MMHHCTEPCTBO 3/[PABOOXPAHEHHE POCCUHCKOM OEJIEPALIANA
macreykums |
[10 MEJMIHCKOMY IPHMEHEHHIO JIEKAPCTREHHOTO TTPETIAPATA
MHPCOHHB | i - et

PerncrpaunonHbliii HOMep:
Toprosoe HaumeHoBanue: Mupconutd
MesIyHapoHOe HEeNATEeHTOBAHHOE HIH IPYNNHPOBOYHOE HAHMEHOBaHHE: Ja3aTHHHO

Jlekapersennasi popma: TabNeTKH, MOKPbITHIE MJIEHOYHOM 000J104KO#

COCTAB
Kaxnas Tabnerka, NoKpbiTas MieHO4YHOH 000JI04KOM|, COACPIKHT:
Heticmeyiowee
6ewjecmeo.
JlazaTuHub 20,0 mmr 50,0 mr 70,0 Mr 80,0 mr 100,0 mr 140,0 mr

Bcnomozamenvhbie

geyecmeda:

Konosumon  (kommuaon 20,0 mr 50,0 mr 70,0 Mr 80,0 mr 100,0 mr 140,0 mr
VA64)

CuIMKaTHHHpPOBaHHAs 30,0mr  75,0mr 1050 mr  120,0 Mr 150,0 mr  210,0 Mmr
LeJUTI0N03a

MUKPOKpUCTaLIHYECKas

[Coctas: nemnono3a
MHMKPOKPHCTAJTTHYECKas
98 %, KpeMHHUS JIHOKCH]T

KoJutouiHbIH 2 %]

KpocnoBuiou 9.6 Mmr 240 Mmr 33,6 Mr 38,4 mr 48,0 mr 67,2 Mr
Maruwus creapat 0,4 mr 1,0 Mr 1,4 Mr 1,6 mr 2,0 Mr 2.8 Mmr
Cocmas NIeHOYHOU

000104KU:

[ToIMBMHHUJIOBBIH CITUPT 0,8 mr 2,0 Mr 2,8 Mr 3,2 mMr 4,0 Mr 5,6 mr
Makporon 4000 0,5 mr 1.,25mMr 1,75 Mr 2,0 mr 2,5mr 3,5 mr
Kpacutesib XMHOJIHHOBBIN 0,25 mr 0,50 mr

JKENThIN



Kpacutenb xeneza OKCHJL 0,35 mr 0,70 mr

KpacHbIH

Kanbuus kapboHaT 0,3 Mr 0,5 mr 0,70 mr 1,2 Mr 1,0 mr 1,4 Mr

Tanbk 0,4 mr 1,0 mr 1,4 mr 1,6 mMr 2,0 Mr 2,8 Mr
Onucanne

Tab6netku 20 MI: Kpyriibie JABOSKOBBITYK/Ible TabJIETKH, OKPBITHIE TUIEHOUHO# 0607104K0ii Gesoro
wnM noutH Genoro usera. Ha momepeunom paspese sapo Gemoro wiu 6enoro ¢ JKeaToBaThiM
OTTEHKOM LIBETA.

TabneTkn 50 Mr: Kpyribie JABOSKOBBIMYK/ble TAabNETKH, MOKPHIThIE MIEHOYHON 000/I0UKOH OT
CBET/IO-KENTOro 70 Jkeatoro upeta. Ha monepeunom paspese sapo Gemoro wim 6enoro ¢
KEJITOBATBIM OTTEHKOM LIBETA.

Tabaetku 70 Mr: Kpyrjible JBOSKOBBITYK/IbIE TaGIeTKH, TMOKPHITHIE MJICHOYHOH 00OIOYKOH OT
KpPacHOro JI0 KpacHO-KOpHYHeBOro Lpera. Ha monepeyHoM pa3pese Aapo Genoro wnm 6enoro ¢
KEJITOBATbIM OTTEHKOM LIBETA.

Ta6netku 80 Mr: Kpyrjibie BOSKOBBIYKIIbie Ta0NETKH, MOKPHITHIE MIEHOYHON 060104KO# Oenoro
unM noutH Gesnoro usera. Ha nomepeunoM paspese sapo Genoro wiv 6enoro ¢ KenToBaThiM
OTTEHKOM LIBETA.

Ta6netku 100 Mr: oBaibHbIE JABOSKOBBIMYK/IbIE TaGJETKH, TOKPHIThIE MIEHOUHOH 000JI04KO# OT
CBETJIO-KENTOro 70 Kentoro upera. Ha nonepeyHoM paspese sapo Oenoro uiau 6Gesoro ¢
JKEJITOBATBIM OTTEHKOM IIBETA.

Ta6aetku 140 Mr: oBajbHBIC JBOSKOBBIMYK/IbE TaOJIETKH, MOKPBITbIE MIEHOYHOH 000I0UKOI OT
KpacHoro /1o KpacHo-kopuuxesoro ugera. Ha monepedysom paspese sapo Genoro wiu Benoro ¢
’KEJITOBATBIM OTTEHKOM LIBETA.

dapmakoTepaneBTH4YeCKas  Ipynma:  [POTHBOOMYXOJIEBBIC  CPEACTBA; MHIHOUTOPBI
NPOTEMHKMHA3; MHTHOMTOPBI THpo3uHKKHAa3sl BCR-ABL.

Koa ATX: LOIEA02

®APMAKOJOTHYECKOE JIEHCTBHE

dapmakoIHHAMHKA

Jlazatunu6 uuru6upyer tuposnnkuuasy BCR-ABL u THpO3MHKMHA3bl CeMeHCTBA SRC, a Taxke
MHOTHE JIpyrue OHKOTeHHble KuHa3bl, BKmouas c-K1T, kunasy sdpuHOBOro (EPH) peuenrtopa u
PDGFB-penentop. Jla3aTHHHO CBA3BIBAETCA C AKTUBHOM M HEAKTHBHOH dopmamu pepmenta BCR-
ABL u B cy6HanomMonspHbix konuenTpauusax (0,6-0,8 umons/mi) UHrHOHpYeT ee.

MexaHu3Mm /IeHCTBHS

B ycnoBusiX in vitro 1a3aTMHUO MPOSBIAET aKTHBHOCTb HA KICTOYHBIX MOJIENAX JICHKO3a, KaK B

OTHOIIEHUM HYYBCTBUTE/IbHbIX, TaK MW PE3HCTCHTHBIX K HMaTHHH6y KJICTOK. I[asaTmmﬁ
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MpeoJIoJieBaeT PE3UCTEHTHOCTh K WMMaTHHUOY, cBszaHHyio ¢ runepakcnpeccueii BCR-ABL,
myrauusmu  gomesa BCR-ABL  kuHa3sbl, axkTHBalMeld  ajlbTEPHATHBHBIX  MEXaHH3MOB,
unayuupyromnx kuuasel cemeiicrsa SRC (LYN, HCK), a Ttaxke ¢ rumepskcripeccueil reHa
MHOJKECTBEHHOM JIEKapCTBEHHOM pe3ncTeHTHOCTH. [Ipu uccnenoBanuu Mytaumii qomesa BCR-
ABL B X0/i¢ KJIMHHYECKMX MCC/EJOBAHUH Y MALMEHTOB C BIIEPBBIE BbISBICHHBIM XPOHHYECKHM
MHEI0NEHKO30M B XPOHMYECKOH (pase, MpeKpaTHBLIMX TNpHeM Ja3aTHHUOa, ObUIM BbISBICHbI
mytauun T3151, F3171/L u V299L. Ha OCHOBaHHH SKCTIEPMMEHTOB in Vifro ja3aTMHUO, T0-
BUIAMMOMY, HE NPOSBISET aKTHBHOCTH B OTHOIIEHHM MyTauuu T3151.

DapMaKOKHHETHKA

Bceacwviganue

A6copbumns GbicTpas. MakcMMaibHas KOHLEHTpalMs jasaruHuba mocne mnpuemMa BHYTPb
nabmoaaetcs yepes 0,5-3 yaca y B3pocibix ¥ yepes 0,5 - 6 yacoB y AeTeil BceX BO3paCTHBIX Ipyril.
[Tnowab 1o/ KpuBoi «koHueHTpaius-spems» (AUC) u BbiBeICHHE ABIAIOTCA 10303aBUCHMBIMH B
nauanasoHe 103 or 25 go 120 mr 2 pasa B jaeHb. CpenHuit oOmmii TepMHMHAIBHBIA TEPHOI
MOJTyBbIBEICH!A 1a3aTMHKOA Y B3POCIIBIX NALMEHTOB COCTAB/IAET 5-6 4acos, y AeTel 2-5 4acos.
Ipu npueme oaHOKpaTHO# 103kl 100 Mr na3atuumuba y B3pocibix yepe3 30 MUHYT rocjie npuema
MUK C BBICOKHM COZIEp)KaHHEM skupa oTMedaercs ysenuuenne cpeaneii AUC na 14%; mocne
MpUeMa MULLK C HU3KUM COJIepyKaHneM xkupa - Ha 21%. [1pueM nuilu He 0Ka3blBaeT CyLIECTBCHHOTO
BJAMAHHMA Ha BcachiBaHue. [Ipyu NpUMEHEHWH HATOLIAK BapHabesbHOCTh CMCTEMHOrO BO3ICHCTBHA
nazatiauba (koddduiment Bapuauun 47%) okasanach BbIlI€, YEM NPH MPHEME C HEKHMPHOH
(koo uument Bapuaimu 39%) 1 KupHOit (ko3 duumeHT Bapuaun 32%) nuiIe.

Wcxoms M3 pesyibTaToB MOMYIALMOHHOrO (papMaKOKHHETHYECKOTO aHaiu3a BapuabenbHOCTH
CUCTEMHOrO BO3EHCTBUS Ja3aTHHMOA B OCHOBHOM OOYCIIOBJIEHA BHYTPHHHIMBHIyalbHOM
BapuabenbHOCTBI0 6HoocTynHOCTH (KodhduiueHT Bapuauuu 44%) W B MEHBIICH CTENCHH
MEKHHIMBH/IyaIbHOI BapHabeabHOCTBIO GHOLOCTYIHOCTH M KiMpeHea (Koo duumueHT BapHalny
32% u 30%. coorBercTBeHHO). CnyuaiiHas BHYTPUMHIMBHMAYyanbHas BapualbenbHOCTh
NPEANONOKHTEIBHO HE BIMSET HAa CyMMapHOE CHCTEMHOE BO3feHCTBHE W S(P(EKTHBHOCTD WIH
6e30MacHOCTb.

Pacnpeodenenue

Kaxyumiics o0beM pacnpejeieHus Ja3aTHHMOAa y TMaLMEHTOB COCTaBJIACT 2505 n, uyTO
CBU/IETEJLCTBYET O 3HAYMTENBHOM pAclpe/ieiecHHd BO BHEcocyaucTom npoctpanctse. Ilpu
MCTIONB3YeMbIX B KIMHMYECKOH MPAaKTHKE KOHLEHTPALMAX, CBA3bIBaHME Ja3aTuHuGa ¢ Gesnkamu
miasmbl coctasiset 96%.

Memaboausm

Uzopepment CYP3A4 sBnsercs OCHOBHBIM (PEpPMEHTOM, OTBETCTBEHHBIM 32 meTabonu3M
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nazatiauba. [Tocne npuema BHyTps 100 mr ['*C]- naszaTunu6a 310poBsiMH J06poBOIBbLAMH, 29%
PaJlHOaKTHBHOCTH B I[UIa3M€ NPUXOJAMJIOCH HA JIOMIO HEW3MeHeHHoro pazatuHuba. Cyas 1o
KOHUEHTPAIIMHM B [Ia3M€ U AKTUBHOCTH i1 Vilro MOXKHO TPEANON0KHTh, YTO METaOOTUTBI HE HTPAIOT
GonbLoi posu B hapMaKOIOrHYECKOM JCHCTBMH Ja3aTHHHOA.

Buiseoenue

[Ipenapar BbIBOAMTCS, [IaBHBIM 00pa30M, KHLIEYHUKOM, IPEUMYILIECTBEHHO B BHJ1e METabOJIMTOB.
IMocne omgHokpaTHoro npuema BHyTpb ['*Cl-nazatunn6a 4% u 85% paaHOaKTHBHOCTH BBIBOJMTCS
MOYKaMHM W KMUIEYHUKOM, COOTBETCTBEHHO, B TedeHHe 10 cyrok. HeuwzmeHeHHbIH na3aTHHHO
cocrasiser 0,1% u 19% 10361, BBIBOAMMON MOYKAMH M KHILIEYHUKOM, COOTBETCTBEHHO, OCTaJIbHAsA
4acThb J103bl Mpe/CTaBIeHa MeTaboIUTaMH.

®apMaKOKMHETHKY Jla3aTHHHOA u3ydaim y 8 MalMeHTOB ¢ yMEPEHHBIMH HapylIEHHSAMH QyHKLNH
MEYEHU Moc/ie OJHOKPAaTHOro npueMa mnpenapara B 03¢ 50 Mr ¥ y 5 NauMeHTOB € TAXKEIBIM
HapyueHrueM yHKLMH MEYEHH NOcie OIHOKPATHOrO NMpuUema npenapata B 03¢ 20 Mr B cpaBHEHUH
¢ (hapMaKOKMHETUKOM Yy 3/I0pOBBIX 00pOBOJIBLIEB MOCIIE MpUeMa npenapara B 1o3e 70 Mr. 3HaueHus
Cmax u AUC nans pazatunubGa Obuin Hiwke Ha 47% u 8%, COOTBETCTBEHHO, NMPU YMEPEHHOM
MOBPEK/ICHUH TIEYEHH, 110 CPABHEHHIO CO 3HAYEHHUSMH Y 3/I0pPOBbIX J0OPOBOJIBIEB. ¥V MAlLUEHTOB ¢
TSOKEJIBIM HapyueHueM QyHKUMM nedeHuH cHikenue 3HaueHuit Cmax u AUC ans naszatunuba
nocturaino 43% u 28%, COOTBETCTBEHHO.

V nauueHToB ¢ HapyeHUAMH QyHKUMH noveK apMaKOKHHETHKA Ja3aTHHNOA HE M3MEHSEeTCS.

B xoae wucciaenoBaHus (apMakKOKMHETHMKM C y4YacTMEM TAlMEHTOB JIETCKOro BO3pacra
peryiaupyemMoe 103upoBKoi jeiictBue nazatnHuba (Cavg, Cmin u Cmax) OblIO CXOXKHMM IS
NalMeHTOB C XPOHUYECKUM MHUenoeiko3om (XMJI) B xponuueckoii (aze u nauMeHToB ¢ OCTPhIM
nuM$oBIacTHBIM IEHKO30M C MoIoKHUTENbHON Punanenbduiickoit xpomocomoii (OJLJT Ph™).
CyluiecTBeHHBIX pa3inyuii B papMaKOKMHETHKE MEXJ1y I€TbMHU U MOJPOCTKAMU He Hab/101a10Ch.
IMMOKA3AHUS K IPUMEHEHHUIO

Jleuenne oHKOJIOrHYECKHX 3a00/1eBaHUIl Y B3POCIBIX:

+ Brepsbie BbIABICHHBIH XPOHHYECKHI MUEJIONEHKO3 ¢ MOJOKUTENbHON (unanensduitckoii
xpomocomoit (XMJI Ph+) B xporuueckoii ase;

«  XMIJI B xpoHuyeckoii pase, (aze akcenepaunu wim haze MHETOUAHOTO WIH JTUMPOHIHOTO
6JaCTHOrO KpH3a TMpH PE3MCTEHTHOCTH WJIM HENEepeHOCHMMOCTH TMpeAbLAYLIEH Teparnuu,
BKJIOYasi HMAaTHHHO;

«  Ocrpoiii num$obiacTHbil K03 ¢ MONoXKHTENbHON (unanenbuiickoii XxpomMocomoi
(OJIJ1 Ph") nipu pe3uCTEHTHOCTH MJTH HEMEPEHOCHMOCTH Npe/bLAYLIEH TepanuH.

Jleyenue OHKOJIOrHYECKHX 3a6o/ieBanmii y aereii B Bo3pacrte ot 3 Jjer a0 18 jger:

«  XMJI Ph" B xpoHuueckoii ase;



+ Bnepssie BoisBnentsiit OJIJI Ph' B komOuHauuu ¢ Xxumuorepanuei.
IMMPOTUBOIIOKA3AHUS

+ IloBbilieHHas 4yBCTBUTENBHOCTD K Ja3aTHHUOY MIIM K IpyrMM KOMIIOHEHTaM fpenapara;

+ bepemMeHHOCTB ¥ NEPHOA IPYAHOTO BCKapMITMBAHHS;

« Jletckuit Bo3pact a0 3-x siet no nokasanusm XMJI Ph* B xponuueckoii dase, Bnepsbie

BeisiBieHHbIH OJIJI Ph™;

« Jlerckuii Bo3pact a0 18 et no Apyrum nokazaHusm.
C OCTOPOXHOCTBHIO
[TeyeHouHass HEAOCTATOYHOCTb, OAHOBPEMEHHbI NPUEM AHTUKOArYJISHTOB M MpEenapatos,
BJIMAIOIIMX HA QYHKUMIO TPOMOOUMTOB; yanuHeHue uutepBaia Q-T MM puUCK ero yaJIMHEHUS
(TakKe Mpu OJJHOBPEMEHHOM MpUEME Mpenaparos, yaauHsoumx uarepsain Q-T); oaHoBpeMeHHOE
npuMeHenne c¢ cyberparamu  uzopepmenta CYP3A4, oaHOBpeMEHHOE MpPUMEHEHHE ¢
MHrUOuTOpamMu WM HHAYKTopamMu uzopepmenta CYP3A4 ¢ y3kuM TeparneBTHYECKUM JHana3oHoM.
NPUMEHEHUE IIPMU BEPEMEHHOCTH W B IIEPHOJA TIPYJIHOI'O
BCKAPMJIMUBAHUS
[laumeHtaMm BO BpeMs JieYeHWs M KaK MHHMMYM B TedyeHHe 3 MecsleB nocie HeoOXOoaumo
MCTIOJIb30BaTh HAJIGKHBIE METoAbl KOoHTpauenuuu. Ecnum GepeMeHHOCTH HacTynuja BO Bpems
neyeHus npenapatom Mupconub, a TaloKe eclid CTajlo U3BECTHO, YTO Mpenapar UCrob30Bajics BO
Bpems GepeMeHHOCTH, ClIelyeT HEME/IEHHO NMPOMH(OPMHUPOBATH MALMEHTKY O BO3MOXXHOM pHCKE
s nuopa. [To pedynprataM NMOCTMapKETHHIOBBIX HMCCIEJIOBAHHMH OTMEUEHO, YTO INPHUMEHEHHE
Jazatiiuba Bo BpeMs OEpPEeMEHHOCTH MOKET MPHUBOJUTHL K CAMONPOW3BOJIILHOMY abopTy, a TaKkKe
BBI3bIBaTh aHOMAJIMU PA3BUTHS 1J10/1a U HOBOPOXK/IEHHBIX.
HewusBecTHo, npoHWKaeT M Aa3aTHHMO B rpyaHoe Mojoko. Ha Bpems JiedeHHs npenaparom
MupcoHHO KOpMIIEHHE IPYAbIO CIEAYET NPEKPATHTh.
CIIOCOB INTPUMEHEHHUS U 103bI
TabneTku cieayeT NPUHUMATh BHYTPb LETMKOM; HE3aBUCHMMO OT npuema nuim. Henb3s 3anusars
npenapat Mupcouu6 cokom rpeiindpyra win oJJHOBpEMEHHO YNoTpednsaTh rpeingpyT.
Pekomeniyembie HavaAbHbIe 103bI Npenapara Mupcouunb y B3pocbix:

» 100 Mr oiMH pa3 B AeHb (YTPOM WK BeYepoM) B XpoHuuecKoii aze XMJI;
+ 140 mr oauH pa3 B €Hb (YTPOM WJIH BEYEPOM) B OCTAJIbHBIX ClIy4asX.

PekoMenyembie HauadbHbIE 103bl NpenapaTa Mupcouu6 y aereii no nokazanusim XMJI Ph*
B XpoHH4YecKoii (aze uin Bnepsbie BoisiBaenustit OJIJI Ph*:
Ha3nauenue /103bl Mpenaparta OCyLIeCTBASETCSs Ha OCHOBAHMM Beca pedeHKa, OJMH pa3 B JIEHb
(yrpom wuau Beudepom). [lepepacuer 103bl JOJ/DKEH NPOBOAMTBCH KaXable 3 Mecsla, MpH

HEOOXOAMMOCTH - Hallle.



* 40 mr npu Bece ot 10 kr g0 MeHee uem 20 kr

* 60 mr npu Bece ot 20 Kr g0 mexee yem 30 kr

» 70 mr npu Bece ot 30 Kr 10 MeHee 4eM 45 Kr

« 100 Mr npu Bece MUHUMYM OT 45 Kr
[Ipenapar He pexoMeH/10BaH JeTAM ¢ Maccoii Tena meHee 10 kr.
JIIHTeIbHOCTD JIeYeHHs
B KJIMHMYECKMX HCCIIE/IOBAHUAX JieueHHe B3pociblx nauumeHtoB ¢ XMJI Ph*, XMJI B daze
akcenepauuu, muenobnactioro nubo numdobnacThoro kpusa (no3ausas ¢asza 3aboneBaHus) WK
OJIJI Ph" wu neauarpuyeckux OGonbHeix ¢ XMJI Ph" pasatunuGom mnpojoimkanocs /10
nporpeccupoBaHus  3abojeBaHUs WM HENEPEHOCHMMOCTH  JIEKAPCTBEHHOrO  Mpenapara.
[TocneacTBus OTMEHBI TeparmMM ¢ TOYKH 3PEHMS JOJTOCPOYHOro MporHosa 3abojeBaHus mocie
JOCTHXKEHHUS LIMTONEHETHYECKOrO0 WJIH  MOJIEKYJSIpHOro OTBeTa (B TOM YHMCIE [OJHOIO
uurorenernyeckoro oreta (I1L10), 6onbiioro monexynspuoro orsera (bMO)) He uzyyanuce.
B KJIMHMYECKHMX MCCIE0BaHHUAX y neanaTpuueckux 60abHbIX ¢ OJIJI Ph™ nasatunu® HasHayanu B
MOCTOSHHOM peKHMe B JI00aBIEHUM K MOC/IE0BaTeIbHBIM LIMKJIAM OCHOBHOH XMMHOTEpANHu Ha
npoTsokeHun He Gonee 2 ner. B ciydae nocnenayrouiei nepecajky CTBOJIOBBIX KJIETOK rpenapar
MupcoHub MOKHO NPUMEHSTSH €Llle B TeUeHHe 1 rojia nocie TpaHCnjiaHTaLMH.
VBeauueHHe WiIK YMEHBILIEHUE 036l MOKET OBITh PEKOMEHI0BAHO C y4eTOM KIIMHUYECKOro OTBETa
M MEPEHOCUMOCTH Npernapara nalueHTOM.
IMoBbIIeHHE /103b] Y B3POCJABIX:
B ciaydae OTCYTCTBHMS reMaTOJOrHYecKOro WM LIMTOrEHETHYECKOro OTBETA NMPH PEKOMEHYeMOH
HauYaLHOM /103€ BO3MOXKHO yBeJIHYeHHE 1036l npenapata Mupconub 10:

+ 140 Mr oauH pa3 B JieHb npy Xxponuueckoit gaze XMJI u OJIJI Ph'.

« 180 Mr oauH pa3 B sieHb npu no3auux $azax XMJI (dasa akcenepaunu uim 61acTHOro

kpu3a) uiu OJIJI Ph™.

IToBbimenne 10361 y A€TEH:
B ciiyqae oTCyTCTBHS reMaroJIOrHyecKoro, LIHTOreHETUHYECKOTO UK MOJIEKYJIAPHOIO OTBETa MpH
peKOMeH/1yeMoi HauanbHOH 03¢ y nauwentoB ¢ XMJI Ph™ B Xponuueckoii dasze npu
NEPeHOCHMOCTH Tepanik BO3MOXKHO YBelIH4EHHE 103kl npenapara MupcoHub 1o:

« 50 mr mpu Bece ot 10 kr 10 MeHee yem 20 Kr

« 70 mr npu Bece ot 20 kr g0 MeHee yeMm 30 Kr

* 90 mr npu Bece ot 30 Kr 10 MeHee yeM 45 Kr

« 120 mr npu Bece MMHUMYM OT 45 Kr.
He pekomenjyeTcs NOBBILIEHME 03l MauveHTam jaetckoro Bospacta ¢ OJIJI Ph', tak kak

na3aTuHuO IPUMEHACTCS COBMECTHO € KypcaMH XMMHOTEpAIHH.



Koppekuus 10361 BeeacrBue no6ounbix 3¢ dekTos:

Muesiocynpeccusi B3pociibie/1eTH.

IIpu Muenocynpeccuu cieyeT yMEHbIIUTh 103y, NPepBaTh TEPANHIO WK OTMEHHUTH ee. B ciydae
HEOOXOMMOCTH CJIElyeT MPOBECTH TpaHCRY3UIO TPOMOOLMTAPHON WM 3PUTPOLIUTAPHON MACCHI.
[Ipn ycToHuMBOH MHEIOCYNPECCHH BO3MOXKHO NMPUMEHEHHME IEMONOITHYECKHX (hakTOpoB pocra.
Koppexkuus 10361 IpH HeHTPONEHHH H TPOMOOLMTONEHHH Y B3POCBIX

Xpouunueckas daza XMJI (mavanpHas go3a 100 Mr oiMH pa3 B JIEHb)

Ipu abcomoTtrHoM uncie Heiirpopuios < 0,5 x 10%/n unu uucne TpomGountos < 50 x 10%/n:

1. Cpenarb nepepbiB B Jie4eHUH npernapatoM MupcoHu® a0 pocTHxkeHUs abCOMOTHOrO ¥Mciaa
neiirpodunos > 1,0 x 10°/n v uncna tpomGouutos > 50 x10%/.

2. Bo306HOBHTL TEepanuio B NpexHei 103e.

3. Ilpu konuuecte TpoMGOLMTOB MeHee 25 X 10%/1 uan abcomoTHOM uncie HeHTPODUIIOB MeHee
0,5x10%n, nabmonaomuxcs Gonee 7 aHeil - caenaTh NEpepbiB B JICYEHHH M N0CIE JOCTHKEHHS
MCXOJIHBIX [MOKa3aTesiei, Tepanuio Bo30OHOBUTH B CHMKeHHOH n03e 80 mr 1 pa3 B aeHb (BTOpoO#
3nu30/). Jis MauMeHTOB C BHOBb BbISBIEHHBIM XPOHHYECKMM MHMEJIOJIEHKO30M B XPOHUYECKOH
(ase npu HACTYIUIEHHH TPETHEro 3MU30/1a TPOMOOLMTO/HEHTPONIEHNH CHIDKAIOT 103y 110 50 mr 1
pas B JieHb. [IpM HACTYIJIEHHH TPETHEro 3MH30Ja TPOMOOLMTO/HEHTPONEHHH Yy NALMEHTOB ¢
ApYruMu (hazamu MUENONeHK03a U HATMYMKM YCTONUHMBOCTH K MPEALIECTBYIONIEH Tepanuu ApyruMu
npenapatamu (BKJIHOYas MMaTHHUO) MM €€ HEMEPEHOCMMOCTH NMPEKPALIAKOT JIEYEHHE pernapaToMm
Mupconuo.

XMJI (8B daze akcenepaimu win 6nactHoro kpusza) U OJIJI Ph' (wavanenas nosa 140 mr 1 pa3 B

eHb
Ipu abcomoTHoM uncne Heiitpopunos < 0,5 x 10°/n wiu yucie rpomGouuros < 10 x 10%/n:

1. YcTaHoBHTB, 00YCIIOBIIEHA JIH LIMTONEHHS JIEHKO30M (acruparus Hin GHONCHs KOCTHOIO MO3ra).
2. Ecniu uMTorneHMss He CBfi3aHa ¢ JIEHKO30M, JIEYEHHME CJIEAYET IMpepBaTh /0 JOCTHKCHHMS
abcomoTHOro Yncna Heiirpoduios > 1,0 x 10%/1 u uncna tpombouutos > 20 x 10%/1 u BO306HOBHTH
Teparuio B NpexKHen 103e.

3. B ciyuae peuuaMBa UMTONIEHHH ClIE/IyeT CHOBA yOeIMThCs B NPUPO/IE LIMTONIEHHH U BO30OHOBHTH
Tepanuio B CHwkeHHo# 03¢ 100 Mr 1 pa3 B aeHb (BTopoii anu3oa) uiu 80 mr 1 pa3 B jeHb (TpeTHH
3MU30/1).

4. Ecnv BO3HMKILAS LIMTOTIEHHS CBA3aHA C JIEHKO30M, ClIe/lyeT paCCMOTPETh BONPOC 00 yBeIHYEHHHU
no3bl 10 180 mr 1 pa3 B a1eHb.

[pu pasBUTHM THKEIBIX HEreMaTosoruyeckux nobounsix s¢pdekros Il crenenu u Bbile JeYeHHE
MPUOCTAHAB/IMBAIOT JI0 MCYE3HOBEHUS CUMITOMATHKH MobGoyHoro sddexra wiam 10 yiydueHus

COCTOSIHUS nanuenTa. JleyeHne MOXKHO BO3OOHOBUTH B CHUIKEHHOM J103€.



Koppekuusi 10361 npu HeiiTponeHuun W TpomMOouuToHeHHH y jaereii mpu XMJI Ph* B
XpoHHYeCKOii (a3e.

I. Ecnu uMtonenus coxpansercs Oosnee 3 Hejenb clieflyeT YCTaHOBMThb, OOycOBjeHa JIH
LIMTONEHHUS JIeHiKo30M (acrupauus M GUONCHS KOCTHOTO MO3ra).

2. Ecnu uMtoneHus He CBS3aHa C JICHKO30M, c/ie/laTh NEpephbiB B JICYCHHH npenapatoM MupcoHHO
JI0 JI0CTHKEHHs abCoMIOTHOrO yucaa Heitrpoduos > 1,0 x 10%/n u uucna tpomGoumtos > 75 x
10°/n. Bo306HOBUT Tepanuio B NPEXKHEH WM CHUXKEHHO# J103€.

3. B ciydae peuuauBa LUMTONEHUHU ClelyeT CHOBA YOEAUTHCS B NMPUPOJE LIMTONEHHH (acnupauus
MK GMOTICUsSt KOCTHOTO MO3ra) ¥ BO30OHOBHMTB TEPANHIO B CHWKEHHOH J103€.

PekoMeH10BaHHAS CXeMa CHHMKEHHMsl MAKCHMAJbHOI cyTouHoii 103e1 npu XMJI Ph* B

Xxponuueckoii ¢aze y gereii:

Wcxoanas no3a [lepBuuHOE CHUIKEHME 03I [ToBTOpPHOE CHUXKEHHE 03Bl
40 mr 20 mMr -

60 mr 40 mr 20 mMr

70 mr 60 mr 50 mr

100 mr 80 mr 70 mr

B ciiy4ae nosBieHns HEUTPONEHHH TPEThei CTerneHH U Bbille (WIH ee MTOBTOPHOrO BO3HUKHOBEHHS)
jeyeHue npenapatoM MUpCOHHO A0/KHO ObITH MPUOCTAHOBJICHO W MOXET ObITh BIOCIIEICTBHH
BO300HOBJIEHO B CHUIKEHHOI 103€.

BpemMeHHOE yMeHBIIEHUE 03bl IPH NPOMEIKYTOUHBIX CTENEHAX LIUTONEHHH MOIKET HCIIOJIb30BATHCS
JUISl YMEHBILICHUSA CHMITTOMOB WJIH YJYYILIEHHS COCTOSHHS.

Koppexuus 10361 1pu HeiiTponenun u TpomGountonennn y aereii ¢ OJIJI Ph™,

[Ipy BO3HMKHOBEHHMM reMaTOJOrHYecKuX noOOYHBIX sABJIEHMH 1-4 Kiacca y MaMeHTOB JETCKOro
Bospacta ¢ OJIJI Ph* koppekuus 10361 He pekoMeHayercs. B ciyuae, ecinu HeHTpOneHUs W/HiH
LIMTONEHUA NPUBOIAT K 3a/iepKKe cieytouero 6ioka Tepanuu Gonee yem Ha 14 aHel, neyeHne
na3aTMHUOOM Clie/lyeT NnpepBaTh ¥ BO30OHOBHTH €O Cleayrolero 610Ka Tepaniy B TOH JKe 103€.
Ecnu neiitponenus u / uiaM TpoMOOLMTONEHHS COXPAHSAIOTCA, a ClEAyIomui 010K JeyeHus
3a/Iep)KUBaeTCs elle Ha 7 JHel, HeoOXOAMMO NMPOBECTH OLIEHKY COCTOSHHA KOCTHOrO Mo3ra Juif
OLIEHKH HaMoJHEHUs KJIETKaMH M MPOLEHTHOTO coAep:kanus O6aacTHbIX KieTok. Ecin conepxanue
knetok menee 10%, cieyeT NIpHOCTAHOBHUTH JIeUeHHE 1a3aTHHMOOM 10 TeX 1op, nokKa abCoMoTHOE
YMCJIO HEWTPO(HUIIOB He NOCTUTHET 3HadeHus > 500 / MK, moclie Yero Tepanuo BO30OHOBJIAIOT B
cranaapTHoii jo3e. Ecnu conepxkanue kietok Gonee 10 %, MOXKHO paccMOTPETh BO3MOXHOCTh

NPOAOJIKEHHA JICHCHHUA.



HeremaTosnornyeckue nodounnie 3 pexrsl.

[Ipu pa3BUTHH YMEPEHHBIX HETEMATOJIOrHYECKUX MOOOUHBIX peakilnii (2 cTeneHn) ieueHue cieyer
MPHOCTAHOBHUTE JIO TEX MOP, MOKA PEaKLus He pa3peIlnuTCs HIIU He BEPHETCS K HCXOHOMY YPOBHIO.
Jleuenne BO30OHOBIAIOT B MPEKHEH J103€, €C/IM ITO NepBbli cay4ail NOOOYHON peakiHH, Nocle
MOBTOPHBIX CJIy4aeB PEKOMEHYETCS CHHIKEHHE J103bl Aa3aTUHKUOA.

[Ipu pazBuTHM TAXKENBIX HErEeMaToOJOrHYeCKUX MOOOYHBIX 3 PekToB (3 UK 4 cTEeneHu) JeyeHue
MPUOCTAHABIMBAIOT JI0 MCYE3HOBEHUS CHMNTOMATHKH NMoboYHOro 3ddexra uiaM A0 ynydiueHus
COCTOSIHMA NauueHTa. JleueHue MOXKHO BO30OHOBUTH B CHUIKEHHO# 103€.

V B3pocnbix nauueHToB ¢ XMJI 103y pekomenayercs cHu3uTh co 100 Mr 1 pa3s B cytku a0 80 mr
1 pa3 B cyTkH, a nnpu HeoOXoaAUMOCTH AonoaHuTeNbHO ¢ 80 Mr 1 pa3 B cyTku 10 50 Mr 1 pa3 B CyTKH.
V B3pocibiX nauueHToB ¢ no3aHumu dazamu XMJI wau OJIJI Ph', nomyuatommnx 140 mr 1 pa3 B
CYTKH, peKOMeH1yeTcs cHikeHue 103bl 10 100 Mr 1 pa3 B cyTku u aanee, eciu norpedyercs - co
100 mr 1 pa3 B cytku 10 S0 mMr | pa3 B CyTKH.

V nauuenToB jgerckoro Bospacta ¢ XMJI Ph™ B xponuueckoil (ase ¢ HereMatoJOrH4eCKUMH
NnoGOYHBIMM PEAKUMAMH CHWXKEHHE /03bl JO/DKHO MPOBOAMTHCH aHAJOTHYHO PEKOMEHIALUAM,
MPUBEICHHBIM BBILIE JUISi CHUJKEHHUS 03Bl TIPH '€MaTOJIOrHYECKUX MOOOYHBIX peaKIUsX.

[Ipyu NosiBJIEHHH HEreMaToJOrHYecKuX nobouHbIX peakuuit y aeteii ¢ OJIJI Ph* cieayer cHmxath
03y HAa OJIMH YpPOBEHb B COOTBETCTBHM C pPEKOMEHIAUMSMH [0 CHWKEHHMIO J03bl I
reMaToJIOrMYecKHX MoOOYHBIX peakiiuii (OnucaHbl Bbille). 3a UCKITIOYEHHEM HapyLIeHUi QyHKLNH
MeYeH! B CJIydae HereMaToJIOrHYeCKUX HeOIaronpusTHEIX peakluit > 3-i CTeneHu TAKECTH y JeTei
¢ OJIJI Ph" neuenue A0/DKHO OBITH MPHOCTAHOBIEHO, M MOXET OBITH BO30OHOBICHO B CHHXKEHHOM
JI03€ TOC/IE YMEHBILUEHUS THKECTH HeOnaronpusATHBIX peakuui g0 < 1-i crenenu. Ecau
KOHLIeHTpauus npsamoro Ounupybuna Gonee yem B 5 pa3 Bbille BepxHei rpanuiibl Hopmel (BI'H),
TEpanuio OTMEHAIOT A0 TeX Iop, NoKa 3TOT MoKa3aTe/lb HE BEPHETCA K MCXOAHOMY YPOBHIO WJIHM
TAKECTh HeOMaronpusaTHOW peakuuu He yMeHbluuTcs A0 < 1-ii crenenu. [lpu noBbILICHUH
aktuBHocT ACT/AJIT Gonee BI'H B 15 pa3 takxke HeoOXoaMMa NMPHOCTAHOBKA TEpanuH 0
BO3BpAILEHH K MCXOAHBIM 3HAYEHUSM WM CHHXKEHHMS TSKECTH HEONaronpusATHOH peakiuH 10
< 1-i crenenu. [lpu peunamse MogoOHBIX HapyleHHH (YHKLMH MEYEHH nocjie BO30OHOBIECHHS
Tepanuu 1a3aTHHUOOM /103y npenapara cjlelyeT CHU3HTh.

ILneBpaibHbIi BbINOT

B ciyuae QMAarHOCTMKHM [UIEBPAJIbHOTO BBITIOTA JICUEHHE Ja3aTHHUOOM cielyeT MpepBaTh JO
obciieloBaHUs MallMeHTa M MCYE3HOBEHUS CHMMNTOMOB MJH BO3BpallleHHs CTENEHH HX
BBIP@KEHHOCTH K MCXOJHOMY YPOBHIO. EC/iH 3MU30/1 HE KyNUpPYeTCs B TEYEHHE NIPUMEPHO OHOM
HEJIe/M, TO CIEAYET PacCMOTPETh MPUMEHEHHE JUYPETHKOB MJIH KOPTHKOCTEPOMIOB, MM 0OeHX

rpyrnmn npenapaTtoB ojHOBpeMeHHO. [Tocne pa3perieHus nepBoro 3nu3oja cjielyeT pacCMOTPETh
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BOMpPOC O BO30OHOBNEHWH Tepamnuu JazaTHHMOOM B paHee mnpuMmeHsBlueics nose. [locne
paspelieHus NocaeyloUuX MU30/10B, Aa3aTHHUO CleAyeT NMPUMEHATh B YMEHBIUEHHBIX /103aX.
[Tocne paspemenns Tskenoro (creneHu 3 unu 4) anu3ona, Npu HEOOXOAUMOCTH JIEYEHHE MOXKHO
BO300OHOBHUTL B YMEHBIIEHHOH /03¢ B 3aBUCHMOCTH OT HAYaJbHOH THKECTH HEXkeNnaTelbHOM
peaKkLuH.
Koppekuusi 103b1 npH CONMYTCTBYIOIIEM MCIOJb30BAHMH HHruOHTOPOB H30pepMenTa
CYP3AA.
Cneayer uzberatb COBMECTHOrO NMPUMEHEHHUS CUJIBHBIX MHrHOMTOpOB M30depmenta CYP3A4 u
coka rpeingpyra ¢ npenapatom Mupconu®, no BO3MOMKHOCTH BbIOMpATh ajlbTEPHATUBHYIO
TEpanuil ¢ MUHMMAIbHBIM CHWXKEHHEM akTUBHOCTH H3odepmenta CYP3A4. Eciau HeoOxoaumo
COMYTCTBYIOIEE HCMOJIB30BAHNE Aa3aTHHUOA U UHTHOMTOPOB CJIEAYET PacCCMOTPETh YMEHbILEHHE
JI03bI:

* 40 Mr npu cyrouHoi ao3e 140 mr;

« 20 Mr npu cyrouHo# apoze 100 mr;

« 20 mr npu cyrouHo# no3e 70 mr.
[Tpu ucnonszosanuu 103 60 mr unu 40 mr, ciaeayeT paccMOTPETh BO3MOXKHOCTh IPHOCTAHOBJICHH S
jedeHus npenapatoM MupcoHu0 0 mpekpalleHus Teparnuu ¢ WCMOAb30BaHUEM HHIHOMTOPOB
u3opepmenta CYP3A4. BozoGHOB/IEHHE TEPANTUU BO3ZMOXKHO Yepe3 HeJIeNio Iocje npekpaiieHus
MCIOJIb30BaH U HHTHOUTOPOB.
[peanonaraercs, 4T0 CHHKEHHE A03bl OyAET NOBOAUTH IUIOLIA/b KPHBOH «KOHLEHTPALIUs-BPEMS»
(AUC) o 3navennii, Habmoaaembix 6e3 nHruouropo CYP3A4, oaHako KIMHHYECKHE JAHHBIE C
Mo100HOM KOppeKLKeH 1036l OTCYTCTBYIOT. B cilyyae HEnepeHOCHMOCTH CHHIKEHHOM J103bl, CllelyeT
npekpatuTh npumMeHeHue HHruoutopos CYP3A4 unu npMoCTaHOBHTE MCMOB30BaHUE Jla3aTHHHOA
JI0 TIpeKpallleHus TnpuMeHeHuss MHrubutopoB. Bo3oOHOBNeHHE npuema na3aTMHHOA BO3MOKHO
yepes HEeJIe/IO M0clie NPeKpalleHus npueMa HHrHo UTOpOoB.
Ipumenenne NpH HaApyeHHH QYHKIHH N0YEK
[ToueuHblii KiupeHe aa3aTHHUOa 1 ero MeTaboIMTOB cocTaBiseT < 4%, MOITOMY KOPPEKLHH 035l
NpH HapylIeHHOH QYHKIMHU oyeK He TpedyeTcs.
Ipumenenne Npu HaApyweHuu GYHKUHH NeYeHH
Jlazatunu® MeTaboiM3upyeTcs INaBHbBIM 00pa3oM TMEYeHbIO, MO03TOMY [penapar cieayer
MCIOJB30BaTh ¢ OCTOPOKHOCTBIO Y TMALMEHTOB C HapyIIeHHEM (YHKLMHM TEYEHH YMEPEHHOH H
TAKEJION CTEMEHH.
IpumenenHe y NalHeHTOB NMOKHJIOr0 BO3pacra
KJIMHMYECKH 3HAYMMBIX pa3/inyvii B (JapMaKOKMHETHKE Y MOXHJIBIX MAlMEHTOB HE BBISBICHO,
MO3TOMY KOpPPEKLIMsA 103kl HE Tpebyercs.
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MMOBOYHOE JIENCTBHUE

B3pocJibie u 1eTH npu MOHOTepanuu npenaparoM Mupcouub.

Y GosnblIMHCTBA B3pOC/BIX TNALMEHTOB MOGOYHBIC SBICHHUA OblIM NPEXOAAUIMMH, JICYEHHE
Aa3aTHHUOOM ObLIO MpeKpauleHo H3-3a MoOOYHBIX peakuuit y 12 % NauMeHToB C BrepBbie
BBIABJIEHHOH XpoHHUeckoit pa3oit XMJI Ph*, a Takoke y 15 % naunentos B XpoHuueckoii gaze XMJI
C PE3UCTEHTHOCTBIO K MMAaTUHHOY HITH €ro HEMepeHOCUMOCTBIO, Y 16 % - B (hase akcenepaumu XMJI,
y 15 % - B hase muenouanoro 6aactHoro kpuza XMJI, a takxke y 8 % nauuenrtos ¢ OJIJI Ph*,
Cpenu nereii ¢ xponnyeckoii hasoit XMJI Ph' B Buay cepbe3Hbix noGOYHBIX peakuuil Tepanus
nasatuHuboM Gblia npekpaiueHa y 1,5% nauueHTos.

[Tpodmns GesonacHocTu npumenerns aaszatunub y aereit ¢ XMJI Ph* B xpoundeckoii dasze B 1enom
COOTBETCTBOBAJI JAHHBIM Ha B3POCJIbIX MALMEHTaX, 3@ UCKJIKOYEHHEM OTCYTCTBHS CJTy4aes JIETOYHOM
FHIIEPTEH3UH, NIEPUKAPIHAIBHOIO BINOTA, MJIEBPATBHOIO BBINOTA, OTEKA JIEMKHX.

YacTora BO3HMKHOBEHHUS MMOOOYHBIX 3()(PEKTOB NPUBEIEHA B COOTBETCTBUH CO LIKAJIOH: OYE€Hb YaCTO
(= 1/10), wacto (= 1/100, <1/10), Hewacto (> 1/1000, <1/100), peaxo (> 1/10000, <1/1000).
HNudexunonnbie u napasuTaphbie 3a60/1eBaHus:

Ouenv yacmo: wadexuun (B TOM yucie GaKkTepuasibHbie, BAPYCHBIE, TPHOKOBBIE).

Yacmo: nueBMOHHUA (B TOM uMcsie OakTepuaibHas, BUpycHas U rpubkoBas), HHPEKUHH BEPXHHX
JbIXaTeNbHBIX MyTel, reprnernyeckue UHPEKIMH, SHTEPOKOIIUT, CENCcUC (B TOM YUCIE HeYacTo - ¢
JIETAJIbHBIM MCXOI0M).

Hapywmenusi o cTOpoHbl KPOBH H JIHM(paTHYECKOH CHCTEMbI:

Ouenb yacmo: MUENOCyNpeccus (BKIOYas aHEMHIO, HEHTPONEHHIO, TPOMOOLIMTONEHHIO).

Yacmo: pebpubHas HEHTPONEHHUS.

Hevacmo: numdanenonarus, 1umdoneHus.

Peoko: sputpobiacToneHus.

Hapymenusi co cTopoHbl HMMYHHO# CHCTEMbI:

Hevacmo: peakuuu runepyyBCTBUTENILHOCTH (B TOM YHMC/IE Y3/10BaTas IpUTEMa).

Peoko: anaduiakTHYECKH LIOK.

Hapyumenusi co CTOpOHbI YJHAOKPHHHOI CHCTEMbI:

Heuacmo: runotupeos.

Peoko: runepTupeos, TAPEOUIUT.

Hapymenusi co cTopoHbl 00MeHa BelecTB H NHTAHHSA:

Yacmo: wapyluieHus anneTura (BKJIKOYas CHHXXEHHME armneTHTa, paHHEe HaChIlEHUE, TMOBBIIICHHE
anneTuTa), F’unepypuKeMus.

Heuyacmo: runoans0yMuHEMHUs, CHHAPOM JIM3KCa OMyXO0JH, 00€3B0OXKHBaHHE,

rHIEepXonecTepHHEMHUs



Peoko: caxaphblit quaber.

Hapywenusi co cTOpoOHbI HEPBHOI CHCTEMbI:

Ouenwv wacmo: ronoHas 60b.

Yacmo: OecconHuua, jaenpeccus, HelponaTus (BKio4as mnepudepruyeckyo HeHponaTmio),
rOJIOBOKPYKEHHE, W3BPalllEeHHE BKYCa, COHJIMBOCTb.

Hevacmo: 6GecnokoHcTBO, 3MOLMOHANbHAs Ja0MJIBHOCTb, IICHMX03, CHWKEHHE JTHOMJIO,
KpPOBOM3/IMAHUA (TaKMe Kak BHYTPMMO3roBas TIeMaToMa, BHYTPHMO3rOBO€ KPOBOM3IIHSHHE,
3MUJYypanbHas TremMaToMa, BHYTPUYEPEIHOE KPOBOM3IMSAHHUE, TE€MOpPPAaru4eCKUidl HHCYIbT,
cybapaxHOM/aJIbHOE KpOBOM3NIHAHHME, cyOaypanbHas remaroma, cyOaypasibHOe KPOBOM3IMSHKE),
TpeMop, 0OMOPOK, aMHE3Hsl, HapyllIeHHEe paBHOBECHS.

Peoko: cynoporu, HapylleHME MO3rOBOro KpoBOOOpalleHHst (MHCYJIbT), TpaH3MUTOpPHAs
MLIEMHUYecKas araka, BOCTAJICHHE 3pUTEJIbHOrO Hepsa, napanuy VII mapel uepemnHo-MO3roBbIX
HEPBOB (JIMLEBOTO HEPBA), aTAKCHS, IEMEHLH .

Hapyumienusi o CTOPOHBI OPraHa 3peHus:

Yacmo: 3puTeNbHbIE PacCTPOMCTBA (HEYETKOCTh, PaCIIbIBYaTOCTh, CHUKEHHE OCTPOTHI 3pPEHHUS),
CYXOCTb IJ1a3, KpOBOM3IIMSHKA B CKJIEpPY I71a3a, KOHbIOHKTUBAJIbHBIE KPOBOM3IIUSHUSL.

Heyacmo: KOHBIOHKTUBUT, HapyLLUEHHS 3pEHUs, CBETOOOA3Hb, C/IE30TEYEHHE.

Hapyumenusi co CTOPOHbI OPraHa cjiyxa v JJaGHpPHHTHbIE HAPYIeHHS !

Yacmo: miym B ylax.

Heuacmo: BepTuro, noreps ciyxa.

Hapyuienusi co cTOpoHbI cepana:

Yacmo: nepukapAnaibHbli BBITIOT, apUTMHA (BKJIIOYAs TAXMKaP/KIO), HapyIueHus GyHKIHMH cepaua
(BKJIIOYAs JKETY10YKOBYIO AMCHYHKLHMIO, CEPACYHYIO HEJ0CTATOYHOCTh, 3aCTOHHYIO CEpPAECYHYIO
HEJ0CTATOYHOCTb,  KapAHOMHOMATHIO, 3acCTOMHYIO  KapJAMOMMOMNATHIO,  JHACTOJIMYECKYIO
JucyHKUMIO, yMeHblieHHe (pakunu BeiOpoca, HKETyJ10UYKOBYIO HEJOCTATOYHOCTD), y4allleHHOe
cepaieOreH e, MOBBIILIEHHE aKTHBHOCTH MO3rOBOrO HATPUHYPETHYECKOro menTuaa, AMchyHKuus
MPaBOro JKEeJYA04Ka, JKEeJIyJ0YKOBas M’MIOKHHE3HS.

Heuacmo: ynnmuenue wHtepBana Q-T na DKI', creHokapaus, KapaAMOMeranus, NEpUKapauT,
XKEJTYI0UKOBas apuTMHs (BKIIFOUAs )KEJyJ0UKOBYIO TaXMKapAMI0), MH(PAPKT MHOKap/a (B TOM YHcie
C JICTAJIbHBIM UCXOJ0M), M3MeHeHHs 3yOua T, noBbIlIEHHEe aKTUBHOCTH TPOIIOHHHA.

Peoxo: MUOKapIUT, OCTPBI KOPOHAPHBINA CHHAPOM, OCTAHOBKA Cep/la, yJIMHEHHe HHTepBana P-
R, uiemuyeckas 60/1e3Hb cepALa, MIIEBPONEPUKapIUT.

Hapyumenusi co cTOpOHbI COCY/10B:

Ouenv uyacmo: KpPOBOTEYEHMS (TaKMe KaK HOCOBbIE KPOBOTEYEHMS, KPOBOTOYMBOCTH JIECEH,
remMaToMbl, ETEXUH, MypIypa), KpOMe KelyA0YHO-KUIICYHbIX KPOBOTEYEHHH U KPOBOU3JIUAHUHN B
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LIEHTPaIbHOM HEPBHOM CHCTEME.

Yacmo: «npuIMBLIY», MOBBIILICHHE apTEPHATIBHOIO JaBJIEHHU.

Hevacmo: cHwxeHHe apTepHaabHOro AaBieHus, Tpombodiedut, Tpom603.

Peoko: «ieroynoe cepaue», OCTpblii KOPOHApHbIH CHHAPOM, «MPaMOPHOCTb KOXH», TpoM6O03
riny6oKux BeH, IMO0IHA.

Hapymenusi co cTOPOHbI AbIXaTeIbHOI CHCTEMbI, OPraHOB IPYAHOI KJIETKH H CPEIOCTEHHS:
Ouenv yacmo. NIEBPAIbHBIN BBITIOT, OJBIIIKA.

Yacmo: neroynble MHGUIBTPATHI, OTEK JIETKUX, THEBMOHHT, JTIErOYHas TUNEPTEH3Us, Kallelb.
Hevacmo: 6ponxuanbHas actma, 6poHXxocnasm, jerouyHas aprepualibHas runepTeH3us, AicoHus.
Peoxo: ocTpblii pecriupaTOpHbIi AUCTPECC-CUHAPOM, JIErOYHas SMOOJTHS.

Hapyuwenusi o CTOPOHBI KeJTYA04MHO-KHIIEYHOr0 TPAKTAa:

Ouenv yacmo: napes, TOLIHOTa, pBOTa, OOJIU B XHUBOTE.

Yacmo: BocnaneHue cIU3UCThIX 000104eK (BKJIKOYAs MYKO3UT/CTOMATHUT), HKEJNYA0YHO-KHILEYHbIE
KPOBOTEYEHHMSA, AMCHENCHUA, B3AYTHE JKUBOTA, 3aMopbl, FaCTPUT, MOPAKEHHUS MATKHX TKaHEH
MOJIOCTH pTa (BKJIKOYas CyXOCTh BO PTY, XCHJIMT, My3bIPbKOBBIC BBICHINIAHUS Ha rybax, cyXocTh ryo,
A3BBI Ha rybax, 3po3uM CIU3UCTON 000IOYKH MOJOCTH pTa), KOJIUT (BKIIOYAsh HEHTPONEHHYECKHit
KOJIUT).

Heuacmo: nucdarus, acumT, aHalbHble TPEIIMHbI, U3BLA3BICHUS BEPXHUX OTIEJIOB XKETYyJA0UYHO-
KHLIEYHOTrO TPAKTa, MAHKPEaTUT, 330(aruT, ractpodsodareansHas peditokcHas 601e3Hb.

Peoxo: xenynouHo-KMIIEYHAs HHTEPONAaTHs ¢ mnotepei Oenka, KUIIEYHAs HENMPOXOJUMOCTb,
OCTpBIii MAHKPEATUT, aHATbHbINA CBULL.

Hapyuienunsi co CTOPOHBI NEYeHH M KeJTHeBbIBOASIINX MyTei:

Heuacmo: xonectas, XOJNCLMCTHUT, TeNaTUT.

Hapymenusi co CTOpOHbI KOXKH H NOAKOKHBIX TKAHEH:

Ouenv wacmo: KOXKHas Cbilb (BKIKOYAs JIEKAPCTBEHHYIO Cbillb, IPUTEMY, MYJIbTH(HOPMHYIO
IPUTEMY, SPHUTPO3, MAMyJe3HYIO Cblllb, MATHUCTO-NANMYJIE3HAS ChIllb, IYCTYJIE3HYIO ChINb,
IIETYLIEHHE KOXKH, BE3UKYJIAPHYIO Chillb, MaKyJOMYCTYJIE3HYIO Chillb, 9KC(HOIHATUBHYIO ChIllb,
reHEepaM30BaHHYK) SPUTEMY, T€HUTAJbHYIO Chillb, TEIUIOBYIO Chillb, O€jble Yrpu, MOTHHILY,
MyCTYJE3HbII MCOPHA3, Chillb, IPUTEMATO3HYIO Chillb, (POUTHKYISPHYIO Chillb, FE€HEPATU30BAHHYIO
ChIlb, MAKYJSPHYIO Cbillb, 3yAALIYIO Cbillb, pa3fApaK€HHWE KOXH, TOKCHYECKYIO KOXHYIO CBIllb,
BE3MKYJIC3HYIO YPTHKAPHYIO Chlllb, BACKYJIUTHYHO ChIIb).

Yacmo. 3yn, yrpeBas Cbillb, aJONELMsA, CYXOCThb KOXKM, TMIEPruapo3, KpanuBHULA, AEpPMaTHUT
(BKJTIOUYAS 2K3EMY).

Heuacmo: xkoxHble 93Bbl, OyJUIe3HbIN J1epMaTo3, HapylIeHUs NMUIMEHTALUK, TOPAKEHUsI HOTTEH,
doTtoceHcuOUIU3ALMSA, TAHHUKYJIUT, CHHAPOM JIQJOHHO-MOJAOUIBEHHONH 3PUTPOAU3ECTE3UH,
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M3MEHEHHUA BOJIOCAHOIO MOKPOBA, HEUTPODUIIbHBIN JepMaTo3.

Peoko: neKOLUMTOKIACTHYECKU I BaCKYJIUT, GUOPO3 KOKH.

Hapyumenusi co cTOpOHBI CKeJIETHO-MbIIIEYHOH H COCIHHHTEIbHON TKAHH:

Ouenb yacmo: KOCTHO-MblLIeYHas 00J1b.

Yacmo: aptpanrus, MbliieyHas cnabocTb, MHAJITHs, KOCTHO-MBIIIEYHAss CKOBAHHOCTb, MbIIIEYHbIE
Cra3Mmbl.

Heuacmo: pab1oMHOIN3, MHO3UT, TEHAUHUT, OCTEOHEKPO3, aPTPHUT.

Peoko: 3aMmeuieHHas MHBOMOLMA AN U3a, 3a71epKKa pocTa (YacToTa AaHHBIX NOO0YHBIX 3P PEeKTOB
B MCCJICIOBAHUSX y JIeTel OTMEYeHa KaK «4acToy).

Hapyumienusi co cTOpoHbI MOYEK H MOYEBbIBOASILIIMX MyTeii:

Heyacmo: noyevHas HEeI0OCTATOYHOCTH, Y4allleHHOE MOUYEHCITYCKaHHE, TPOTEHHYPHS, reMaTypus.
Peoko: napymenue GpyHKUHH MOYEK.

Baunsinue Ha Teyenue 6epeMeHHOCTH, NOCJI€PO0BbIe H MEPHHATAJIbHbIE COCTOSAHHSA:

Peoxo: camonpoun3BosibHbIH abopT.

Hapymenusi co cTOpOHbI MOJIOBBIX OPraHOB H MOJIOYHOI# JKeJjie3bl:

Heyacmo: ruHeKOMacTUs, HapyLIEHHWS MEHCTPYaJlIbHOrO LMKIA, BarMHalbHble KPOBOTEYEHHS,
MaTOYHbIE KPOBOTEUYCHHSI.

IIpouwne:

Ouenv yacmo: nepudepruyecKue OTEKH (BKJIIOUAs JIOKAJTU30BAaHHBIE OTEKH MOJKOXKHON KJIETYaTKH
pa3MYHON NTOKAIN3alMK, FPABUTALIMOHHbIE OTEKH), OTEK JMIa (BK/IOYas OTEK sA3bIKa, OTEK ryo,
oTek 06/1acTH pTa, 0TeK KOHBIOHKTHBBI, OTEK B 00JIaCTH I71a3a U BeK, 0TeK OpOMTaIbHOM KJIeTUYaTKH,
nepuopOUTa/IbHbIE OTEKH, MaKyJspHbIE OTEKH, OTEYHOCTb JIMLA), MOBBILIEHHAS YTOMJISEMOCTD,
MOBBILIEHUE TEMIIEPATYPHI TeJa.

Yacmo: reHepalM30BaHHbIE OTEKH (BKJIKOYAS 3a/1€PHKKY KUIKOCTH, OTEK XKETyA0YHO-KUIIEYHOTO
TpaKTa, reHepaiu30BaHHbIi OTeK, nepudepudecknii oTek, oTeK, OTeK, 00yCIOBIEHHBIH cepaAe4HOM
HEJ0CTATOYHOCTHIO, MapaHedpaibHblii BBINOT, MOCTIPOLEAYPHbIH OTEK, BMCLEPATbHbIH OTEK),
actenus, 6osb, 6onb B rpyau, 03HOO, CHMIKEHHE WIIM YBEIMYEHHE MAcChl Teja, CIyTAaHHOCTh
CO3HaHMUSL.

Hevuacmo: wWeaoMmoraHue, TOBBIIIEHWE AaKTUBHOCTH  KpeaTUH(ocHoKMHa3bl, MOBBIILICHHE
AKTHBHOCTH raMMa-rIlOTaMMJITPAHCIENTH/1a3bl, MPOYUE [MOBEPXHOCTHBIE OTEKH (BKJIKOYas
OTEYHOCTb MOJIOBBIX OPraHoOB, OTEK B MECTE pa3pe3a KOXKH, OTEK MOJIOBBIX OPraHoB, OT€YHOCTh
MOJIOBOTO YJIeHAa, OTEK TMOJOBOr0 4JIEHa, OTEK MOILIOHKH, OTEYHOCTh KOXH, OTEYHOCTb SAHYEK,
BYJIbBOBarMHaJIbHYIO OTEYHOCTD).

Peoko: HapylieHHe MOXOJIKH.

Kpome TOro, mpu mnpuMEHeHMM mpenapara nojy4eHa MH(OpMalMs O CIEAYIOUIMX ABJICHHAX,
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4acTOTa KOTOPBIX HE YCTAHOBJIEHA, M/MIIM CBA3b MX C MPUMEHEHUEM Mpenapara He J0Ka3aHa:
Hudpexunonnsbie n napasurapHbie 3a60/1eBaHus: peaKTUBALMs BUpYca remnatura B.
Hapymenus co ctoponsl cepaua: GpuOpuiiaius npeacepauit/TpeneTanue npeacepani.
Hapywmenusi co cTOpOHbI AbIXaTe/ILHON CHCTEMbI, OPraHOB I'PYIHON KJIETKH H CPEI0CTeHHS:
MHTEPCTULMATbHBIE 3a00/1CBaHUA JIETKHX, THEBMOHHUSI.

Hapymenusi co  CTOpPOHBI  KeJyJOYHO-KHIIEYHOr0  TPAaKTa:  IKEIYJA0YHO-KHILEYHOE
KPOBOTEYEHHME C JIETAIbHBIM HCXOJIOM.

Hapymenusi ¢o cTOpoHbI KOKH H MOAKO0XKHBIX TKaHeli: cuHapoMm CtuseHca-JKoHcOHa.
Hapymenusi co cTOPOHBI N0YeK H MOYEBbIBOASIHX NMyTel: He(PPOTHYECKUH CHHIPOM.
Hapymenus co croponbl cocyoB: TpomboTHyeckas mukpoanruonarusi (TMA).
JlaGopaTopHbie H HHCTPYMEHTA/IbHbIE JaHHbIE:

- Tpombouuronenus, aHeMuss ¥ HeWTponeHus 3 wiu 4 creneHH, OCOOEHHO Y MALHEHTOB C
no3aHuMu azamu XMJI unu octpeim OJLJT Ph*,

- 'mnokanuemus, runokansuuemMus, runodocparemus;

- [IloBbllleHHE aKTMBHOCTH MEYEHOYHBIX TpaHcaMuHa3 (anaHuHamuHoTpaHchepazwsl (AJIT),
acnapratamuHoTpaHchepassl (ACT));

- [loBblienne KoHUEHTpaLHu OUIMPYyOHHA H/MIIM KPEaTHHHUHA B CHIBOPOTKE KPOBH;

- Haubonee yacteimu nobounsiMu 3¢ddexramu npu npuMeHeHUH aa3aTHHMOA y NALMEHTOB ¢
BriepBbie BoisBieHHBIM XMJI Ph™ B XpoHuueckoii (hase sBAsSIOTCS 3a/1ep)KKa JKHIAKOCTH M uapes, a
y MalMeHTOB C PE3UCTEHTHOCTHIO MIIM HEMEPEeHOCMMOCThI0O MMAaTHHMOA - 3aepiKKa XXHMJIKOCTH H
auapes, rosopHas 00jb, OJBIIIKA, ChIMlb, YCTAJOCTh, TOLIHOTA, KPOBOM3JIUAHUA (TaKkue Kak
KENTyI0YHO-KHIIEYHbIE KPOBOTEYEHHS U APYTrHe).

H3menenus nabopaTopHbIX MoKasaTesei y JeTeil COOTBETCTBOBAJIO H3MEHEHHAM THX MOKa3aTesen
y B3pOC/IBIX MalHEHTOB.

Hern ¢ OJLJI Ph' npu ueno/ib30BaHHHM 1a3aTHHHOA B KOMOHHAIIMH ¢ XHMHOTEpATIHEI.

[ToGouHbIe peakiiuu, ONUCAHHBIE B IBYX MEAMATPUYECKUX MCCIIEA0BAHHUSAX, B KOTOPBIX Ja3aTHHUO
MPUMEHSJICS B COYETAaHMM C XMMHOTEpanuei, COOTBETCTBOBAIM M3BECTHOMY MpoduiIo
Oe3onacHocTH fAazatuHuba y B3pocibiX M okumgaeMomy 3¢Q@dekTy OT XHUMHOTEepanuH, 3a
MCK/TIOYEHMEM MEHbIIEH BCTPEYaEMOCTH IUICBPAJILHOIO BBINOTA Yy JE€Ted M0 CPaBHEHHIO €O
B3POCJIbIMH.

B jperckom uccrnesoBaHHH ocTporo JsuMm¢poOnacTHOro Jeiko3a nokasarenad Js1abopaTopHbIX
OTKJIOHEHHWH COOTBETCTBOBAJIM HM3BeCTHOMY mnpoduao Oe3onmacHOCTH s 1abOpaTOPHBIX
NapaMeTpoB y B3pOC/IbIX MALMEHTOB C OCTPLIM JTMM(POOIaCTHBIM JTEHKO30M, MONy4aBLUIHX (OHOBBIH

KYpc XHMHOTEpPAITHH.



INEPEJJO3UPOBKA

[lepenozupoBka nazaTHHUOA 3aperdcTpUpoBaHa y ABYX MALUEHTOB, NMPUHUMABIUMX B TEYEHHE
1 Hepenu no 280 mr mpenapata B J€Hb, YTO [PUBEJIO K 3HAYMUTEIIBHOMY CHHXXEHHIO 4YHCJia
tpoMmGouuToB. B ciyyae nepeo3upoBku Tpedyercs TiiaTenbHOe Hab/I0OAEHHE 3a MALMEHTaMH C
LIEJIBIO KOHTPOJIS CTENEHH MUENIOCYNPECCHHU; MTPH HEOOXOAMMOCTH - CUMITTOMaTHYECKas Teparus.
B3AMMO/IEMCTBHE C IPYTUMHU JIEKAPCTBEHHBIMHU CPEJICTBAMHU
Ilpenaparbl, KOTOpble MOrYT MNOBBIIIATH KOHUEHTPAaUHWIO Aa3aTHHUOA B IJ1a3Me KPOBH.
Huruduropsl uzopepmenta CYP3A4: nazarunub ssnsercs cyberpatom uzodepmenta CYP3A4.
HUurubutopel uzopepmenta CYP3A4 (Hanpumep, KETOKOHA30Jl, WUTPAKOHA30Jl, IPUTPOMMLIMH,
KJIAPUTPOMHULIMH, PUTOHABUP, aTa3aHaBUP, HHAWHABUD, HEN(HHABUD, CAKBUHABUD, TEIUTPOMHULIMH,
rpeingpyToBbIH COK) MOTYT MOBBILIATE KOHLUEHTPALMIO [a3aTHHUOA B Mia3Me KpOBH, MO3TOMY
crneayer u3beraTb MX COBMECTHOTO MPUMEHEHU ¢ Aa3aTHHUOOM. [TaliueHThl, y KOTOPBIX HE yaaeTcs
u3bexaTh CHCTEMHOro npuemMa MouHoro uHruburopa wuszodepmenta CYP3A4, nomxHbI
HaxOAMTLCs [0J TINATETbHBIM HaOMIOJCHHEM /1 CBOEBPEMEHHOrO BBISABICHHUS TPU3HAKOB
TOKCHUYHOCTH.

Ilpenaparbl, KOTOpble MOIYT NOHHKATH KOHIEHTPaUHI0 Ja3aTHHHOa B MJa3mMe KPOBH.
Huaykropor uzodpepmenta CYP3A4: unaykropel uzodpepmenta CYP3A4 moryt cHMXKaATh
KOHLIEHTpaLMIO Ja3aTHHUOA B ru1a3Me.

Cnenyer uzberatb COBMECTHOTO NMPUMEHEHHMsS MOLIHBIX MHAYKTOpoB H3odepmenta CYP3A4 ¢
nazatuHubom. [laumenTtam, npuHUMarOIKUM WHAYKTOpel u3odepmenta CYP3A4 (nanpumep,
jekcameTa3oH, hpenuTonH, kapbamaszenut, pudamnuuut, peHodbapburan uinu npenapaTel 38epodos
npoasipsiieHHoro (Hypericum perforatum), BMECTO 3THX TNpenapaToB CjelyeT Ha3HayaTh
npenapatel, He obnajaromme (WiM obnajarolMe B MHHMMAIbHON CTENEHH) CrNOCOOHOCTBIO
MHAYUMPOBATh 3TOT H30(epMEHT.

AuTauuasl (npenaparbl, coaepKauiHe AJOMHHHS THAPOKCHA /MarHusi THAPOKCHI): €CIIH
aHTalMAbl HeOOXOAMMBI, PEKOMEH/IYeTCS MX NMPUHMMATh HE MEHEe 4YeM 3a 2 yaca JI0 MJIM 4Yepes
2 yaca nocJie npuema aasaTuHuoa.

Baokaropbl H2-rucraMHHOBBIX penienTOpoB H HHrHOMTOPBI NPOTOHHOM MOMIbI: JUTUTEIEHOE
MOJABJACHHE CEKPELIMU KUCIIOTHI XKeJTyJ04HOro coka 61okatopaMi H2-ructaMHHOBBIX peLIENTOPOB
M WMHrUOMTOpaMM MPOTOHHOM mnomnbl (Hanpumep, (aMOTHIAMHOM W OMENpPa30JIOM) MOKET
MPUBOJIMTH K CHHKEHHIO KOHLEHTPALMK a3aTUHHOA.

CoBMecTHOE NMPUMEHEHHE ITHX MpenapatoB M JazaTHHuOa He pekomeHayercs. B kavecTBe MX
aJlbTEPHATHBBI MOJKHO MCIOJIb30BaTh aHTALM/bI (3a 2 yaca 10 WK Yepe3 2 yaca rocie rnpuema

npenapara Mupconud).



Bausinue qazaTunuba Ha Apyrue JeKapcTBeHHbIE Npenaparsl.

Cy6erpatni nszodepmenta CYP3A4: nazatunu® spisercs muruburopom usodepmenta CYP3A4,
MO3TOMY €ro COBMECTHOe npuMmeHeHue ¢ cyberparamu uzopepmenta CYP3A4 moxer ycuiuThb
neiictBue jaanHoro cybcrpara. Cybcrparsl u3opepmenta CYP3A4 ¢ y3kuM TepaneBTHYECKHM
Mana3oHoM, Takue Kak aneHTaHu1, acTeMu3os, Tep(eHaauH, UM3aHPUJ, [HMKIOCHOPHH,
deHTanu, NMUMO3MI, XMHUIHH, CHPOJIMMYC, TAKPOIMMYC M aJKaJOW/bl CIIOPbIHBH (IProTaMHH,
JIMCMPOIPrOTAMHH) CJIEAYET MCMOb30BaTh C OCTOPOXKHOCTBIO Yy MAlMEHTOB, MONYYalOLINX
na3aTHHUO.

OCOBBIE YKA3AHUA

Mueaocynpeccus.

[lpu neyeHuu Aa3aTHHUOOM MOTYT BO3HMKATh TsKEJble TPOMOOLUMTONEHMS, aHEMHs H
HeiTponenus. Yalle OHU PErHCTPUPYIOTCS y MALMeHTOB ¢ no3aHuMy pazamu XMJT nau OJLI Ph’,
yeM y NalMeHTOB ¢ XpoHuyeckoi ¢aszoit XMJIL.

[Ip1 MOHOTEpanuH Ja3aTHHHGOM B3POC/IBIX NaUMeHTOB ¢ no3aHumu (azamu XMJI unn OJIJT Ph*
MONMHBIA KJIMHUYECKMH aHAINW3 KPOBH HEOOXOAMMO TMPOBOIUTH E€KEHEACHBHO HA MPOTSKEHHH
MePBLIX 2 MEC, a J1aJiee eKEMECAUHO UIIH MO KIMHUYECKUM TOKa3aHHAM.

V B3pocabix nauueHToB u aereii ¢ XMJI Ph' B xponuueckoii dase nosHblii KTMHAYECKUI aHAIU3
KPOBH CIEIyeT NMPOBOJMTH KaXIble ABE HeleNu nepsbie 12 Hexenb JICUEHHMS, 3aTEM Kaxble
3 MecAla WM 110 KIMHUYECKHM TNOKa3aHWsAM. Y B3pPOC/BIX MALMEHTOB ¢ no3aAHuMH (azamun XMJI
win OJIJI Ph" npu MoHOTepanuu Ja3aTHHUOOM aHaIU3 KPOBH CIIEYET MOBTOPSThH €XKEHEACTbHO
nepBbie JBa MeCAlla JIeYEHHs, 3aTeM - ©KEMECSYHO WM MO KIMHMYECKMM roKasanusM. Ilpu
neuennn gaeteit ¢ OJIJI Ph' komOunauueii nazaTiHnOa M XMMHOTEPANMU TOJIHbIH KIMHHYECKHH
aHaIM3 KPOBM Clie[lyeT MPOBOAWTbL MEpe] HayaloM Kaxaoro Osioka XMMHOTEpanuu M 1o
KIMHHYECKHM TOKa3aHusM. Bo BpeMsi KypcOB XMMHOTEpAanuM aHajiu3 KpOBH HEOOXOAMMO
MOBTOPATH KaK/IbIE JIBA JIHA /10 BOCCTAHOBJICHHUS NOKa3aTesNeil. YrHeTeHHe KOCTHOro Mo3ra 00bIYHO
06paTHMO M MPOXOAMT NPH BPEMEHHON OTMEHE WM CHUKEHUM J103bl 1a3aTHHUOA.
KpoBoTeuenus.

VY nauueHToB ¢ xpoHudeckoi ¢azoit XMJI, nosmyuyaBmmx na3aTHHHO CIyqaluch KPOBOU3JIHUAHHA
3w 4 crenenn. Y nauueHToB ¢ nosanumu gpasamu XMJI uian OJIJT Ph™ Gbutn oT™MedeHBI Ciry4an
TAKENBIX KPOBOM3MHUAHHIA B LIGHTPAIbHYIO HEPBHYIO CHCTEMY (B ToM uMcie patanbHbiii). Tsokenbie
JKeJTyIOUHO-KHILIEYHbIE KPOBOTEUEHNS 3 MM 4 CTeNneHH OTMEYeHbl Y 4% MalMeHTOB € M03AHHMH
dazamu  XMJI.  Tlpp  TSKENBIX  JKEJYAOYHO-KHLICYHBIX ~ KPOBOTEYEHMAX — BPEMEHHO
MPUOCTAHABIMBAIOT TEPANMIO U NMPUMEHAIOT reMoTpaHcdysuio. Jlpyrue Tsaxkesbie KpOBOTEHEHHS
3aperucTpUpoBanbl Y 2% MalUMeHTOB. BOJBIUIMHCTBO C1y4aeB KPOBOTEUCHHH CBA3AHbI C TSKEIOMH
tpomGouuTonenuei. ITpenaparsl, HHrHOUpYrOUKMe QYHKUMH TPOMOOLMTOB, M AHTHKOAryJsHTBI
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clielyeT NMPUHUMATD C OCTOPOKHOCTBIO.

3ajiepKKa KHIAKOCTH.

[Ipu npueme pazatunba MoXxeT HabIOAAThCA 3a/lepiKKa KUAKOCTH. Cpejii B3pOC/IbIX MALNUEHTOB
¢ Brepsbie BoiABieHHbIM XMJI Ph' 3ajepikka )uAKOCTH TsxkeN0# cTenenu Habmonanacs y 5 %
NalMeHTOB.

V B3pociabix ¢ BnepBbie BoisBieHHbIM XMJI Ph' npu pe3ucTeHTHOCTH K MMAaTHMHMOY WIH €ro
HEMePEHOCUMOCTBIO 3a/IEpIKKa KHUAKOCTH TsKeol crenen (3 1 4) Gbina 3aperncTpupoBana y 6%.
Y B3pocibix nauuento ¢ nosanumu dpasamu XMJI uan OJIJT Ph™ 3anepikka KHAKOCTH TKEIOMH
crenenu Habnonanack B 8% cilyyaes, BKIIO4as BbIPAKEHHbIH MIEBpaibHbIi M NepHKapAHaIbHbI
BBINOT y 7% 1 1 % NaumMeHToB, COOTBETCTBEHHO. BhIpaKeHHbIH acUMT U reHepaIn3oBaHHbIH OTEK
pazBuIMCh y MeHee 1% MNaUMeHTOB C PE3UCTEHTHOCTBIO K WMaTHHUOy. ¥V 1% nNauHeHToB ¢
PE3UCTEHTHOCTHIO K MMATHHUOY 3aperHCTPUPOBAH TAXKEIbIA OTEK JICTKHX.

[lpu nosiBGHMM O/BIMIKH, OONM B TPYAHOH KJIETKE WIM CyXOro Kauuls HeoOXoAMM
PEHTIEHOIOTHYECKMI  KOHTPOJIb OPraHoB TPYAHONM KIeTKM. 3anepkKa HKHAKOCTH OOBIMHO
KyNupyeTcs [pH NPUMEHEHHH MOJUICPXKMBAIOLIEH Tepanuu C BKIIOYCHHEM JIMYPETHKOB MM
KOPOTKOTO Kypca IIOKOKOPTHKOCTEPOMI0B. [IpH BhIPaKEeHHOM ILIEBPAJIbHOM BBINOTE TPEOOBANNCH
OKCHIeHOTEpanus M TOpaKoleHTe3. 3ajepikKa >KMAKOCTH HabJiojanach yaule y MalueHTOB,
NPUHUMAIOLIMX TPenapar JBa pa3a B CyTKH.

Takue noGounbie 3PPeKThl Kak 3aiepiKKa JKHAKOCTH, OJBIIIKA, ObICTpas YTOMJISEMOCTS,
MJIeBpabHBIH BBIMOT, Kallle/lb, KPOBOTEYEHUS B HHXKHHUX OT/E/aX JKelyJA04YHO-KHILIEYHOro TpaKTa,
HapyIIEHUs anneTuTa, B3AyTHE JKUBOTA, FOJOBOKPYKEHHE, NEPUKAPAHAIIbHbIH BBIMOT, 3aCTOHHAA
cepieuHas HeJ0CTATOUHOCTh, CHIKEHHE BEca, 4alle BCTPEYaloTCs y MALMEHTOB cTapiie 65 jer,
MOITOMY C/leyeT oOecnedynTh TulateJlbHOe HabIO/CHHE 3@ NAalMEHTaMH JaHHOW BO3PACTHOM
rpyNIbl.

Yaaunenne nurepsana Q-T.

Vanunenne Q-T unrepsana Habmoaanoch Menee 4eM y 1 % MmalueHToB ¢ BMEPBbIC BbIABICHHBIM
XMJI Ph* B xponuueckoii (ase, mojyyaBIIMX Ja3aTHHUO, MPH ITOM YUIMHEHHE COCTaBHIIO B
cpeanem 3,0 mc. Yanunenne Q-T untepBania npu ieyeHuy 1azatunnOom Habroaasnock y bosee yem
1% NaLMEHTOB ¢ PE3MCTEHTHOCTBIO MJIM HEMEPEeHOCHMOCTBIO Tepanuu MMaTHHUOOM. JlasaTHHHMO
CJIE/LYeT MCIOb30BaTh ¢ OCTOPOXKHOCTHIO Y MAIMEHTOB ¢ yAIuHeHHBIM Q-T HHTepBajoM HiH ¢
PUCKOM €ro y/UIMHEHHs (TMMOKATHEMHS, TMIOMarHHeMHUs, BPOXKICHHbIH CHHAPOM Y/UIMHEHHOTO
Q-T uHTepBana, Tepanus aHTHAPUTMUYECKMMH M IPYTHMH Tpernaparamu, CriocoOHbIMU YIUTHHATD
Q-T wuHTepBa, NpPeAIECTBYIOWAs TEPANUs BRICOKMMH J103aMH aHTPALMKIMHOB). JI0 Ha3HA4YEeHHUS

npenapara MMpCOHHG cjIe/1yeT NpPOBECTH KOPPEKIMIO MMITOKaJIMEMHH U F’MMoOMarHMEMHHU.
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HapyuieHusi o CTOPOHBI CE€PAEYHO-COCYAHCTON CHCTEMBI.

V naumeHTos ¢ 3a60JIeBaHUSIMM CEp/illa B aHAMHE3e WJIM PUCKOM WX Pa3BUTHUS Cpead MOOGOYHBIX
peakuui waiie, 4em y JApPYrux Trpymnm, oOHapyKMBaJMCh HaApyLIEHHWSA CO CTOPOHBI CEpACHHO-
COCYNMCTON cucTeMbl (3aCTOiHas cepjevyHas HEeJOCTaTOMHOCTh/ cepevHas AMCHYHKLUHS,
nepuKapAMaibHbli BBINOT, apUTMHS, OlLylleHWe cepiaueOHeHus, yuiuHenue uutepana Q-T,
uHdapkT MHoKapaa (B T.4. C JIETalIbHbIM HCXOA0M). BBHAY 3TOr0 y AaHHOM rpymiibl NalMHEHTOB
HEOOX0JAMMO TIIATENLHO KOHTPOJMPOBATH MMapaMeTpbl CEPACYHON JCATENBHOCTH C LEJbIO
BBISIBJICHHS W, TPH HEOOXOAWMOCTH, KOPPEKLMH BO3MOXKHBIX MOOOYHBIX PEaKUMA CO CTOPOHBI
CepIeYHO-COCYIMCTON cucTeMbl (0ONb B Ipy/au, 3aTPyJHEHHOE JbIXaHHe, notootaeneHue). [1pu
Pa3BUTHM HEJKEJNATENbHBIX SBICHUH CO CTOPOHBI CEPJAEYHO-COCYAMCTON CHCTEMBbl JieueHHe
fpenaparoM ClieayeT NMPUOCTaHOBUTh. B030GHOBIEHHE JIEYEHUS BO3MOKHO MOC/E BbINOIHEHHS
G yHKUMOHAIBHON OLEHKHM: MCXOJHAs [03a NMpH cl1abbIX/yMEPEHHBIX HEXKENaTe/lbHbIX PeaKiHAX
(< cTenenb 2), CHHKEHHE 03B MPH TSKENBIX HEXKEIAaTeAbHBIX PEaKLHUAX (= CTeNneHb 3).
Jlerounasi apreprajibHasi THIEPTEH3Hs.

Jlerounas aprepuaneHas runeprensust (JIAI), moarsepikaeHHas NpH MOMOLIM KaTeTepH3alHH
MpaBbIX OT/IEJOB Cep/lid, MOXKET HabmoJaTbecs KaK B XOJIE JieUeHWs Ja3aTHHMOOM, Tak W 10
NPOWECTBUM ro/1a U GoJiee Mocsie ero OKOHYaHHs, 4acTo Ha (OoHe COMyTCTBYHOWMX 3a00/eBaH i 1
OJIHOBPEMEHHOTO TpHEMa JPYriX JIeKapCTBeHHBIX npenapatos. JIo Havyana jeyeHus npenapaTrom
Mupconn6 creayet npoBecTH oOCneJOBaHWE IMalUMEHTa C UEJbI0 BbIABICHHUSA BO3MOMKHBIX
NPU3HAKOB W CMMNTOMOB 3abosneBanuii cepaua M nerkux. Eciv B Xole neueHus npernapaTom
Mupconu® y naiMeHTa OTMEYalOTCs OJIBILIKA WK YCTANoCTh, HEOOXOAMMO MCKIIKOUHTDL Haubonee
TUNMYHYIO OTHOJIOTHIO, BKIIIOYas [UIEBPAJbHBIA BBINOT, OTEK JIETKMX, AHEMHUIO W HalW4vue
uHduasTpata B snerkux. [Ipu 3TOoM HEOOXOAMMO YYMTBIBaTH PEKOMEHJALHH, JaHHBIC B pa3jene
«Cnoco® NpuMEHEHHUs M [03bI» JUIS CITy4aeB Pa3BUTHUS HEreMaro/IorH4ecKuXx nobo4HbIX peaKumii:
NMPU Pa3sBUTHH TSKEBIX HEEMATOJOrH4ECKUX 1000YHBIX 3P (EKTOB JieyeHHE NIPHOCTAHABIMBAIOT
710 HCYE3HOBEHUA CUMITTOMATHKH MOO0YHOro 3 (eKTa Wi 10 ylydllleHHs COCTOSHUS MalHeHTa.
Eciu B niporiecce 06cie10BaHUs nalMenTa He Obll MOCTaBJIeH APYroi IHarHo3, C/eyeT MPUHATD K
paccMoTpenuto anarnos JIAI. B ciyuae noarsepxkaeHus JIAIT y maunenTa eueHne npenapaTom
Mupconu6 npekpaiaior 6e3 noceayromuero Bo3o6HoBIeH s, 06ecre4B MocIeyIoLui KOHTPOIIb
COCTOSIHMSA NAllHEHTa B COOTBETCTBMH CO CTAHJAPTHBIMH PEKOMEH/1allUsMH.

PeakTuBauus Bupyca renatura B.

Unruburopsl Tpo3nikuHassl BCR-ABL cBa3biBaloT ¢ peakTHBallUel BUpYCa renaTura B (BI'B),
eJMHUYHbIE CIIydad ONMMcaHsl A1s Aa3atuHuOa. B HekoTophix ciywasx peaktusauus BI'B npu
NPUMEHEHUH JIPyruX HHruGUTOpoB THpo3uHKkKHa3el BCR-ABL npuBoania K pasBUTHIO OCTpO#
[IEYEHOYHOI HEJ0CTATOYHOCTH MK QyTBMHUHAHTHOTO IENaTUTa, a B MOC/ICAYIOILEM - K NEpecaake
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NEeYEHH UM JIETAIbHOMY HCXOJY.

[lepen HayanoM Tepanuu npenapatoM MUpCOHMO J0/KEH MPOBOAMTHLCS CKPMHUHI HA HAIM4YHE
BI'B. Jlns nanueHToB, MMEIOUIMX TMOJIOXKHUTE/IbHbIE CEpOJOrnueckue mnpobbl, peKOMEHIyeTcs
KOHCY/IbTAllMs CrieuuanucTa, umeromero onsit sedyenus BI'B. ¥V naumenrtos-nocureneir BI'B,
HYKJIAQIOWMXCs B JiedeHUH uHruOuropamun  ThposuHkhHasel BCR-ABL, neob6xoanmo
KOHTPOJIMPOBATh KIMHMYECKHe M JabopatopHeie nokasatenu akrtupaumu BI'B Ha mporsxeHuu
Tepanuu ¥ HECKOJIBKO MecsleB rnocjie ee okoHvyaHus. Jl1s nauueHToB ¢ peaktuBupoBaHHbiM BI'B
Ha ¢oHe npuMeHeHus mpenapata MupcoHMO rMOKasaHa HEMEUICHHAs KOHCY/IbTalMs CO
crieasMcToM o jgevenuto BI'B.

CHHAPOM JIH3HCA ONYXO0JTH

BbuUIM  3aperucTpupoBaHbl CllydaW pa3BUTHS CHHApPOMAa JIM3MCAa OINYXOJH Y MAalMEHTOB C
PE3UCTEHTHOCTBIO K MPEIIIECTBYIOIIEH Tepanud MWMAaTHHUOOM, MPEUMYLIECTBEHHO Ha MO3/HUX
craausax 3aboneBanus. BenencTBue BO3ZMOXKHOCTH pa3sBUTHS CHHAPOMA JIM3HCA OMYXOJIM Mepej
Ha4yajoM JiedyeHus npenapatoM MupcoHu® HEoOXOAMMO MOAJEPXKHMBATh AJEKBATHBIH YPOBEHb
FHIPATALMHK, TPOBOJIMTH KOPPEKIMIO YPOBHS MOYEBOW KMCIIOTHI H KOHTPOJIHMPOBATh COJAECpIKaHHE
3IEKTPOJIMTOB B IU1a3mMe KpoBH. [TalMEHThbl Ha MO3JAHUX CTaJMAX 3a00/eBaHUS M/WJIM C BBICOKOM
OMyXO0JIEBOW HArpy3KOi HAXOAATCS B IPYITE BICOKOrO PUCKA, 110 3TOH MPUYHHE OHH HY)K/IAIOTCA B
Gonee yactom obceOBaHUH.

Biusinne Ha POCT M pa3sBHTHE /1eTeil M MOJAPOCTKOB

B KJIMHHUYECKMX MCCIIEI0BAHUSX MPH JICYCHUH JIETEil C BIEPBbIC BBIABICHHOW XpOHHUECKOH (a3oii
XMJI Ph" unu npu pe3uCTEHTHOCTH/HENEPEHOCHMOCTH UMAaTHHKOA MO MEHbILEH Mepe Yepe3 /1Ba
rojia nocje OKoHYaHus jeyeHus y 4,6 % nauueHToB HabnoAanuch noboYHbIE ABJIEHHUS, CBA3aHHBIE
C POCTOM M pa3BHTHEM KOCTeil (BKIIOYas CTydau 3aMe/UICHUs MHBOJIOLMH dMH(HU3a, OCTEONEHHH,
3aMe/IeHUs pocTa, T’HHeKoMacTHH). MHTepnpeTalus pe3y/ibTaToB 3aTpy/iHeHa B BUly KOHTEKCTa
XPOHHYECKOro 3a00JIeBaHUs M MOUICKHUT J0JrOCPOYHBIM HabmoaeHUAM. B uccien0oBaHUsAX MpH
NeYeHun neuaTpuueckux nauuentos ¢ OJIJI Ph* gasatunnGoM B KOMOMHALIMH ¢ XMMHOTEpanueii
MaKCMMYM 2 roja CIyCTs MOCHe JieYeHHs OTMEYEH ciiyuyai noOOYHBIX SBICHHM, CBA3AHHBIX C
HapyLIEHUAMHU POCTa U Pa3BUTHSA KOCTEH.

IIpoune

[1pu NOBBILIEHHH YPOBHS TpaHCAMUHA3 WM OMAMPYOHHA ClIelyeT yMEHBIUMTH 03y Npernapara Win
MPUOCTAHOBUTD €r0 MPHEM.

[Ipy pasBUTHH THNOKAJIBIHMEMHH COCTOSHHE KOPPEKTHPYETCA MPHEMOM BHYTPb MpernapaToB
Kaablus. Bo Bpems eueHus U B Te4eHHE MUHMMYM 3 MECALIEB I10C/IE€ U MY)KYHHAM, W JKCHLIHHAM
HEOOXOMMO HMCIOJIb30BaTh HAJAEKHbIE METOAbl KOHTpauenuumu. Eciv BO Bpems JieUeHHSA

npenapatoM MupcoHub HacTynuia GepeMEeHHOCTb, MM €C/IM CTalo W3BECTHO, YTO Npenapar
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MCIIOJIB30BAJICS BO BpeMs OEpeMEeHHOCTH, ClielyeT HEMEUIEHHO NMPOMH(GOPMUPOBATH MALUEHTKY O
BO3MOYKHOM pucKe JUst ioza. [Tpu npueme nasaruruba 6bU1M OTMEYEHBI MHAMBHLYAJIbHBIE CITyYaH
BO3HMKHOBEHMS TSAKEIBIX MOOOUHBIX peaKiHii, MOPaXAIOLIMX KOXKY H CIU3UCThIE 000I0UKH, B TOM
yucse cuuapom Ctuenca-/[xoHcoHa u MHOroopmHO# spuTeMbl. B ciiyyae nosBjieHHs Takux
nobounbix >p(eKToB B BHIy NpHeMa rpenapara, jeyeHue npernapatoM MupcoHu® Heobxoaumo
MPEeKPaTHTb.

BiusinMe J1eKapCTBEHHOr0 Npenapara /st MeJIMIMHCKOro NpHMEHeHHsi Ha CrnocoOHOCTH
YHpPaB/siTh TPAHCHOPTHBIMH CPeICTBAMH, MEXaHH3MaMH.

Wccnenoranuii o BIMAHUIO Npenapara Ha CrnocoOHOCTh K BOKACHHUIO M YIIPABJICHHUIO TEXHUKOH HE
nposoaunock. Ecnu OGonbHONM OTMEYaeT CBSA3aHHBIE C JIEYEHHEM CHUMITOMBI, TaKMe Kak
roJI0BOKPY/KEHHE W HapyIIEHHs 3pEHHs, BIHUAIOLME HA €ro CrocoOHOCTh K KOHIEHTPALUH H
OBICTPOTY peakiiMi, PEeKOMEHIYEeTCS OTKa3aThCs OT YNpPaBJICHHs aBTOMOOMIEM M BBIOJHEHUS
MOTEHLMAJIBLHO OMACHBIX BHIOB JIEATEIBHOCTH, TpeOyIOUMX MOBBIIEHHOH KOHUEHTPaLHH
BHUMaHHMs ¥ ObICTPOTHI ICHXOMOTOPHBIX PEaKLIHU .

®OPMA BBIITYCKA

TabneTku, NOKpLITHIE MIEHOYHOI 060104KO#, 20 Mr, 50 mr, 70 mr, 80 mr, 100 mr, 140 mr.
Iepsuunas ynakoska a1ekapcmeennozo npenapama

Jlns posupook 20 mr, 50 mr, 70 mr:

ITo 60 TabnaeToK, MOKPBITHIX MIEHOYHOM 000104KO0#, BMECTE C MAaKETHKOM OCYLIMTE/S (CHIIMKAreb)
noMemaT B GaHKY MOJMMEPHYIO M3 TMOJMITHIEHA HM3KOrO /aBJEHHA/BBHICOKOH IIOTHOCTH ¢
KPBILIKON HATATMBAEMOM M3 MOJUITHIIEHA BBICOKOrO JaBJICHMA/HU3KON MJIIOTHOCTH C KOHTPOJIEM
nepsoro BCKpeiTHS. CBOGOAHOE MNPOCTPAHCTBO 3amlOJHAOT BaToH MeauuuHckoi. Ha Gankw
HAKJIEUBAIOT THKETKU M3 OyMaru STHKETOYHOH WM MUCYEH, WIKM W3 MOJMMEPHBIX MaTepHAlIOB,
CaMOKJIes LLIHECH.

Jlns nosuposok 80 mr, 100 mr, 140 mr:

[To 30 TabaeTok, MOKPBITHIX IIIEHOYHOH 000104KO0#, BMECTE C TAaKEeTHKOM OCYLINTENS (CHIMKareb)
MOMeIaroT B OaHKY MOJIMMEPHYIO U3 MOMEIIAOT B 6aHKY MOJMMEPHYIO U3 TOJIMITHIIEHA HU3KOTO
JIABJICHHUSA/BLICOKOW TJOTHOCTH C KpBILIKOW HATArMBAEMOW M3  [IOJIMITHIIEHA BbICOKOIO
J1aBJICHUA/HU3KOH IUIOTHOCTH C KOHTPOJIEM MepBOro BCKpbITHSA. CBOOOJHOE NPOCTPAHCTBO
3aMoJIHAKT BaTON MeAMIMHCKOM. Ha GaHKM HaKIeMBarOT 3THKETKH M3 OyMaru S>THKETOYHOH WIIH
IMUCYEH, WK W3 NOJIMMEPHBIX MaTEPHAJIOB, CAMOKJIES LIIHECH.

Bmopuunas ynakoeka nekapcmeennozo npenapama

[To 1 Ganke BMeCT€ ¢ MHCTPYKUMI MO NPUMEHEHHWIO MOMELIAIT B Ma4yKy W3 KapToHa [uis
noTpedUTENILCKON Tapbl MOArPYIN XPOMOBBIH HIIM XpOM-3p3all.

[Tauku MOMEIIAIOT B FPYNIOBYIO YAKOBKY.
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YCJIOBUSI XPAHEHU S

ITpu Temneparype He Bbiiue 25 °C.

XpaHUTb B HEIOCTYITHOM JUJIs1 IETEH MecTe.
CPOKTO/JHOCTH

3 roaa.

He npuMeHsTH M0 UCTEYEHHUH CPOKA rOIHOCTH.
YCJOBHUSA OTITYCKA

OTnyckaror 1o peuenty.

IMPOU3BO/IUTEJIb

Axuunonepnoe obuectBo «@apmacunte3-Hopa» (AO «Papmacunres-Hopa), Poceus

IOpuouueckuit aopec: 194356, r. Cankr-IlerepOypr, nopora B Kamenky, a. 74, nom. 1-H.

Aopec npouzsoocmeennoi nowaoku: r. Cankr-IlerepOypr, nopora B Kamenky, a. 74, nut. A.

BJIAJIEJIEIL PETHCTPAIIMOHHOT'O YAOCTOBEPEHUS/OPIAHU3ALIUSA,

NMPUHUMAIOIIASI IPETEH3UM IOTPEBUTEJIENA

AO «®apmacunre3-Hopa», Poccus,

194356, Poccus, r. Cankr-IlerepOypr, nopora B Kamenky, a. 74, nom. 1-H.

Ten.: 8-800-100-1550
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[Ipeacrasurens

AO «Dapmacunres-Hopa» /7 i
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Maunbix H.1O.
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