuuHCKOTO ¥ hapmarieBTuIecKoro koutposss M3 PK

Anpec: 010000, r. Acrana, yi. Mmanosa, 13, BI[ «Hypcayner»

Tenedon: +7 7172 78 98 28

DnekTponHas noyra: farm@dari.kz

Caiit B nH()OPMALIMOHHO-TEIIEKOMMYHUKAITHOHHOM ceTn « HTepHeT»: Www.ndda.kz

Pecny6nuka benapych

PVYII «leHTp dKCIIEPTU3 U UCIIBITAHUM B 31PaBOOXPAHEHUN»
Anpec: 220037, r. Munck, nep. ToBapuiieckuii, 2a
Tenedon: +375 17 231 85 14

®axc: +375 17 252 53 58

DnexkTponHas noyra: repl@rceth.by

Caiit B mH()OpPMALIMOHHO-TEIEKOMMYHHUKAITMOHHOM ceTn «HTepHeT»: Www.rceth.by

Pecniybnuka Apmenust

Hayunpiii Llentp Oxcneptussl JlekapctB u MenunuHckux TexHOJOTMM HMM. akaJeMuKa
3. TABPUEJISIHA

Anpec: 0051, r. EpeBan, np. Komuraca 49/5

Tenedon: + 374 60 83 00 73

Caiit B mH)OpPMALIMOHHO-TEIEKOMMYHUKAITMOHHOH ceTn « IHTepHeT»: Www.pharm.am

Keipreizckas Pecrybnuka

JlemapraMeHT JIEKapCTBEHHBIX CPEACTB M MEIUIMHCKUX H3AeIui 1npu MuHuUCTEepCcTBE
3npaBooxpaneHust Keiproizckoii PecrryOmmku

Anpec: 720044, r. bumkexk, yiu. 3-sa Jluaus, 25

Tenedon: 0800 800 26 26

Onextponnas noura: dlomt@pharm.kg
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CaiiT B nH(pOpMAIIMOHHO-TEJICKOMMYHHUKAIIMOHHOM ceTr « HTepHeT» : WWW.pharm.kg

4.9. Ilepeno3npoBka

CuMNTOMBI

[Tepeno3upoBka a3aTHHUOOM 3apeTMCTPUPOBAHA y 2 MALMEHTOB, NMPUHUMABIIUX B TEYCHHE
1 wenenu no 280 mr mpenapara B J€Hb, YTO IPHUBEJIO K 3HAYUTEIBLHOMY CHIKEHHUIO YHUCIIA
TPOMOOITUTOB.

Jleuenue

B cnywyae mepeno3upoBku TpeOyercs TIIATENbHOE HAOMIOACHWE 32 MAMEHTaMH C LEINbI0

KOHTPOJIA CTCICHU MUCIIOCYIIPECCUH, TTPU HGO6XOI[I/IMOCTI/I — CUMIITOMAaTHU4YCCKad TCparus.

5. PAPMAKOJIOTMYECKHE CBOMCTBA

5.1. ®apmakoauHaMHYeCKHE CBOMCTBA

dapmakoTreparneBTHUECKas TPyIIa: MPOTHBOOITYXOJIEBbIC CPEACTBA, HHTHOUTOPHI IPOTCHHKIHA3;
WHrUOUTOpHI THpO3uHKUHA3el BCR-ABL.

Kox ATX: LO1IEAQ2

Mexanusm aeiicTBus

Hazatunu6 narubupyet tuposunkuHazy BCR-ABL u tTupo3unkuHassl cemeiictBa SRC, a takxe
MHOT'H€ JIpyre OHKOTeHHble KnHa3bl, BkiItoyas c-KIT, kunasy a¢ppunosoro (EPH) penenropa u
PDGFp-penienirop. Jla3aTuHUO SBISETCS MOIIHBIM CYOHAaHOMOJISIPHBIM HHTHOMTOPOM KHHA3bBI
BCR-ABL c aktuBHOCTBIO Tipu KoHIeHTpanuu 0,6 — 0,8 HMomb/Mi. OH CBSI3BIBa€TCS Kak C
HEaKTHBHOM, Tak M ¢ akTUBHOM KoH(popmarmei pepmenta BCR-ABL.

dapmakogngamMuyeckue 3P HeKTol

B ycnoBusx in vitro ga3atuHuO NpOoSsIBIISIET aKTHBHOCTh HA KJIIETOYHBIX MOJICNAX JIEHKO3a, Kak B
OTHOIICHHHM YYBCTBUTEIBHBIX, TaK W PE3UCTCHTHBIX K WMAaTHHUOY KiIeToK. JlazaTuHUO
IPEOIONIEBACT PE3UCTEHTHOCTh K WMAaTHHHOY, CBs3aHHYIO ¢ runepakcnpeccueii BCR-ABL,
mytanusmu  qomeHa BCR-ABL  kunHa3pl, akTuBanued albTepHATHBHBIX MEXaHU3MOB,
unaynupyronmx kuHasbl cemerictBa SRC (LYN, HCK), a Takke ¢ rumepakcrnpeccuedl rena
MHO>KECTBEHHOM JIEKAPCTBEHHON PE3UCTEHTHOCTH.

[MIpu wmccnemoBanmm mytanuii qomena BCR-ABL B xome KM y manueHTOB ¢ BIIEpBBIC

BbIsiBJIeHHBIM XMJI B xpoHudeckoii ¢aze, mpekpaTUBIINX MPUEM J1a3aTUHNOA, OBbLIN BBISBICHBI
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mytanuu 13151, F3171/L u V299L. Ha ocHOoBaHMHM 3KCIIEpUMEHTOB IN Vitr0 pazaTuHUO, 1O-

BHUJINMOMY, HE MPOSBIIICT aKTUBHOCTH B OTHOIIIEHUU MyTaruu T315l.

5.2. ®apMaKoKHHeTHYECKHE CBOHCTBA

AOGcopbuus

Abcopbrust  ObicTpas. MakcumanbHasi KOHLEHTpalMs [a3aTHHHOA TIociie TpueMa BHYTPb
HaoOmonaetcs yepes 0,5-3 yaca y B3pocibix U yepes 0,5—-6 gacoB y ieTeil Bcex BO3pACTHBIX TPYIIIL.
[Tnomaae noja kpuBoi «koHueHTpauus-spems» (AUC) 1 BbIBeIeHHE SBISIOTCS J0303aBUCHMBIMH
B nuarazone 1103 oT 25 go 120 mr 2 pasa B neHb. CpenHHiA OOIMIMI TEPMUHAIBHBIA TIEPHO/T
MIOJTYBBIBE/ICHUS J1Ta3aTHHUOA Y B3POCIIBIX MAllMEHTOB COCTABIISAET 5—6 4acoB, y neteil 2—5 4acos.
[Tpu mpueme ognokpaTHOM 10361 100 Mr na3aTuHUOa y B3pocibix yepe3 30 MUHYT Toclie IpuemMa
IUILY C BBICOKUM COJEpKaHHUEM Kupa oTMeuaercs ypenuuenue cpeaneir AUC na 14 %; nocne
npuemMa MULIM ¢ HU3KUM cojepkaHueM xupa — Ha 21 %. Ilpuem numm He OKa3bIBaeT
CYUIECTBEHHOTO BIMSHHS Ha BcackiBaHue. [Ipu mNpuMeHEHMHM HATOIIAK BapHaOeIbHOCTh
CHCTEMHOT0 BO3IeHCTBUS NazaTiHHUOAa (Kodddurment Bapuanuu 47 %) oka3anach BhIIIE, YeM IPU
npueMe ¢ HOKUpHOH (ko3 durent Bapuamuu 39 %) u xupHoit (kospdunueHt Bapuaiuu 32 %)
MHUIIEH.

Hcxons W3 pe3ynbTaToOB MOMYJSIIMOHHOTO (apMaKOKMHETHYECKOTO aHalM3a BapHaOelbHOCTh
CUCTEMHOI'O BO3JEMCTBUSI Ja3aTUHMOA B OCHOBHOM OOYCIJIOBJIEHAa BHYTPUUHAMBUAYAIbHON
BapHabeIbHOCThI0 OMOAOCTYNHOCTH (KO3(duuueHT Bapuanuu 44 %) v B MEHbLIEH CTeNeHU
MEXUHANBU Ty aIbHON BaprabenbHOCTHI0 OMOJOCTYITHOCTH U KiIMpeHca (ko3 GUIueHT Bapuanun
32 % wu 30 % coorBercTBeHHO). CryuaiiHas BHYTPHUHHIMBHIyallbHAas BapHaOeIbHOCTh
IPEIOIOKHUTENBHO HE BIMSIET HA CYMMapHOE CHCTEMHOE BO3AeHCTBHE U d((HEKTUBHOCTD HITH
0€3011aCHOCTb.

Pacnpenenenue

Kaxymuiics o0beM pacnpezneneHus Ja3aTUHHOAa y NanUeHTOB cocTaBiger 2505 1, d4ro
CBUJICTEIILCTBYET O 3HAYUTEIHHOM paclpeleIeHHd BO BHECOCYIUCTOM IpocTpaHcTBe. [Ipm
UCTOJIb3YEMbIX B KIMHUYECKOHN MpaKkTUKe KOHLEHTPALUSAX CBA3bIBAaHME Ja3aTHHUOA ¢ OenkaMu
1a3Mbl coctasisieT 96 %.

buorpancdopmarms

Nzodpepment CYP3A4 sBnsercs OCHOBHBIM (EPMEHTOM, OTBETCTBEHHBIM 3a METa00JM3M
nazatunn6a. [Toce npuema BEYTps 100 Mr [Y*C]-na3aTunu6a 310poBeIME 106poBOIBLIAMHU 29 %
pPaJMOaKTUBHOCTH B IUIa3Me€ NPUXOAMIIOCH Ha JOJI0 Heu3MeHeHHoro aasarunHuba. Cyns mo

KOHICHTpAUN B IIJIa3MEC U aKTUBHOCTHU in Vitro MoXHO npeaAnoJIOXUTh, UYTO MeTa0OIUTHI HE
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UTPArOT OOJIBION POIH B (PapMaKOJIOTHIECKOM JICHCTBUN 1a3aTUHHOA.
OIUMUHAIMA
[Tpenapat BEIBOAUTCS INIaBHBIM 00pa30M KUIIEYHUKOM, IIPEUMYILIECTBEHHO B BU/1€ METAOOJIUTOB.
IMocne omHOKpaTHOro mpuema BHYTph [*CJ-mazarmuuba 4 % u 85 % paaMOAKTHBHOCTH
BBIBOJMTCS MOYKAMU M KHIIEYHUKOM COOTBETCTBEHHO B TeueHue 10 cytok. HewsmeneHHBIH
nasatuau0® cocraBaser 0,1 % wum 19 % 03I, BHIBOOUMOW IMOYKAMH M KHIICYHUKOM
COOTBETCTBEHHO, OCTAJIbHAsI YaCTh J03bI IIPEJCTABICHA META0OIUTAMHU.
dapMakOKMHETUKY Ja3aTHHUOA U3ydyalii y § MAlMeHTOB ¢ YMEPEHHBIMH HapyILIEHUSIMUA (GYHKLIIUU
MICYEHH MOCJe OJHOKPATHOIO MpHeMa Ipenapara B 1o3e¢ 50 Mr U y 5 MaIMEeHTOB C TSKENbIM
HapymeHrneM (QYHKIMU TEYeHH MOoCjie OJHOKPAaTHOTO Npuema mpemnapara B go3e 20 mr B
CpaBHEHHMH ¢ (papMaKOKHMHETUKOH y 310pOBBIX JOOPOBOJIBILIEB OCIE IIpUEMa IMpernapara B 103€
70 mr. 3naueHust Cmax 1 AUC it nazatuanOa Obut Hroke Ha 47 % u 8 %, COOTBETCTBEHHO, MPHU
YMEPEHHOM ITOBPEKICHUH ITEYCHHU 110 CPABHEHHIO CO 3HAYCHUSMH Y 3[I0POBBIX JT00POBOIBLEB. Y
NAIMEHTOB C THKENBIM HapylleHHeM (QYHKIMH TeueHUH CHIbKeHHe 3Ha4eHUH Cmax 1 AUC s
naszatuanOa gocturaio 43 % u 28 % COOTBETCTBEHHO.
VY nauueHToB ¢ HapyIIEHUSIMHU (PYHKIUH [ToYeK (papMaKOKMHETHKA Ja3aTUHUOA HE U3MEHSETCS.
eTu
B xonme wuccrnemoBaHus (papMaKOKMHETHKM C YYacCTHEM MAIMEHTOB JETCKOTO BO3pacTa
perynupyemoe no3upoBkoit neiictBue mazatuHuOa (Cavg, Cmin B Cmax) OBUIO CXOXKHUM IS
nanuenToB ¢ XMJI B XxpoHHueckoil ¢a3e U MalnueHTOB ¢ OCTPHIM JUM(OOIACTHBIM JIEHKO30M C
TOJIOKUTENLHON (utanenbhuiickoin xpomocomoii (OJIJT PhY).

Cy11ecTBEHHBIX pa3Inyuii B papMakOKMHETHKE MEXTy AETbMH U ITOIPOCTKAMH HE Ha0JIF01a710Ch.

6. PAPMALIEBTUUYECKUE CBOMCTBA
6.1. IlepeyeHb BcoMoraTeJibHbIX BellleCTB
Anpo

Llem0103a MUKPOKPHCTAIUINIECKAs
JIaKTO3bI MOHOTHJIPAT

Kpockapmennosa HaTpus

I'unponosa

Maruus creapat

[TneHouyHas 000I0YKa
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I'unpomennosa

Tutana auokcun (E171)

MakporoJ (MoJudTHICHTITUKOJb )

Kpacurens xene3a okcup sxentoiii (E172) (nns qo3uposok 80 mr, 100 mr)

HJIM TOTOBOC IJICHOYHOC IMOKPBLITUC UACHTUYIHOI'O COCTaBa

6.2. HecoBMecTUMOCTH

He npumenumo.

6.3. Cpok rogHocTH (CPOK XpaHeHHs)

3 roxa.

6.4. Oco0ble Mepbl NPEIOCTOPOKHOCTH NPH XPAHEHUHU

Xpanuts npu tremrnepatype Hike 25 °C. XpaHUTb B OpUTHHAIBHOHN YIIaKOBKE (ITauKe).

6.5. XapakTep u coiep:kaHie NEPBUYHON YIAKOBKHU

ITo 10 mmu 30 TabneToK B KOHTYPHYIO TYEHKOBYIO ynakoBKy u3 rmieHku [IBX/TIBAX wim miueHku
[IBX/TIBAX/TIBX, wm tuenkun OITA/AJI/TIBX u  Qonbra  amoMHUHHEBON IeYaTHOW
JTAKUPOBAHHOM.

ITo 10, 30, 50, 60 nnu 100 Tabnerok B OaHKY MOTMMEPHYIO U3 MOJIUATUIICHA BBICOKOM MJIOTHOCTH,
YKYTIOPEHHYIO KPBIIIKOH HABHHYMBAEMOH U3 MOJIUIPOITHIICHA C KOHTPOJIEM MTEPBOTO BCKPBITHS CO
BCTaBKOW W3 CHJIMKAress, WM B OaHKY MOJUMEPHYIO W3 TOJMATHICHA HU3KOTO IaBIICHHUS,
YKYTIOPEHHYIO KPBIIIKOH HAaBUHYMBAEMOW M3 TIOJIHMATHIIEHA HU3KOTO JABJICHUS C KOHTPOJIEM
NEPBOT0 BCKPBITHS ISl JEKAPCTBEHHBIX CPEJICTB, WIM B OaHKY MOJMMEPHYIO U3 MOJIMITUIICHA
HU3KOTO JIaBJICHUs, YKYHNOPEHHYI  KpPBIIIKOM HAaBUHYMBAEMOW M3 IMOJMATUIEHA HMU3KOTO
JIaBJICHUS C MEMOpPaHOM.

JlonyckaeTcst BKJIaJpIBaTh B OAHKY MMaKEeT-OCYLIUTENb (CHJIMKAreiab) W/HWIN BaTy MEIULHUHCKYIO
TUTPOCKONIUYECKYIO.

Opny Ganky unu 1, 2, 3, 5, 6, 10 wnu 30 KOHTYPHBIX SYEHKOBBIX ymakoBoK 1o 10 TabneTok, uim
1, 2, 3, 5, 6 nim 10 KOHTYPHBIX SYEHKOBBIX ymakoBOK 1m0 30 TaOIeTOK BMeCTE C JIUCTKOM-

BKJIQABIIIEM IMOMEMIIAIOT B ITAYKYy M3 KapTOHA.

6.6. OcolOble Mepbl MNPEeJOCTOPOKHOCTH MNPH  YHUYTOKEHHHM HMCIOJbB30BAHHOIO
JICKapCTBEHHOI'0 Npenapara Wi 0TX0A0B, OJYYEeHHbIX MOC/e IPUMEHEHHs Npenapara, u

ApYrue MAaHUIYJISIIUM € MPenapaToM
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Becp ocraBmmiics JIEKapCTBEHHBIN IIpenapaT U OTXOAbI CIECLYyET YHUYTOXKUTh B YCTAHOBIEHHOM

MOPsIZIKE.

7. AEPKATEJIb PETUCTPAIHUMOHHOI'O YIOCTOBEPEHUSA
Poccniickas @enepanus

000 «IIPOMOMEJ PYC»

Anpec: 129090, r. MockBa, ipocriekT Mupa, 1om 13, ctpoenue 1, odpuc 13
Tenedon: +7 (495) 640-25-28

DJekTpoHHas moYTta: reception@promo-med.ru

7.1. HpeIlCTaBI/ITeJIb AepKaATe/IA PETrUCTPAIIMOHHOI0 YI0CTOBCPCHUA HA TEPPUTOPHUHU Coro3a

IIpereH3uu HOTD66I/ITCJ'ICI7[ HaOpaBJISITh 110 aAPECY.

Poccuiickas Penepanmsa u Pecriybnrka ApMeHus

000 «IIPOMOMEJ PYC»

Anpec: Poccmiickas @enepanus, 129090, r. Mocksa, mpocniekt Mupa, 1om 13, crpoenue 1, oduc
13

Tenedon: +7 (495) 640-25-28

Kpyrnocyrounstii Tenedon ropstaeit muann papmakonanzopa: 8-800-777-86-04 (6ecruiaTHO)

DJIeKTpOHHAsS oyTa: reception@promo-med.ru, armenia@drugsafety.ru,

document@drugsafety.ru, adversereaction@drugsafety.ru

KeIpreisckas PeCHV6JII/IKa

OcO0 «IACME»

Anpec: Keipresckas Pecrryonuka, 720040, r. bumkek, yi. Tokrory:na, 1. 108
Tenedon: + (996) 703-699-466

OnekrponHas mouta: pv@dasmed.kg, kyrgyzstan@drugsafety.ru, adversereaction@drugsafety.ru

Pecnybauka bemapyces

000 «MEATEXITPOM»

Anpec: Pecniy6nuka benapyce, 220118, r. MuHck, yin. MamumHoctpouTenei, a. 29, nom. 1
Tenedon: + (375) 17-336-04-51, + (375) 17-336-04-20
DnexTponnas moura: medtehprom@tuf.by, belarus@drugsafety.ru, document@drugsafety.ru,

adversereaction@drugsafety.ru
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PecnyOauka Kazaxcran

TOO «Decalog» (IEKAJIOI)

Anpec: Pecriyonuka Kazaxcran, 050050, r. Anmarsl, yi. ['na3yHoBa, 41A-4
Tenedon: +7 (701) 731-52-18

DJIeKTpOHHAS noyTa: decalog@nur.kz, kazakhstan@drugsafety.ru,

adversereaction@drugsafety.ru

8. HOMEP PETUCTPALIUOHHOI'O YAOCTOBEPEHUSA

9. TATA NMEPBUYHOM PETMCTPALIIMU (IOATBEPKJIEHUS PETMCTPAIIMM,
NEPEPEIT'UCTPALINN)

Jlara nepBoii peructpanuu:
10. JATA IEPECMOTPA TEKCTA
O6mas xapakrepuctuka jiekapcrBeHHoro npenapara JASATUHUB-IIPOMOME]] noctynHa Ha

UHPOPMALIMOHHOM TOpTane EBpa3swiickoro HSKOHOMHYECKOTO CO03a B HH(POPMAIMOHHO-

KOMMYHHUKaIMOHHOM cetn «HTepHeT» htpp://eec.eaeunion.org/
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