MHUHHUCTEPCTBO 3IPABOOXPAHEHHMS POCCUMCKOM ®EJIEPAIIIA

NHCTPYKIUA
10 MPUMEHEHHIO JIEKAPCTBEHHOI'0 Npenapara Ui MeAMIHHCKOr0 NPpUMeHeHH s

NUMATHHUB

PerncrpanuoHHblii HOMep:

Toprosoe Ha3BaHue npenapara: Mimatuau6
Me:xkayHapoaHoe HeIATEeHTOBAHHOE HA3BaHUe: UMAaTHHUO
JlekapcTBeHHas (popMa: KarcCyJbl

Cocras:

1 xarcyma 50 MT COOEPIKUT:

JIeCTBYIOIIEE BELMIECTBO: UMaTHHUOa Me3mwiaT — 59.75 mr, coorBercrByer umaruaudy — 50,00

MI'.

BcnomorarenpHble  BENIECTBA: MEJUIIOJI03a MHUKPOKPUCTAIUIMYECKAass — 87.25 ™r; KpeMHHI

MUOKCUI KOTOMAHBIH — 1.50 Mr; Mmaraus creapat — 1,50 mr.

CocraB KpbIleuky Karncyibl: Turada quokena (E171) — 2.0000 %: »xenatud — 1o 100 %.

Cocras kopiyca kancyabl: Tutada guokceus (E171) — 2.0000 %: sxenatud — 1o 100 %.

1 xaricyira 100 MT COEDIKUT:

JlelicTByIomiee BelecTtBo: mMatuHmOa mesmaar — 119.50 Mr, coOTBETCTBYET MMATHHUOY —

100,00 mr.

BcrnomorarenbHbIe BEIIECTBA: IEAII0JI03a MHKpOKpUcTamummieckas — 174,50 wr; KpeMHUs

muokena Kosuronaublii — 3,00 mr; maraust creapart — 3,00 mr.

CocraB kpseimeukn kancyiabl: Tutada auokcuna (E171) — 2.0000 %: xkpacuTenb Keje3a OKCHUII

skenrteid (E172) — 0,6286 %: sxematud — 1o 100 %.

CocraB kopryca karncvibsl: tutaHa guokcun (E171) — 2.0000 %: xpacurellb JKejae3a OKCHUI

xenteli (E172) — 0,6286 %: sxxenatud — 10 100 %.

Onucanue

Kancynvr 50 me

TBepabie KenaTUHOBBIE Karncynabl Ne 3, KOPIyC M KphIIIEUYKa KarcCyibl HEMpPO3pauHble OEnoro
Wi noytu Oenoro 1Beta. ColepKUMOE Karcyll — MOPOUIOK WM YIUIOTHEHHasl MOPOIIKOBas
Macca OT 0enoro co ciabbIM KENTOBATHIM OTTEHKOM JI0 CBETJIO-KEITOr0 € KOPUYHEBATBHIM

OTTCHKOM IIBETA.



Kancynor 100 me

TBepupie xenatuHOBBIe Karcylbl Ne 1, Kopryc M Kpbllieuka Karcyjiabl HEMpo3paudHble OT
KENTOr0 C KOPUYHEBATHIM JI0 JKEJITOTO C OPAHKEBATHIM OTTEHKOM LiBeTa. Comep >KUMoe Karcyi —
MOPOUIOK WJIM YIJIOTHEHHAs OPOLIKOBAs Macca OT 0enoro co ciaadbiM JKEITOBATHIM OTTEHKOM
JI0 CBETJIO-KEJTOr0 ¢ KOPUYHEBATHIM OTTEHKOM IIBETA.

dapmakoTepaneBTHYeCKAs rpymnmna: MIPOTUBOOITYXO0JIEBOE CpPEIICTBO, IPOTEUH-
TUPO3UHKUHA3bl UHTUOUTOP

Kon ATX: LO1XEO1

dapmakoJIornyecKue CBoiicTBa

Dapmakoounamuxa

HNmatnan®  okaspiBaeT  M30MparenbHOE ~ HMHTHOWpYyIOmee  JeHCTBHE  HAa  (epMeHT
Bcer-Abl-tupo3unkunasy, obpasyroriyrocs npu ciusHuM ydactka reHa Ber (breakpoint cluster
region) u mpotoonkorena Abl (Abelson), Ha KICTOYHOM YpPOBHE, CEJIEKTHBHO IIO/IABIISIET
npoiaudepaldio ¥ BbI3IBACT  aloONTO3  KJIETOYHBIX  JIMHUH,  SKCIPECCHPYIOIINX
Ber-Abl-tupo3unkunasy, Bkirodas He3pesble JeHKO3HbIE KISTKH, 00pa3yIoInuecs y NalieHTOB
C TOJOXXUTEJIbHBIMU 10 (QUIALENbPUICKON XpOMOCOME XPOHUYECKUM MHENIOIEHKO30M U
OCTpbIM JTHM(pOOIACTHBIM Jieliko30M. ViMaTHHUO cenekTuBHO MHruOupyeT Ber-Abl-nosutuBHbie
KOJIOHHMH, TIOJTy4E€HHbIE U3 KJIETOK KPOBH MAIUEHTOB C XPOHUYECKUM MHUEJIONEHKO30M.
Nmatuan® wuHruOupyer mnponaudepanuo U HHIYLUPYET aronTo3 KIETOK CTPOMAlbHBIX
omyxoiyieir xkemynouHo-kumeynoro Ttpakta (OKKT), skcmpeccupyrommx THPO3UMHKHHA3Y C
MmyTaruei c-Kit perenrropa.

AKTHBaIUs pelenTopoB K pakTopaMm pocta TpoMOouuToB miu Abl-¢pparmMenTa THPO3UHKHUHA3BI
MOYET SIBISATHCS MPUUUHONW DPAa3BUTUS KaK MHUENIOAUCIUIACTHYECKUX/MUENONPOIUpEepaTUBHBIX
3a00JIeBaHUN, TaK W TUIEPIO3UHOPHUIBHOTO CHUHAPOMA U XPOHUYECKOTO 303MHO(UIBHOIO
Jeiiko3a 1 BeIOyXaromiei 1epmMaTopudpocapKoMBl.

AxTtuBarus c-Kit perentopa THpO3UHKHHA3bl M PELENTOPOB K (hakTopam pocTa TPOMOOIIUTOB
MOXET JIeKaThb B OCHOBE IMATOT€HE3a CHCTEMHOro Macrouuro3a. MmatuHu® uHTruOHpyer
nepefady CHrHajla B KJIETKaX W KIETOYHYIO MpoJiuQepanuio, BO3HHUKAIONINE B pe3yJbTare
HapYIICHHsI PETyJISIIMYA aKTHBHOCTH (haKTOPOB pOCTa TPOMOOIIMTOB M CTBOJIOBBIX KiIeTOK, c-Kit-
peuenropa u Abl-pparmenTa THpO3MHKHUHA3HI.

[Ipy npumMeHeHMH MMaTHHHOA y TAIMEHTOB C HeonepaOelbHbIMU H/MIM METacTaTHUYeCKUMHU
37I0KQYECTBEHHBIMH  TaCTPOUHTECTUHAIBHBIMH  CTPOMAJIBHBIMU  OMYXOJSIMH  OTMEYaloch
JIOCTOBEPHOE yBEJIMYEHHE O0IIEi BKUBAEMOCTH manueHToB (48,8 mMec.) u BeDKHBaeMOCTH 0€3

npu3HaKoB 3a0oneBanus (21 mec.).



AJbIOBaHTHAs Tepamnus MpernaparoM TacTPOUHTECTUHAIBHBIX CTPOMAJBHBIX ONyXoJieH B
TedeHue | ropa CHUXKAET PUCK Pa3BUTHS peuuAuBOB Ha 89 %, yBeIUYMBAET BEDKMBAEMOCTH 0€3
npu3HakoB 3a0oneBanus (38 mec. umaTuHUO B cpaBHeHuu ¢ 20 mec. miamne0o). AabIOBaHTHAS
Tepanusi TMPEenapaToM TacTPOMHTECTUHAIBHBIX CTPOMAIBHBIX OMYyXOJied B TeueHue 3 JeT
OPUBOJUT K 3HAYUTEIBHOMY YBEIMYEHHIO OOIIEeH BBDKMBAEMOCTH M BBIKHBAEMOCTH 0€3
MIPU3HAKOB MPOTrpecCUpOBaHUs 3a00IeBaHMs 10 CPAaBHEHUIO ¢ Teparnueil B TeueHue 1 roaa.
Dapmakokunemuka

DapMaKOKHHETUYECKUE TapaMeTphl MMAaTHHUOA OIEHUBAIKMCH B JHAINa30HE /103 OT 25 MT [0
1000 mr. dapMakOKMHETHYECKHE MPOPUIN aHATU3UPOBAINCH B TEPBBIM JCHB, a TAKXKE MPH
JOCTHKEHUH PABHOBECHBIX KOHIIGHTpALMi UMAaTUHUOA B TU1a3Me Ha 7 uiu 28 JIeHb.

Abcopbyus

[Tocne mpuema BHYTpb OMOJIOCTYITHOCTD Ipemnapara coctapisieT B cpeaaeM 98 %. Koaddumment
BapHalMK JUIsl TOKaszaTessl IUIOIab MoJ KpuBOM «koHLeHTpauus-BpeMs» (AUC) cocraBnser
40-60 %. B muamazone 103 ot 25 mr go 1000 Mr oTmedeHa npsiMas JUHEHHAs 3aBUCHMOCTH
3HaueHust AUC OT BEJTMYMHBI JJO3BI.

[Tpu mpuemMe mpenapara ¢ MUIIEH C BHICOKUM COJIEPKAHUEM JKHPOB, B CPABHCHHUH C MPHEMOM
HATOI[AK, OTMEYaeTCsi HE3HAUUTENbHOE CHUKCHHE CTEIeHH BCachlBaHUsA (yMEHbBIICHUE
MakcuManbHON KOHIEHTpaluu (Cyax) MaTHHKOA B 11a3me kpoBu Ha 11 %, AUC — na 7,4 %) u
3aMelJIeHHe CKOPOCTH BcachiBaHUs (yBENMYEHHE BpPEMEHH JIOCTIKEHUS MaKCHMalbHOU
KOHIIEHTpAllMl UMaTHHHUOA B TJIa3Me KpoBH Ha 1,5 ).

Pacnpeoenenue

Oxkono 95 % umaTuHNOa CBSA3BIBAETCs ¢ OeIKaMu IU1a3Mbl (TJIaBHBIM 00pa3oM C anbOyMHUHOM U
KHUCITBIMA aJTb(a-TITHKONPOTEHHAMH, B HE3HAUUTEIHHON CTETICHH — C JIMITOTIPOTCHHAMH).
Memabonuzm

NmatnHn® MeTabonau3upyeTcsl MPEeMMYIIECTBEHHO B TI€YeHH C OOpa3oBaHMEM OCHOBHOTO
metaboauta (N-ZeMeTHIMPOBAaHHOTO TMHIIEPA3HHOBOTO MPOM3BOIHOIO), IUPKYJIUPYIOIIETO B
KpPOBSIHOM pyciie. In vitro metabonut nmatuHnOa 061agaeT (papMaKkoIOrHuecKol aKTUBHOCTHIO,
CXOJHOM C aKTUBHOCTBLIO McxoaHoro BenlecTBa. 3uHauenue AUC merabonura coctasiseT 16 %
or AUC umarunuba. CBsi3biBaHHE MeTabonHWTa C OelKaMH IUTa3Mbl MOJOOHO TAaKOBOMY JUJIS
MMaTUHHOA.

Buviseoenue

[Tocne mpuemMa omHOM A03bI MpenapaT BBIBOAUTCS W3 OpraHu3Ma B TEUYEHWE 7 JIHEW,
MPEUMYIIECTBEHHO B BuIe MertabonmuToB (68 % — kumeunwkoM u 13 % — moukamm). B
HEM3MEHEHHOM BHUJIE€ BBIBOAMUTCS OKOJIO 25 % nmo3bl (20 % — xumednukoMm u 5 % — modkamu).

[Tepuon momyBhIBEICHHUSI KMAaTHHHOA COCTaBIIAECT OKOJIO0 18 4.



[Ipu moBTOpHBIX MpHeMax mpenapara 1 pa3 B cyTku (apMaKOKHHETHUECKHE MapaMeTpbl He
M3MEHSIOTCS, @ PaBHOBECHAsI KOHIIEHTpAIMsl MMaTUHUOA MpeBbIIIaeT ucXoaHyto B 1,5-2,5 paza.
VY manueHToB crapiie 65 eT 00beM pacrpeieiCHUs YBEIMYUBACTCs He3HaunTeIbHO (Ha 12 %).
Jns maumeHToB ¢ maccoi Tena 50 Kr cpelHss BeIMYMHA KIMpPEHCAa MUMATUHHOA COCTaBIISIET
8,5 n/4, a st manmenToB ¢ Maccol tena 100 kr — 11,8 /4. OgHAaKo 9TH pa3Iuuus HE SBIISIOTCS
CYILIECTBEHHBIMU U HE TPEOYIOT KOPPEKLUU AO3UPOBAHUS Mpenapara B 3aBUCUMOCTH OT MacChl
Tena nanueHta. PapMakOKMHETHKA UMATHHHOA HE 3aBUCHUT OT moya. VI3MeHeHHs Toka3aTene
KIIMPEeHCa U 00beMa pacrpeesieHus: IMAaTHHUOA TIPU OJTHOBPEMEHHOM MPUMEHEHUH C APYTUMU
JIEKapCTBEHHBIMU CPEACTBAMH HECYILIECTBEHHBI U HE TPEOYIOT U3MEHEHHUS J03bI.

Kak u y B3poCibIX MAallMEHTOB, y JeTeil M MOJPOCTKOB MPOUCXOIUT OBICTPOE BCACHIBAHUE
npenapara 1pu npueme BEYTpb. AUC y TaHHOM TPYIIIBI MAIIMEHTOB B JUANa3oHe 103 260 Mr/m>
1 340 Mr/mM? cXOfiHA ¢ TAKOBOH y B3pOCIBIX B Auanaszone 103 400 mMr u 600 Mr, COOTBETCTBEHHO.
ITpu cpaBHenuu y nereil u noapoctkoB 3HaueHU AUC(0-24) Ha IEPBBIA U BOCBMOM JHM I1OCIIE
TIOBTOPHOTO TIpHeMa npenapaTa 1o 340 Mr/m? 1 pa3 B CyTKH OTMEYaeTcsl BO3PACTaHNE BETHYHHbI
ATOrO MokKasaress B 1,7 pa3za, CBUIETEILCTBYIONIEE O KyMYJISILIMA UMAaTHHUOA.

Ha ocHoBe 00BEIMHEHHOTO MOMYJSIHMOHHOTO (apMaKOKMHETHYECKOTO aHanmu3a y JeTed ¢
remaronoruueckumu 3aboneBanusmu (XMJI, Ph+ OJIJI u ap.) O6buto moka3aHo, YTO KIUPEHC
UMaTUHUOA TIPSIMO TPOMOPIIMOHATIEH TIOMAAN MOBEPXHOCTU Tela, APyrue aeMorpadudeckue
nokasarenu (BOo3pacT, Macca Teja MU WHIEKC Macchl Tella) HE MMEIOT KIMHUYECKH 3HAYHMMOTO
BIIMSIHUSI Ha KOHIIEHTPAIMI0O UMAaTUHUOA. AHAIN3 TTOATBEPIUII, YTO BO3JICMCTBIE UMAaTHHUOA Ha
nereit B nuanaszone 103 260 mr/m? (se Beime 400 mr) u 340 mr/m? (He Beime 600 mr) 1 pas B
JI€Hb CXOJIHO C TaKOBBIM Y B3pPOCIBIX MAIIMEHTOB, MOTYYaBIIUX UMATHHUO B Ao03ax 400 mr wiu
600 mMr oauH pa3 B ACHb.

VY nmanueHToB ¢ pa3IMYHOMN CTENEeHbIO HapylleHus QyHkuuu neueHu cpeanue 3nadenust AUC He
YBEJIMYUBAIOTCS.

[Ipy nmpuMeHeHWH HMMaTHHUOA Yy MAIIMEHTOB C JIETKUMU WJIH YMEPEHHBIMH HapYIICHUSIMH
GbyHKIIMM ToueK (KIMpeHC KpeaThHuHa > 30 MIJI/MHH) OTMEYaeTCsl MOBBIIICHUE KOHIEHTPALUU
npermapata B 1wiasme B 1,5-2,0 pasza, cOOTBETCTBYIOIIEE YBEIMYCHUIO KOHIICHTPAIIMHA KHCITBIX
anb(a-TIUKOPOTENHOB (OCHOBHBIX OEIKOB TUIa3Mbl, CBS3BIBAIOIIMXCA C WMATHHHOOM).
[Tockonpky mpenapar HE3HAYUTEIbHO BBIBOAMTCA MOYKAMHU, KIUPEHC CBOOOIHOrO0 MMaTHHHOA
OBLIT OTMHAKOBBIM JIJISl 3[I0POBBIX JOOPOBOJIBIIEB M MAIIEHTOB C HAPYIICHUSIMH (YHKITUH TTOYEK.
Koppensiunn Mex1y KOHIEHTpalUME Tmpenapara M TSKECTbIO TMOYEYHBIX HApPYIICHUW He

BBISABJICHO.



IHoka3anus K NpUMeHEHUI0
* BrepBble BBISBICHHBIM IMOJOXHUTENbHBIH 10 (unanenbduiickoir xpomocome (Pht)
XPOHUYECKUI MUETOUIHBIN Jeiiko3 (XMJI) y nereit u B3pocibIX;
* Ph+ XMJI B xponuueckoii (aze mpu Heygade MPEAMICCTBYIONICH Tepanuu UHTEPHEPOHOM
anbQa unu B dase akcenepauu, Uiy 6JaCTHOrO KpU3a y AETeH U B3POCIIbIX;
* BIIEPBBIC JUArHOCTUPOBAHHBIN MOJIOXKUTENBHBIA MO (rutanensuiickoir xpomocome (Ph+)
octpbiil muMpodnacTHeii neiiko3 (OJIJI) y nmereld u B3pOCHBIX MAlMEHTOB B KOMOMHAIMU C
XUMUOTEPANUEH;
* peruauBUpyOmMi i pedpaktepasiidi Ph+ OJIJI y B3pocnbiX manmueHTOB B KavecTBE
MOHOTEPAINH;
*  MHEJOAMCIUIACTUYECKHE/MUENOpoIudepaTHBHbIE 3a00JIeBaHMs, CBS3aHHBIE C TEHHBIMHU
nepecTporKkamMu perentopa pakropa pocta TPOMOOIIUTOB, Y B3POCIIBIX MAIUEHTOB;
* CHCTEMHBII MacTOLMTO3 Y B3POCIbIX MAlIMEHTOB ¢ oTcyTcTBUEeM D816V c-Kit myTanmu unu ¢
HEU3BeCTHHIM c-Kit MyTallMOHHBIM CTaTyCOM;
* TUNEPIO3MHOPIILHBIA CHUHIAPOM W/WIM XPOHHUYECKUIH S03MHOPMIBHBINA JICHKO3 Y B3pPOCIBIX
MAIMeHTOB ¢ TO3WTUBHOW Wi HeratuBHOW aHomanpHOUW FIPIL1-PDGFR  ambeda-
TUPO3UHKUHA30M;
* HeomepabenbHBIE W/MIM METAaCTaTUUYECKHE 3JIOKAYECTBEHHBIE TacTPOMHTECTUHATIbHBIC
CTpoMalbHbIE Omyxoiu, mo3uTtuBHBIE 10 ¢c-Kit (CD 117) y B3poCHbIX MalueHTOB;
* abIOBAaHTHAS TEPANMs TaCTPOMHTECTHHAIBHBIX CTPOMAJBHBIX OIyXOJ€H, MO3UTHUBHBIX I10
c-Kit (CD 117) y B3poCIbIX MalMEHTOB;
* HeomnepabenpHa, peunIMBUpyoIIas u/unu MeTacTaTU4YeCcKas BbIOyXaromas
nepMatropudpocapkoMa y B3pOCIbIX MAIUEHTOB.
IIpoTuBonoka3zanus
[ToBbIIIEHHAsT YYBCTBUTEIBHOCTh K UMAaTUHUOY WJTU JIFOOOMY JIPyroMy KOMIIOHEHTY TIpernapara.
BepemenHocTh W mepuon TPymHOTO BckapmiuBaHus. Jlerckuii Bo3pacT (3QPEKTUBHOCTH U
0e30MacHOCTh HE YCTAHOBJICHBI):

— 10 1-ro roga y manuentoB ¢ Ph+ OJIJI;

— 710 2-x jetr y nanueHToB ¢ Ph+ XMJI;

— 110 18 1eT no ocTaNbHBIM ITOKA3AHUSM.
C 0CTOPOKHOCTHIO
Ecnu y Bac 00HO u3 nepeyucieHHvlx 3a001e6anull, neped Npuemom npenapama 00a3amenbHO
NPOKOHCYIbMUPYUMeCcsh ¢ 8PAYOM.
Cremyet ¢ 0OCTOpPOXKHOCTBIO Ha3HAvYaTh npenapat UMaTtuHuO manueHTaM ¢ TSHKEIOW MeUYeHOYHOU

HEIOCTaTOYHOCTBIO, TSDKENBIMM HApyUICHUAMU (YHKIMM T0YEK, CepIeUYHO-COCYAMCTHIMU



3a00JIeBaHUSAMH WJIM TIPU HAJIMYUHU (aKTOPOB PHCKA PAa3BUTHS CEPJCYHON HEIOCTaTOYHOCTH, a
TaKke TPH TPOBEICHUM PETYISPHOW NpPOLEAYphl TE€MOJHANIN3a; NP OJHOBPEMEHHOM
OpUMEHeHHH C mpemaparamu, uHruOupyromumu modepment CYP3A4, cunbHBIMH
uaayktopamu  u3odepmenta CYP3A4, ¢ mnpenapatamu, SBISIOLMMHCA —CyOCTpaTaMu
nzopepmenra CYP3A4, mapaneramosnom, BapdapuHom (cM. pasumen «BzaumopeicTBue ¢
JPYTHMU JICKAPCTBEHHBIMH CPEACTBAMMIY).

IIpuMeHenue npu 6epeMEHHOCTH M B IEPUO/I TPYAHOI0 BCKAPMJIUBAHUS

HDOTI/IBOHOKaSaHO OPpUMCHCHUC “MaTUHHOA opu 6eDeM€HHOCTI/I M B IICPHUOJA T'PYAHOTO

BCKapMJIMBAHUW.

Cnoco0 npuMeHeHMsI U 103bI

Buytps. [Ipenapat cieayer npruHUMaTh BO BpeMs €/1bl, 3a1IMBasi IOJHBIM CTAKaHOM BO/Ibl, YTOOBI
CHU3UTb PUCK PA3BUTHUS KEJIyT0YHO-KUIIEUYHBIX PACCTPONCTB.

Ho3b1 400 mr u 600 Mr B cyTku mpuHMMaroT B | mpuem; cyrounyrw ao3y 800 mr ciemyer
pazzaenuts Ha 2 npuema — 1o 400 Mr yTpom U BeYepoM.

[TaruenTam, HE MMEIOIIMM BO3MOXXHOCTH MPOTVIOTHTH KarlCyly IEJUKOM, HalpuMep, AETSAM,
mpernapaT MOXXHO NMPUHUMATh B Pa3BEICHHOM BHJE: COAEPKUMOE Karcysl pa3BOASAT BOJOHM WK
sI0JIOYHBIM COKOM.

JledeHnue npenaparoM NpoBOJAT A0 TEX MOP, OKA COXPAHAETCS KIMHUYECKUN AP PEKT.

Ilpu xponuueckom muenonetikoze pekoMeHayeMas 103a npenapara MIMatuHuO 3aBUCHUT OT (asbl
3aboneBanus. B xponnueckyto dazy XMJI nosa cocrasiser 400 mr/cyt; B (hazy akcenepauuu u
npu OmactHoM kpuze — 600 wmr/cyr. Ilpemapar cienyer mpuHuMaTh | pa3 B cyTtku. llpum
OTCYTCTBUHM BBIPRXKEHHBIX NMOOOYHBIX 3(P(PEKTOB U HEUTPONEHUH WIM TPOMOOLUTONECHHH, HE
CBSA3aHHBIX C  JIGHKO30M, BO3MOXKHO  IIOBhIIeHHMe  J036l ¢ 400 MI  JI0
600 mr unu 1o 800 Mr y manueHToB B XpoHH4eckou (aze 3aboneBanus u ¢ 600 mr 1o 800 mr B
CYTKH y TalMeHTOB B (a3ze akcelepaluud U MpH OJacTHOM Kpuse. Takoe MOBBILIEHHE J03bI
MOXeT OBbITh He00X0aAUMO NpH nporpeccupoBannu XMJI (Ha m000H CTaguuM) MpU OTCYTCTBUU
YIOBJIETBOPUTEIBHOTO  I€MaTOJOTMYECKOrO0  OTBeTa  Iocjie 3 MecsleB  JICUEHHS,
[IUTOTEHETUUECKOTO OTBeTa 4epe3 12 MecsleB Tepanuu WIM MpU yTpaTe paHee JOCTUTHYTOrO
reMaToJIOTMYECKOT0 W/UIIH ITUTOT€HETHYECKOTO OTBETA.

Pacuer pexxuma g03upoBaHUS y Odemeli cmapuie 2-X Jem OCHOBBIBACTCS Ha IUIOIIAIH
noBepxHocTH Tena. J{o3a 340 Mr/mM? B CYTKHM PeKOMEHAyeTcs y JeTei ¢ XpOHMYecKo# (ha3oii
XMJI u dazoit akceneparuu. OOImas cyTouHas /103a y J€Te He MoJDKHA mpesbimath 600 mr.
CyTouHyo 103y npemnapara MOKHO NPUHUMaThb OAHOMOMEHTHO WJIM PA3A€IUTh HAa 2 pPaBHBIX

IpUEMa — YTPOM U BEUEPOM.



Ilpu Ph+ ocmpom numgpobracmuom netikoze peKOMEHIyemasi no3a mnpemnapara MmatuHu6
coctabiisieT 600 Mr B CyTKH.

Pacuer pexuma pgo3upoBaHus )y Odemeti cmapuwie | 200a OCHOBBIBAETCS Ha IUIOINAAH
TIOBEPXHOCTH Tesla. Pekomeniyemas 103a B CyTku cocTasnser 340 mr/m2. O6mas cyTounas 103a
y Jetei He noykHa npesbimats 600 mr. CyTouHyo 103y Ipenapara peKOMEeH1yeTcsl IPUHUMATh
OJTHOMOMEHTHO.

Ilpu muenooucnracmuyeckux/muenronponugepamusHovix 3ab0JIEBaHUSIX PEKOMEHAyeMas 1032
npemnapara Umatuau6 coctasiser 400 Mr B CyTKH.

Ilpu cucmemuom macmoyumose npu orcyrctBuu D816V c-Kit myTaruu pekomenayemas ao3a
npenapata Umatunn6 cocrasnsger 400 mr B cyTku. [Ipu Hen3BecTHOM MyTallMOHHOM CTaTyce U
HEIOCTaTOYHOH A(PQPEKTUBHOCTH NPEIBIAYIICH Tepanuu PEeKOMEHAyemas J03a COCTaBIIAET
400 mr B cyrku. llpm Hammumm anomanbHOM FIP1L1-PDGFR  anbda-tupo3nHkuHA3H,
obpasytomeiicst B pesynbrarte cnusinus reHoB FIP 1 likel u PDGFR, pexomenayemasi HauaibHas
no3a cocraBiger 100 mr B cyrku. Ilpm HemoctarouHoil 3¢ (GEKTUBHOCTH U OTCYTCTBHH
BBIPKEHHBIX MMOOOYHBIX 3()(HEKTOB BOZMOXKHO MOBBIIIEHKE 10351 70 400 Mr/CyT.

Ilpu eunepso3unopuibHom cuHopome u/unu XpoHu4eckom 303uno@uivhom netikose (I’ IC/XIJI)
y B3pOCHBIX MAalMEHTOB peKoMeHJyemas Jo3a coctaBiser 400 mr/cyr. YV mNalnueHTOB C
I'9C/X3JI, oOycnoBnennbix  aHoMmanbHOoil  FIP1L1-PDGFR  anbda-tupo3unkunazoi,
pekoMeHayemas HaudanbHas jgo3a cocraeiasier 100 mr B cyrku. Ilpum  HemoctatouHoM
3¢ (HEKTUBHOCTH M OTCYTCTBUU BBIPAKEHHBIX TOOOUHBIX 3()(PEKTOB BOZMOKHO MOBBIILIEHUE 10351
1o 400 mr/cyt. Jledenune mpemnapaTroM MPOBOAAT 0 TEX TMOP, MOKA COXPAHSETCS KIMHUYECKHI
s dexr.

Ilpu neonepabenvbHbIX U/UNU MEMACMAMUYECKUX 310KAYECTBEHHBIX 2aACMPOUHMECTNUHANbHBIX
CMPOMANIbHLIX ONYX0jsAX PEeKOMeHIyemasi no3a mnpemnapara MmatunuO coctaiser 400 mMr B
cytku. IIpu oTcyrcTBUM m0OOUYHBIX 3(h(PEKTOB Mpenapara U HEJOCTATOUHOM OTBETE BO3MOXKHO
yBeJIM4YEeHUE CYyTOUHOM 1036 npenapaTta Mmatunu6 ¢ 400 mr go 600 mr wiun 1o 800 mr.

[Tpu nosiBNeHUH MPU3HAKOB MPOrPECCUPOBaHUS 3a00JIeBaHUS TEpaIuio npernaparom MMaTtuHuO
CJIeTyeT MPEeKPATUTb.

[Ipy mnpuMeHeHMH TIperapara B KayeCTBE daOblOGAHMHOU mepanuu y NAYUeHMo8 C
2acmMpOUHMECMUHATILHBIMU ~ CIPOMATbHLIMU  ONYXOJIAMYU PEKOMEHAYeMas J03a COCTaBIISIET
400 mr/cyt. MuUHHUMAaNbHas MPOJOKUTENBHOCTD JieueHus 3 rojga. OnTuManbHas AIUTEIbHOCTD
a/IbIOBAaHTHOW Tepaluy HE yCTaHOBJICHA.

[Ipu  HeomepabenbHON,  pPEHUAMBUPYIOMICH  W/WIM  METACTAaTHYECKON  svlOyxarouel
depmamodghubpocaprome pexkomMeHayemas aosa mpenapara Mmatuau6b cocramser 800 mr B

CYTKHU.



Ilayuenmut c napywienuem YynKyuu nevenu

[Tockonpky uMaTHHHO MeETaOONM3UPYETCS] MPEUMYIECTBEHHO B IEUYEHHU, y MAIMEHTOB C
JIETKMMH, YMEPEHHBIMH WM TSDKEIBIMH HAapYIICHUSMH IMe4YeHU npenapar MmatuauO cremyer
IPUMEHATh B MHUHUMaJbHOM cyrouHod no3e — 400 wmr. [lpu pa3BuTuM HEXeIaTEIbHBIX
TOKcH4ecknX 3¢ (eKToB 103y Mpenapata HEOOXOAUMO YMEHBIINTh. CleayeT ¢ 0OCTOPOKHOCTHIO
Ha3HayaTh Npenapar NalueHTaM ¢ TSHKEJIOW MeYeHOYHON HeI0CTaTOYHOCTHIO.

Ilayuenmut c napywienuem ynKyuu nouex

[Toukn HE WrparOT CYIIECTBEHHOW pOJIM B BBIBEJCHHM HMMaTHHHMOA M €ro MeTaboyiuToB. Y
NAlMEHTOB C HapylIeHUsIMH (QYHKIMM T[OYEK WM Yy MalUeHTOB, KOTOPHIM Tpedyercs
CHUCTEeMAaTUYECKOE IMPOBEICHUE TeMOAManu3a, JiedeHue mnpenaparom KwmatunuO cremgyer
HauMHATh C MHUHUMaIbHOW d¢¢exktuBHOW 10361 — 400 Mr 1 pa3 B cyrkw, coOmromas
OCTOPOXKHOCTb.

[Ipu HemepeHocumocTu mpemnapata MmatuHu® HadanmbHas 1032 MOXKET OBITh CHIDKEHA, MpU
HEA0CTaTOYHOU 3((HEKTUBHOCTHU — YBEJIUYCHA.

Ilayuenmut noxcunozo eéo3pacma

Jly1s manueHToB MOKUIIOr0 BO3pacTa He TpeOyeTcst KOPPEKIIHS pexuma J1I03MpOBaHUs IIpernapara.
Koppexkuyuu pesxcuma 0o3uposanus npu pazeumuu He2eMamoi02UYecKux noOOuYHbIX
Ihpekmos npenapama

[Tpu pa3BuTHM J1IOOOTO CEPHE3HOTO HEreMaToJIOTHYecKoro modoyHoro 3¢ ¢exra, CBI3aHHOTO C
IIPUEMOM IIpernapara, Tepanuio CilelyeT MpepBaTh 0 pa3pelieHUs CUTyalluH. 3aTeM JieueHue
MOJKET OBITH BO30OHOBIICHO B J03€, 3aBUCIIICH OT TSHKECTH HAOIIONABIIErocs MHOOOYHOTO
apdexra.

[Tpu yBenuueHUM KOHLEHTpAMK OMiIMpyOrHa U aKTUBHOCTH TPAHCAMHHA3 N€YEHU B CHIBOPOTKE
KpoBM B 3 u 5 pa3 Bellle BepxHel rpanunbl HopMmbl (BI'H), cooTrBercTBeHHO, jeueHue
[pernapaToM cjeayeT BPEMEHHO NMPUOCTAHOBUTH J0 CHUKEHHS! KOHIIEHTpAluu OHIMpYOHHA /10
3HayeHus meHee 1,5xBI'H u akTMBHOCTH «II€4EHOUYHBIX» TpaHCAMMHA3 J0 3HAUYEHUS MEHee
2,5xBI'H.

Tepanuto npenaparom MaTuHuO BO30OHOBISIOT C YMEHBIIEHHON CYTOYHOMN JIO3bI: Yy B3POCIBIX
no3y ymenbmaroT ¢ 400 mr 1o 300 mr B cytku, uinu ¢ 600 mr 1o 400 Mr B cytku, win ¢ 800 mr
7110 600 Mr B cyTKH; y Aereit — ¢ 340 Mr/m? 10 260 Mr/mM? B CyTKH.

Koppekuyusa pexccuma 003upoeanus npu pazeumuu cepbe3HvlX No00YHbIX IPghexkmos co
CHOPOHBL cuCHeMbl KPOGemaopenus (msaicevie mpomoouumonenus, HelilmponeHus)

[Ipy BO3HHMKHOBEHHWM HEWUTPONEHUH M TPOMOOLUTONEHUH TpeOyeTcss BpEeMEHHas OTMEHa
npernapara WM YMEHBUIEHME €ro J03bl B 3aBHCHUMOCTH OT CTENEHU BBIPAXEHHOCTU ATHX

HEeXKeNaTeNbHbIX siBIeHu. [lpu cucmemnom macmoyumoze (CM) u eunepsosunopuibHom



cuHopome u/unu  XpoHuweckom  303uHopuirvrom aetkose (I'DC/XDJI), o0bycrosnenuvix
anomanvrol FIP1L1-PDGFR anvgha-muposunxunazou (HadanapHas no3a mnpernapata matuauo
100 mr), B cimydae CHEDKEHHUs aOCOMOTHOTrO uwmcia HedTpoduinoB < 1000/Mkn w/wnm ymcna
TpoMOonuToB < 50000/MKI peKOMEHAYETCSI:
1. ormenuth npemnapar MimMatuHuO A0 TeX Mop, rmoka abCONIOTHOE YHCIO HEUTPOPHUIOB HE
cranet > 1500/mxi1 u TpoMOomTOB > 75000/ MKIT;
2. BO30OHOBUTH JieueHHE mpenaparoM MMaTtuHuO B 103€, MPUMEHIEMOW 1O MpPEepbIBaHUS
TEpanum.
Ilpu xponuuecxoii ¢paze XMJI y nereir m B3pOCbIX (HadaibHas 103a JuIs B3pociabix — 400 wmr,
ans feteit — 340 MI/M?), 310KauecmeenHbIX 2aCMPOUHIMECUHATLHBIX CIPOMANLHLIX ONYXOJIAX,
Muenooucniacmuyeckux/muenonponugpepamusuux 3aoonesanusix, CM u I'2C/XIJI y B3pOCIBIX
NaIMeHTOB (HadaimbHas 103a 11 B3pocibix — 400 Mr) B cirydae CHIKEHHS! aOCOJIFOTHOTO YHCIIa
HelTpodunos < 1000/mxn u/unu yucna TpomoouutoB < 50000/MKI peKOMEHAYeTCS:
1. ormenuth npemnapar MimMatuHu® A0 TeX Mop, Moka abCONIOTHOE YHCIIO HEUTPOPUIOB HE
cra"er > 1500/mMxn u TpoMOouTOB > 75000/MKT;
2. BO30OHOBHUTH JieueHHUE MpernaparoM MMaTtnHHO B 103€, MPUMEHSIEMOW 0 MpEepHIBAHUS
Teparnuy;
3. B ciyyae MOBTOPHOIO CHW)KEHHUs uucia HedWtpopmioB < 1000/Mkn w/mimm yucna
tpomboruToB < 50000/MKJI cieayeT MOBTOPUTH AEUCTBHS, YKa3aHHbIE B IyHKTe 1, a
3aTeM BO300HOBUTH JieueHue npenaparoM Mmartuau® B ymeHblieHHOW no3e 300 mr (y
neteii — 260 mMr/m?).
B ¢hazy axcenepayuu u 6nacmmuozo xpuza XMJI y nereit w B3pocibix u npu Ph+ OJLI y
B3pOCIIBIX TIAIMEHTOB (HAauambHas 703a JUIS B3pochbiX — 600 Mr, mus mereit — 340 mr/m?) B
cily4yae CHIDKEHHUs abcomtoTHOro uucia HehutpodmioB < 500/Mkn w/winm ducia TpoMOOIUTOB
< 10000/mx1 mocie ogHOro U 0oJsiee MECSIEB JIEUEHUSI PEKOMEHIyeTCs:
1. mpoBepuTh, ABISETCA JIM LUTONEHHS CIIEACTBUEM JelKo3a (McCleoBaHHE KOCTHOTO
MO3ra);
2. eciu LUTOIIEHHWS HE CBsi3aHAa C JIEWKO30M, YMEHBIIWTH H03y mnperapara MMaTtuHuO 10
400 mr (y neteii — 260 Mr/m?);
3. ecinu LWTONEHHUS COXpaHsAeTCsl B TeueHHe 2 HeAeldb, YMEHbUMTh a03y 10 300 wmr
(y nereii — 200 Mr/m?);
4. ecnu UUTOINEHHUS COXpaHsAeTcs B TedyeHWe 4 HeAeldb M €€ CBSA3b C JIEHKO30M He
MOJATBEPXKJIEHa, OTMEHUTH npenapaT MmaTuHuO A0 TeX mop, Moka aOCOIIOTHOE YHCIIO
HelTpopunoB He craneT > 1000/mMkn u TpomborToB > 20000/MKI1; 3aT€éM BO30OHOBUTH

nedenue npenaparoM Mmaturu6 B 1o3e 300 mr (y gereit — 200 mr/m?).



Ilpu  HeomepabenvHoOU,  peyuousupyrowjelu  uw/uiu  Memacmamuyeckol  vlOyxarowell
depmamoghubpocapkome (HavanbHas no3a npenapara Mmatuan6 800 Mr) B cirydae CHUIKEHUS
abcomotHoro yuciaa HedtpodmioB < 1000/mMkn w/wimu uucia TpombomutoB < 50000/mKi
PEKOMEHIYETCSL:

1. ormenuth npenapar MimatuHu® A0 TeX Mop, Moka abCONMIOTHOE YHCIO HEUTPOPHUIOB HE
cranet > 1500/mki1 1 TpoMOo1IUTOB > 75000/MKT;

2. BO300HOBUTH JeueHue npenapatoM Mmarunu6 B 103e 600 mr;

3. B cily4ae MOBTOPHOTO CHIDKEHHUS yucia HeltpopminoB menee 1000/mMkn w/mmu ymcna
Tpombo1uToB MeHee S0000/MKIT ciieryeT MOBTOPUTD IEWCTBHS, YKa3aHHbBIC B MMyHKTE 1, a
3aTeM BO300OHOBUTH JiedeHHe npemnapatoM MMatuHub B ymeHbIIeHHOH 103¢e 400 Mmr.

ITob6o4uHoe neiicTBHe

[Ipoduns 6e3onacHocTu npenapara UmatnHO X0po1io u3ydeH. boJbIIMHCTBO MAIMEHTOB MIPH
NPUMEHEHHH Ipenapara UCIbITHIBAIOT T¢ WK UHbIC HexenarenbHbie sBieHus (HS). Haubonee
gacteimu HS (> 10%), cBsA3aHHBIMEH C TpUEMOM Ipenapara, ObUIM: HEHTpomeHwus,
TPOMOOIIMTONICHUSI, aHEMUSI, TOJIOBHAs OOJb, NUCIEINCHUs, OTEKH, YBEIMYCHHE MAacChl Tela,
TOIIHOTA, PBOTA, TUAPEs], MHAIITHH, MBIIIEYHBIE CYIOPOTH, ChIIlb, CIA00CTh, O0Jb B )XHBOTE. B
OCHOBHOM 7TH HSl ObLTM JNErKMMH WM YMEPEHHO BBIpaK€HHBIMU. Tonbko 2-5 % manueHToB
MpeKpalaiy Tepanuto npemnapatom UmMatunu6 uz-3a pazputus HA.

Tunet HA u vacTtora ux pa3BUTHsA CXOXH NMpHU mpueme mnpenapara MmaTuHHO B3pOCIbIMH U
JIETbMH C JTEUKO3aMH.

Muenocynpeccusi, HS co CTOpOHBI KEIyJOYHO-KMIIEYHOIO TpaKTa, OTEKHU U  ChIIb
BO3HUKAIOT TpU MPUMEHEHWH WMaTHHHOa kak mpu XMJI, Tak u mpu 3JI0KaYECTBEHHBIX
ctpomanbHbIX onyxoisx JKKT. V manuento ¢ XMJI gamie pasBuBaercss MUEIOCyIIpeccus, a 'y
MAlMeHTOB CO 3JIOKAYECTBEHHBIMU  cTpoMaibHbIMH omnyxonsimMu JKKT wdamie BO3HHMKaAIOT
KETYJOUYHO-KUIIIEYHBIE U BHYTPUOITYXOJIEBbIE KPOBOTEUEHUS. J[pyrue HapyieHus CO CTOPOHBI
KKT, takme kak obcrpykumst XKKT, mepdopaius u u3bsA3BIeHHE, BCTPEUAIOTCS Yalle MpH
ctpomanbhbix omyxonsix JKKT. Jlpyrumu cepbe3nsiMu HS mpu npumeHEeHHMM HMaTHHUOA
ABIIIOTCS TeMaTOTOKCHYHOCTb, OCTpas IOYeyHas HeIO0CTaTOYHOCTh, rumnodocdaremus,
HapYyIICHUS CO CTOPOHBI AbIXaTebHOM CUCTEMBI, CHHAPOM JIM3UCA OMYXOJIH U 33JepKKa pocTa
y JAETEN.

Bo3moxHa KOppekIius 103kl MpermapaTa B 3aBHCHMOCTH OT CTENEHH BBIpakeHHOCTH HS,
BILJIOTH 70 OTMEHBI Npenapara.

B xoxe knmHWYECKHMX HCclenoBaHWi y manueHToB ¢ XMJI u ¢ HeomepaOenbHBIMH H/WIIH
METAaCTaTUYECKUMHU 3JI0KAUeCTBEHHBIMU CTpoMalibHbIMU  omyxoiisiMu  JKKT — oTmeuanuch

CICAYIOIMUC HCKCIATCIBbHBIC SABJICHUSA, NCPCUYUCICHHBIC HUKC IO OpraHaM MU CUCTCMaM C
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yKa3aHHEM 4acTOTHI HX BOSHMKHOBEHHS: 04eHb yacTo (>1/10), wacto (>1/100 < 1/10), Heuacto
(> 1/1000 <1/100), pexko (>1/10000 <1/1000), ouenr peaxo (<1/10000), B ToM umcie

OTAEJIbHBIE COOOIICHUS.

Hngpexyuonnwvle u napasumapnvie 3a001e6aHUA:

HEYACTO — reprec MPOCTOMH, reprec OmoACHIBAIONIMM, HA30()APHUHIUT, THEBMOHMS', CHHYCHT,
BOCHAJICHWE IOJKOKHOM KJIeTYaTKH, WH(EKIUM BEpXHUX JbIXaTeNbHBIX IyTeH, TpHIII,
MH(EKINH MOYEBBIBOSIIMX ITyTEH, TACTPOIHTEPHT, CEIICHUC;

PENKO — MUKO3BI.

Hobpoxauecmsennvie, 310Kavecmeennbie U HeyMoYHeHHble HOB00OPA3068AHUS (6KAIOUAS KUCTbI
U noaUnNbl):

PEIKO — CHHIPOM JIN3UCA OITYXOJIH.

Hapywenus co cmopoHul Kposu u Ium@amuyeckoi cucmemyl.

OYECHb YaCTO — HEUTPOIICHHS, TPOMOOLIUTONICHHSI, AaHEMUSI;

4acTo — MAHIUTONEHus, peOpuIbHas HelHTponeHus;

HEYacTo — TpoMmOouuTemus, JUM(QONEHUs, YrHETeHHE KOCTHOMO3IOBOTO KpPOBETBOPEHUS,
303UHOPUINS, TUM(aTCHONATHS;

PENKO — TEMOJIUTHYECKAsT aHEMUSI.

HapymeHuﬂ CO CMOpPOHbL obmena sewecme u numaruA.

9acCTO — aHOPCKCHUA,

HCYaCTO — THUIIOKAJIMEMHA, IMOBBINICHHUC WM CHHXXCHHUC aIllICTUTa, FI/IHO(l)OC(I)aTeMI/ISI,
Acrujparanus, TUIICPYPUKEMUA, mnmoaarpa, THIICPKAJIBIUCMUS, TUIICPIrIIMKEMUA,
TUIIOHATPHUEMHU A,

PENIKO — TUMEPKATMEMUS, THTIOMAarHAEMHS.
Hapywienus ncuxuxu:

9acTo — OECCOHHMIIA;

HEYACTO — JIENPECCHS], TPEBOTa, CHIKEHHE JINOHIO;

PENKO — CITYTAHHOCTh CO3HAHHS.

Hapywienus co cmopoHbl HepeHOIl CUCmeMbL:

OYEeHb YacTO — FOJIOBHAS 0OJIBZ:

YacTO — TOJIOBOKPYKEHHE, TAPECTE3Us, HapYIICHHE BKYCa, THIIECTE3H;

HEYACTO — MHUTPEHb, COHIMBOCTH, OOMOpOK, mepudepuyecKas HeHpomaTus, HapylUICHUs

naMsITH, UIIHAc, CHHAPOM «OeCIOKOWHBIX» HOT, TPEMOp, FeMOPPAarudeCcKHii HHCYIbT;

11



PENKO — MOBBIIIEHNE BHYTPUUEPEITHOTO JaBJICHUS, CyJJOPOTH, HEBPUT 3pUTEILHOTO HEPBA.
Hapywenus co cmoponvl opeana 3penus:

4acTO — OTEK BEK, IIOBBIIEHUE CJIE300TACIICHUS, KOHBIOHKTHUBAJIbHBIE KPOBOU3IIUSHUS,
KOHBIOHKTUBHT, CUHJIPOM «CYXOTO IJ1a3a», HEYETKOCTb (3aTYMaHEHHOCTD) 3pEHUS;

HEYacTO — pa3ipa)keHue ria3, 001b B ria3ax, OpOUTAIbHBIMN OTE€K, KPOBOUBIIUSHUSA B CKIEPY
IJ1a3a, peTUHAJIbHBIE KPOBOUBIIUSHUSA, OJiehapuT, MaKyJISIpHBINA OTEK;

pENKO — KaTapakTa, OTEK JUCKa 3pUTEIILHOTO HEPBA, II1ayKoMa.

Hapywenus co cmoponul opeana ciyxa u 1aoupunmusie HapyuleHus:

HEYacTO — BEPTUTO, IIIYM B yIlIaX, CHUKEHHE CIyXa.

Hapywenus co cmoponul cepoya:

HCYAaCTO — OIIYIICHUC CCpIIII€6I/ICHI/I$I, XpOHHUYECCKad CCepacHHas HGI[OCTaTOqHOCTB3, OTCK

JNIETKUX, TAXUKAPIHS, IIPHITHBBI»?
penko — aputMuM, (GUOPHIUIAIMS TNpefcepauii, BHe3amHas OCTaHOBKa cepAaua, HHOapKT
MHUOKap/la, CTEHOKapAUs, MEpPUKapAUalbHbI BBIIIOT, MOBBIIICHUE APTEPUATIHLHOTO ABJICHHS,
reMaToMBlI.

Hapywenus co cmoponwl cocyoos:

HEYACTO — KPOBOU3JIUAHUSAY,
peKO — TIeMaToMbl, CyOAypajbHbIE I'€MaTOMbI, MOXOJOJaHHEe KOHEYHOCTEW, CHUKEHUE
apTepHaJIbHOTO JaBJIEHUs, CHHIPOM PeliHo.

Hapywenus co cmoponul OvixamenbHol cucmemsl, Op2aHos8 epyOHOU KIemKU, Cpe0oCmeHUs.:
4acTO — HOCOBOE KPOBOTEUEHUE, OJIBIIIKA, KAIIEIb;

HEYACTO — MJIeBPaNbHEI BBITIOT, 60U B ITIOTKE UM TOPTaHH, (hapHHIUT,;

penko — TIuUIeBpanbHas 0o0Jb, JIErOuHbld (uOpPO3, JeroyHas THMIEPTEH3Us, JETOYHbIE
KPOBOU3JIUSHUS.

Hapywenus co cmoponsl nuwesapumensHou cucmemobl:

OYEeHb YaCTO — TOITHOTA, PBOTA, AUAPEs, AUCIIENICHs, GO B KUBOTE®;

4acTo — B3AYTHE KHBOTA, METEOPH3M, 3a110p, TacTpo330(dareanbHbIil peduitokc, CyXoCTh BO PTY,
TacTpHT;

HEYacTO — CTOMATHUT, U3bS3BIEHUE CIU3UCTON 00O0JIOUKH MOJOCTH PTa, KEIyI0YHO-KUIICUHbIE
KPOBOTEUEHHUs', OTPBIKKA, MeleHa, 330(aruT, acluT, A3Ba KEIyaKa, PBOTa KPOBLIO, XeiluT,
mucdarvsi, TaHKPEaTHT;

pPEIKO — KOJIUT, MapajluTU4YecKas/o0TypallMOHHasl KUIIeYHas HEMpOXOAMMOCTb, BOCIAJCHHE
KHILEYHUKA.

Hapymenuﬂ CO CMOPOHblL nederu u .?fcefl’-lQGbZGO()ﬂM/ﬂ/DC nymeﬁ

YaCTO — IIOBBIINICHUEC aKTUBHOCTH <«IICUYCHOYHBIX)» Q)epMeHTOB;
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HEYaCTO — JKEJITyXa, TeNaTUT, TUIIePOMITHPYOMHEMUS;

PENKO — eueHOYHas HeJ0CTaTOYHOCTE , HEKpO3 MeueHH’.

Hapywenus co cmoponvl Kodtcu 4 NOOKOHNCHBIX MKAHE

OYCHb YaCTO — MEPHOPOUTATIEHBIC OTEKH, IEPMATHT, K3eMa, KO)KHasl ChIIb;

4acTO — OTEYHOCTh JIMLA, 3y, CYXOCTh KOXH, J3pUTEMa, aONEelus, HOYHAs MOTIMBOCTD,
peakuu GOTOCEHCUONTU3AIINH;

HEYacTO — IyCTyJle3Hasl Cblllb, IETEXWH, IOBBIIIEHHOE IIOTOOTIEIECHHUE, KpalnuBHULIA,
HKXMMO3bI, TOBBIIIEHHAS TPEAPACIIONIOKEHHOCTh K O00pa3soBaHUIO TE€MaTOM, THIIOTPHXO3,
TUIEPIUTMEHTALUS/ TUIONUTMEHTAUS  KOXKH, AKC(HOIMATUBHBIM JepMaTUT, MOBPEKICHHE
HOT'TeH, POJUIMKYIHT, TICOpUa3, Mypnypa, Oyiae3Has ChlIb;

peaKo — oCTphIi (heOprIbHBIA HEUTPOUIBHBINA nepMato3 (cuHapom CBUTA), H3MECHEHHE IBETA
HOTTEH, aHTHOHEBPOTUIECKUN OTEK, MyJIbTU(OPMHAS IPUTEMA, JICHKOKITACTUIECKUN BaCKYJIHUT,
cungpom CruBeHca-/[>KOHCOHa, OCTpas Te€HEpalM30BaHHAsl MYCTYyJe3Has HK3aHTEMa,
BE3UKYJISIPHAS ChIIb.

Hapywenus co cmoponul ckenemuo-muludedHol U COeOUHUMeNbHOU MKAHU!

OYCHb YaCTO — MBIIICYHBIE CHa3Mbl M CYIOPOTH, MBIIIEYHO-CKEIIETHBIE OO0JH, BKIIOYast
MHAJITHH, apTPANITHH, 60Ib B KOCTAXS,

4acTO — NPUITYXaHUE CYyCTABOB;

HEYaCTO — CKOBAHHOCTh MBIIII] U CYCTaBOB;

PEeAKO — MbIIIeYHas c1aboCTh, apTPUTHL;

4yacTOTa HEU3BECTHA — 3aMeJJIEHHE POCTa Y AE€TEH.

Hapywenus co cmoponvl nouexk u mMouesvbi800auux nymeii.

HeyacTo — Ooib B IOYKax, remarypusi, OcCTpas TIOYe4yHas HeJO0CTaTOYHOCTh, YacToe
MOYEHCITyCKaHHE.

Hapywenus co cmoponbl nonoswix opeanos u MOJOYHOU JHcenesvl.

HEYaCTO — THHEKOMACTHS, OJpeKTUIbHAs JAUC)YHKIHSA, MEHOpparus, HapylleHus
MEHCTPYaJIbHOTO IUKJIA, CeKCyanbHas NUCHYHKIHS, OONb B COCKaX, YBEIHMUEHHUE MOJOUYHBIX
JKeJe3, OTEK MOILIOHKH.

Obwue paccmpoucmea u HapyueHus: 8 Mecne 66€0eHUs.:

OYEHb YacTO — 3aJ€PKKa KUJKOCTU U OTEKH, MOBBIIICHHAS] YTOMJIIEMOCTb, YBETMYEHUE MACCHI
Tena;

4acTo — CJ1ab0CTh, MOBBILLIEHUE TEMIEpaTyphl Tejla, aHacapka, 03HOO, IPOXKb, CHIKEHHUE MACcChl
Tena;

HEeyacTo — O0JIb B Tpy/IH, o01iee HeIOMOTaHuUE.

JlabopamopHvle u uncmpymenmanbHule UCCIe008aHUA!

13



HEYaCTO — TIOBBIIICHWE aKTHUBHOCTH IesouHoW (Qocdarasbl, KpeaTuH(POCHOKHHA3HI,
JAKTATICTUAPOTEHA3BI M COJICPYKAHUS KPEATUHUHA B CBIBOPOTKE KPOBH,
PCAKO — NOBBIMICHUC aKTUBHOCTHU aMUWJIA3bI B IJIa3ME€ KPOBHU.

[Tuesmonus Hanbosee yacto oTmMeuanach y namueHtos ¢ XMJI B (ase akcenepaiuu, G1aCTHOTO KpH3a
U C HeomepaOelbHBIMU W/MIM METACTATHYECKUMH 3JI0KAYeCTBEHHBIMH CTPOMAIbHBIMH OITyXOJISIMHU
JKKT.

Tonohas 6oib Hambolee 4YacTO OTMeYanach y TAlMEHTOB C HEONepabenbHBIMU  M/HIH
METaCTaTUYECKUMU 3JI0KaYECTBEHHBIMU CTPOMaNIbHBIMU omryXoisimMu JKKT.

SHeskenaTenbHble SBIECHUS CO CTOPOHBI CEP/ILA, BKIIOYAs XPOHMYECKYIO CEPEUHYI0 HEJIOCTATOYHOCTb,
yamie oTMedanuch y nanuentoB ¢ XMJI B haze akcenepauuu u npu OIacTHOM KpH3€ IO CPABHEHHIO C
nanuenTamMu ¢ XMJI B XxpoHUdecKo# ¢ase (IIuTensHOCTh Ha0moAeHU 1 Tox).

4«IIpunuBbI» HaMOOJIEE YACTO OTMEYANACH Y TIAIIMEHTOB C HEOIIEPAOETbHBIMY H/UJIH METACTATHYECKMMU
3II0KaYeCTBEHHBIMUA CcTpoManbHbiMu omyxomsimu  JKKT; kpoBoTedueHuss (TeMaTOMBI, TeMOpparuu)
HanboJiee 4YacTo oTMedaiach y mamueHToB ¢ XMJI B dasze akcenepanum, ONacTHOTO KpH3a U C
HeOHCpa6CHBHBIMI/I I/I/I/IJ'II/I MCTAaCTaTUUCCKUMMU 3JIOKAYC€CTBCHHBIMHU CTPOMAJIbHBIMHA OITYXOJISIMU KKT.
S[neBpanbHBIM BBINOT Yalle oTMedancs y manueHtoB ¢ XMJI B dase akcenepanuu U 1mpu 61acTHOM
KpH3€ 10 CPaBHEHUIO ¢ nanueHTamu ¢ XMJI B XxpoHnudeckol ¢ase (JUIMTeIbHOCTh HaOmoaeHus 1 ro).
S"Bonb B AKUBOTE M KeJIyI0YHO-KUIIEYHbIE KPOBOTEUEHHsI HAUbO0Iee 4acTO OTMEYAIUCH y TAIUEHTOB ¢
HeorepabeTbHBIMHU W/ W METaCTATHYECKUMH 3JI0KaYeCTBEHHBIMU CTPOManbHBIMU ommyxoiisimMu KKT.
81\/II:.IIHC‘IHO'CKG.HCTHI:.IC 6OHI/I, BKJIIOYasd MHUAITWUH, apTpaIruu, 6OJII) B KOCTAX, 4HallC OTMCYAINCH Y
nanuedaToB ¢ XMJI mo cpaBHEHHWIO ¢ TalWeHTaMH ¢ HeorepaOeIbHBIMU W/ METaCTaTHIECKUMHU
3710Ka4e€CTBEHHBIMU CTpoMaibHBIMU omyxoisaMu JKKT.

°Co0061ma10ch 06 OTAENBHBIX CIydYasiX Pa3BUTHs MEYEHOUYHON HEIOCTATOYHOCTH M HEKPO3a MEYCHH.

[Ipu npumenenun npenapata VMaTUHHO B KIMHHYECKOM NPaKTHKEe, a TakXe B XOJe
JIOTTOJTHUTENbHBIX KJIMHUYECKUX MCCIEAOBaHUM oTMeuanuch caenyromue HA. [lepeuncnennsie
HIDKE 110 OpraHaM M CHCTEMaM C YKa3aHHEM YacTOThI MX BOSHUKHOBEHHMs: 0OYeHb yacTo (>1/10),
gacto (>1/100 < 1/10), wewyacto (> 1/1000 <1/100), peaxo (>1/10000 <1/1000), oueHb peako
(<1/10000), B TomM uucne otaenbHbie cooOmieHuss. CBsI3b MEXIy MPUMEHEHUEM Ipenapara u
HIKenepeuncieHHsIMA HS He ycTaHOBIIeHa (pa3Mep MOMyJIsSIUd MallHeHTOB HEM3BECTEH ).
Hapywenus co cmoponuvl HepeHoll cucmembl.

HEYacTO — OTEK MO3Ta.

Hapywenus co cmoponvl opeana 3penus:

PEIKO — KPOBOM3JIHSHUS B CTEKIIOBUIHOE TEJIO.

Hapywenus co cmoponwl cepoya u cocyoos:

HEYacTo — TPOMOO3bI/HMO0IHH;

PENKO — MePUKAPINT, TAMITOHAA CeP/IIIa;

OUYEHb PEIKO — aHA(UIAKTUIECKH 1IOK.

Hapywenusa co cmopoHbl ObixamenbHOU cucmemsl, Opeanos cpYOHOU KIemKU, CPeOOCmeHUs.:
HEYACTO — OCTpas JbIXaTeNbHas HE0CTATOYHOCTh ., HHTEPCTHIINAIBHAS TTHEBMOHHS.

Hapymeﬂuﬂ CO CMOpPOHbL nuu;eeapumeﬂbHoﬁ cucmemaul.
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HEYacTo — wieyc (KUIIeYHas HEMpOXOAUMOCTh), KpoBoreueHus u3 omyxohu JKKT, Hekpos
omyxomn JXKKT, nepdopanus XKKT?;

PENKO — TUBEPTUKYIIUT, COCYIUCTAs 3KTa3usl aHTpainbHOTro otnena xkemyaka (GAVE-cuaapom).
Hapywenus co cmopoHbl Kodtcu 1 NOOKOICHBIX MKAHEIL:

HEYaCTO — JIAIOHHO-TIOJOIIBEHHAS SPUTPOAN3ECTE3HS;

PEIKO — TMXECHOUHBIN KepaTo3, KPACHbBIN IJIOCKUH JIMIIAN;

OYEHb PEAKO — TOKCUYECKUN MUIEPMAIbHBIN HEKPOJIU3;

9acTOTa HEM3BECTHA — JICKAPCTBEHHAS CHIMb C J03MHO(DHINEH U CHCTEMHBIMH CHMIITOMAMH
(DRESS).

Hapywenus co cmoponvl ckelemuo-muludedHoll U COeOUHUMENbHOU MKAHU!

PEAKO — aBaCKYJISIPHBIA HEKPO3/HEKPO3 TOJIOBKH OCIPCHHON KOCTH, PadJOMHOIH3/MUOTIATHS.
Hapywenus co cmoponsl non106vix opeanoe u MOaI0YHOU Jicee3nl .

OUYEHB PEJIKO — Y KEHIIMH KPOBOTEUEHUE U3 KUCTHI JKEITOr0 Teja/TMIHUKA.

NUmerorcs oTaENBHBIE COOOIIEHUS O Pa3BUTUM BHIPAXKEHHON OCTPOM JBIXATEIbHON HEJOCTATOYHOCTH C
JICTAJIBHBIM HCXOAOM Yy MNMAaUCHTOB C TsXKCIIBIMU I/IH(I)CK]_[I/IOHHI)IMI/I 3a6OJICBaHI/I$1MI/I, Bblpa)KeHHOﬁ
HEUTpOneHneil 1 APYrUMHU CepbEe3HBIMU COILYTCTBYIOIIUMH 3a00JI€BaHUSMH.

2Co0061manock 06 OTAENbHBIX Coydasx pasButus neppoparmii JKKT ¢ neTanbHBIM HCXOTOM.

Onucanue omoenbHbIX HeMcenameabHbIX 1eKapCmEeHHbIX PeaKyuil

Yenemenue kposemsopenus

YactoTa yrHeTeHUs KpOBETBOPEHUS U CTEHEHb €r0 BBIPAKEHHOCTHU OBLTM MaKCHMaJlIbHBIMU B
Clly4ae IIPUMEHEHHMH IIperapaTa B BBICOKMX [03aX M, BUIUMO, 3aBHcenu oT craguu XMIJL. B
IIEJIOM, YTHETE€HHE KPOBETBOPEHHs Ha (oHEe MpuMeHeHHs npenapata IMaTHHMO y ManueHToB ¢
XMJI 6b110 OOpaTUMBIM U B OOJBIIMHCTBE CllydyaeB He TpeOOBalo OTMEHBI Mpenapara Wiu
yMeHbllleHus1 ero 103bl. OTMeHa mpenapara norpedoBajach B HEOOJBIIOM YHCIE CIy4aes.
Taxke OTMeUalUCh TaKue SBJICHHUSA, KaK MAHIWUTONEHUs, JIUM(QONEHUs U YrHETeHHE
KPOBETBOPECHHUS.

Kpoesousnusanue/xpogomeuenue

Haubonee yacTeiMU KIMHUYECKH 3HAYUMBIMU KpOBOTeueHUsIMU ObLIM KpoBoTeueHus u3 JKKT.
Yame Bcero OHM BO3HMKAIM y NAlMEHTOB C MO3MHMMH cTaausamMu XMJI u y manmeHToB co
37I0KaueCTBEHHBIMU cTpoMaibHbIMH  onyxoisimu  JKKT, y KOTOpbIX OHM MOTYT OBITH
CJIEZICTBUEM OCHOBHOI'O 3a00jeBaHMs (KPOBOTEUEHHE U3 OMYXOJH, OOYCIOBIECHHOE HEKPO30M
omyxonu). Y manueHToB ¢ XMJI, y KOTOpBIX KpOBETBOpEHHE OBbLIO YTHETEHO yXKe€ JI0 Hadaja
JIeYEHUsI, B XOJ€ JICUCHHUsI Hepeako Takxke oTtMmeuaroTcs kpoousnusHusg B [IHC wmm XXKKT. B
MOCTPErHCTPALIMOHHOM TIEpUOJe TOJIYYEHBl OTAETbHBIE COOOLICHHS O CIydasx COCYIUCTOMH

9KTa3uM aHTpanbHOro otaena >xenyaka (GAVE-cunapom). YcraHOBIEHO, YTO y MAI[MEHTOB C
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JelKo3aMu C OCTpPBIM pa3sBUTHEM 3a0oseBaHus HEePEeIKO BO3HHUKAIOT
KPOBOTEUCHMSI/KPOBOU3IIHUAHMSL, 00YCIIOBIEHHbIE TPOMOOLIUTONIEHUEH NIIM TPOMOOLIUTOIIATHEHN.
Omexu u 3a0epiacKa HUuoKoCmu

OTexu ABISIOTCA YaCThIM NOOOYHBIM 3 dexToM nMaTHHUOA. YacToTa BOSHUKHOBEHHS OTEKOB Y
NalMEHTOB, MMOJIyYaloIUX UMaTUHUO MO0 BCEM IOKa3aHusAM, coctaBisger 6onee 50 %. Yacrora u
CTENEHb BBIPAKEHHOCTU OTEKOB 3aBUCUT OT J03bl M, IO-BUIUMOMY, KOppEIUpYeT ¢
KOHIIEHTpaluel MpenapaTa B 1a3Me KpoBu. Yailie BCero BOZHUKAOT EPUOPOUTAIbHBIE OTEKH,
C HECKOJBKO MEHBIIEH YacTOTOW — OTEKHM HIKHUX KoHedHocTed. Crennpuieckoro Jie4eHus
Oo0bIYHO HE TpedyeTcd. Y NAlMEHTOB C OTEKAaMHU M 3aJepXKKOHW JKHUIKOCTH cepledHas
HE/I0CTaTOYHOCTh OTMEYaeTCsl peaKo. Y MalueHTOB ¢ Mo3gHuMu ctagusmu XMJI yacrora
Pa3BUTHUS CEPIEYHON HEAOCTATOYHOCTU ObLIA BBIIIE, YEM Y MALIMEHTOB JPYrUX KaTeropui, uTo
MOYKHO OOBSICHUTH UX OCJIAOJICHHBIM COCTOSIHHMEM B IIeJIoM. Ta ke TeHIeHIHs Halloganach B
OTHOILEHUM TOYEYHOW HEJOCTATOYHOCTH Yy NAIMEHTOB C OTEKaMM U 3aJep>KKOM MKHUIKOCTH.
BonbIIMHCTBO MAllMEHTOB C OTEKaMU M 3aJE€pP>KKOM JKUAKOCTH SIBJSUIUCH JIMIIAMHU I10KUJIOTr0O
BO3pacra (> 65 ner).

Coinb u masicenvie KOJUCHblE HEdICeNAMeNbHble PeaKyuu

VY psna manueHToB, IOMy4YaBIIMX MMAaTUHHMO, OTMedalach FeHepaln30BaHHAs dpUTEMATO3Hasl,
NSATHUCTO-NIAMYJIE3HAs U 3YASIIAs ChlIlb, KOTOPAasi MOIJIa CAMOCTOSITEIbHO IPOXOANUTh, HECMOTPS
Ha IMPOJO/DKCHHME JICYEHMsI IIpernaparoM. Y HEKOTOPBIX MAIUEHTOB BO3HHUKAN 3yl, HE
COIPOBOKAAIOIINICS CHINbIO; B PsAJIE CIIy4aeB MPUCYTCTBOBAJIA SPUTPOIAECPMHUSI.

Cohinp OTMeuasach MPUMEPHO y TPETH BCEX MAIMEHTOB, IMOJYYaBIIMX HMMAaTHHUO IO BCEM
noka3aHusAM. YacTo ChIlb CONPOBOXKIAETCA 3yIOM W, Kak NpaBUIIO, IMPOSBISETCS B BUJE
HPUTEMATO3HBIX, MATHUCTO-TIAMYJIE3HBIX WM 3KC(HOJMATUBHBIX MOPAXEHUH Ha Mpelruiedbe,
TYJIOBUIIIE WIH JIMIIE WIM B BUJE I'€HEPAIU30BAHHON CHIMU C CUCTEMHBIMHU MpOSIBICHUAMU. B
OOJIBIIMHCTBE CIy4yaeB MPH BO3HUKHOBEHHH CHIU BBIPAKEHHOCTh €€ Obljla HE3HAYUTEIbHOM,
JgeyeHuss He TpeboBanock. OpHako B Oosiee pEAKUX TKENBIX CIydasx, Hampumep, IpH
cuapome CruBeHca-/[KOHCOHA, MyIbTU()OPMHONW SpUTEME WM JIEKAPCTBEHHOW CBHIMU C
s03uHOGMIHel 1 cucteMHbiMU cumntoMaMm (DRESS), moxer morpeboBaThesi BpeMeHHas WU
nojiHasi OTMeHa rmpenapata. Kak mnpaBuio, BBIPaKEHHOCTh CBIIIM YMEHBIIAETCS [OCIe
Ha3HAUYEHUS] AHTUTUCTAMUHHBIX TMpEnapaToB M TIIIOKOKOPTUKOCTEPOUAOB JJISI MECTHOIO
npUMeHeHHs. B HEKOTOpBIX ciyyasx TpeOyeTcs HCIOb30BaTh MIIOKOKOPTUKOUIHBIE TIPErapaThl
JUISl CACTEMHOT'O IPUMEHEHHS.

I'enamomoxkcuunocmo

[IpenapaT MOKeT OKa3bIBaTh TOKCHUYECKOE JEHCTBHE Ha IeueHb. HapymieHus OMoXuMHYECKUX

rokazaresei q)yHKI_II/II/I MCYCHHU, KaK IMPaBHIIO, 3aKIIIOYAIOTCA B HC3HAUYUTCIIbHOM IMOBBIIICHUN
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aKTMBHOCTH aMHUHOTpaHC(]epas ¥ MOBBIIICHNH KOHIICHTPAIMN OMIMpYOrHA B CHIBOPOTKE KPOBHU.
Tokcuueckoe IelicTBHE HA INE4YeHb OOBIYHO MPOSIBISETCS B TEUCHUE IEPBBIX JIBYX MECSAICB
JIEYEHUs, OJHAKO B pAJE CIydaeB OHO MPOSBISUIOCH U cmycTs 6-12 MecsueB mocie Hayalia
neuenus. Kak mpaBuio, mociie OTMEHBI Ipernapara OMOXMMHUYECKHE TOKa3arenu (yHKIHUU
NeYeHN HOPMAJIU3YIOTCs B TeueHue 1-4 Henemb.

OTMedanuch cirydyan pa3BUTHSI LIUTOIUTUYECKOTO M XOJECTaTUYECKOTO TeHaTUTa M NeYCHOUYHON

HEAOCTAaTOYHOCTH, B HCKOTOPLIX ClIydasAaX COIIPOBOXKAAOIIHUECS JICTAJIbHBIM HCXOJ0M.

Henpoxooumocmy, nepghopayus unu s38a scenyoxa unu KUle4HuxKa

Y HeOOoNbIION YacTH MAlMEeHTOB, MOJY4YaBIIMX WMATHHHO, oTMmeuanoch uzbssBieHue JKKT,
KOTOpPOE€ B OTJEIBbHBIX CIydasiX MOXET OBbITh CJIEICTBUEM MECTHOTO pa3apakKaroLIero JeHCTBUs
uMaTuHuOa. ['eMopparmyeckiii HEKpO3 OMyXOJH, a TaKKe HEMpPOXOIUMOCTh M Tepoparus
KKT nambornee yacto HaOMIOANMCh y MAIMEHTOB CO 3JI0KAYECTBEHHBIMH CTPOMAaJbHBIMU
onyxoysimu JKKT. B ciywae meractazupyronmx 370Ka4€CTBEHHBIX CTPOMAJIBHBIX OITYXOJIEH
KKT Hekpo3 omyXxoiau MOKET BO3HUKATh Ha (JOHE OIyXOJIEBOI'O OTBETA, YTO B PEAKUX CIIydasx
Bener Kk mnepdopanun. Hempoxomumocts JKKT wdame Bcero Bo3HHMKajia y MAIIEHTOB CO
3JI0Ka4€CTBEHHBIMU cTpoMaibHbIMH onyxoJiiMH JKKT, y KOTOpbIX ee NpUUnHON MOTYT CIIY>KUTh
MeTacTa3bl WM CHAaeYHBIH IMpolLecc B OPIOUIHOM IOJIOCTH, BO3HMKILME B PE3yilbTaTe paHee
npoBeneHHol onepanuu Ha JXKKT (B ciydae mpuMeHEeHHs MpemapaTta B KauecTBE CpeCcTBa
aJbIOBAaHTHOM TEpaIum).

Taoicenvie nedrcenamenvhvle A6NEHUSL CO CMOPOHbL ObIXAMENbHOU CUCTEMbL

Tsoxensie (MHOTAA COMPOBOXKIAIOIITUECS JIeTaTbHBIM UcxoaoM) HS ormeuanuch Ha hoHe mpuema
npernapata MmatuHuOG, a WMEHHO: oOcCTpas [JbIXaTelbHas HEJOCTaTOYHOCTb, JIerOYHas
TUTIEPTEH3UsI, HWHTEPCTUIMAIbHAs OoJyie3Hb Jierkux u (ubpo3 merkux. ComyTcTBYyIOMIAS
MATOJIOTHS CEPJICUHO-COCYIUCTON MITH JBIXATEIHHBIX CUCTEM MOXKET YCYTyOIsITh TskecTh HL.
Ecnu nmobvie u3 ykaszanwwvlx 6 umcmpykyuu noboyHvlx 3pgexmos ycyeyonsiomes uiu Bo
3amemuau n0dvle Opyeue nobounvie d3¢Qgexkmol, He YKA3AHHbIE 6 HACMoAwjel UHCMPYKYUU,
coobwume 06 5mom 8pavy.

Ilepeno3uposka

OneiT mpuMeHeHHUs Tmpermapata VMaTHHHO B [03aX, MPEBBIMIAIONUX TEpPANIEBTUYECKUE,
orpaHuyeH. B KIMHWYECKON NpakTUKE OTMEYAIHUCh Clydad MepeAo3UpOBKM mpemnaparoMm. B
[IEJIOM MCXOJl CJIydaeB TMepelao3upoBKH TmpenapatoM Mmarnau® Obul  OIaronpusTHHIM
(oTMeUanoch ymy4IieHUEe COCTOSIHUS TAllHEHTOB).

Antnor k mpemnapary MmatuHu®G HemsBecTeH. [Ipu  mepemo3upoBKE pEKOMEHIYeTCs

MCIUIIMHCKOC H3.6JIIOII€HI/IC U CUMIITOMATHYCCKAA TCPAIlus.
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Cumnmomvl nepedo3suposKu y 63pOCblX

[Tpu mpueme npenapara Mmatunu6 B moze 1200-1600 mr B Teuenue 1-10 gHeit HaOmrogaMch
TOIITHOTA, PBOTA, JUAPEs], ChIlb, SPUTEMA, OTEKH, IPUITYXJIOCTh B OCHOBHOM JIMIIA, IOBHIIICHHAS
YTOMIIIEMOCTh, MBIIICYHBIE CHa3Mbl, TPOMOOIIMTONCHHUS, MAHIMTONEHUS, OO0Jb B KHBOTE,
rojioBHas 00JIb, CHUXKEHUE aIIeTUTA.

ITpu mpueme npenapara B 1o3e 1800-3200 mr (maubombias qo3a coctarisuia 3200 MT B CyTKH B
TE€YEeHUE O-TH JHEH) OTMEUYalINuCh C1ab0CTh, MHANTHA, IMOBBIIIEHHE B KPOBH AKTHBHOCTH
KpeatuH(pochoKnHa3bl, KOHIEHTPALMH OMITPYOHHA, KETyJOYHO-KUIICYHbIE 0O0JTH.

[Ipu mpumenenun mnpemnapata Mmatuan® B go3e 6400 mr omHokpaTHO (MHGOpMAausa U3
ONyOJIMKOBAaHHOTO HCTOYHMKA) Yy MAlMEeHTa pa3BUJIMCh TOLIHOTA, pBOTA, OOJb B JKUBOTE,
THIEPTEPMHESI, OTEK JIUIA, CHIDKEHHE 4YHCla HEUTPOQWIOB M TOBBIIICHHE aKTHBHOCTH
«TMIEYECHOYHBIX» TPAHCAMUHA3.

[Tpu npueme npenapata B 103€ 8-10 r 0lHOKpAaTHO OTMEYAIUCH PBOTA U HKEIYJOYHO-KUIIEUHbIE
6omu.

Cumnmombi nepedo3uposku y oemeu u NOOPOCMKO8

[Tpu nmpueme npenapara B 1o3e 400 Mr ogHOKpaTHO Yy 3-X JIETHEro peOeHKa OTMEYaINCh PBOTA,
nvapest M aHopekcus. B npyrom cinyuyae mpu npueme npenapata Mmatunu® B mose 980 mr
OJTHOKpaTHO y peOeHKa B Bo3pacTe 3-x JeT HaOMIoJaluch CHHXKEHHE 4Hcia JEWKOLUTOB M
apest.

B3aumopeiicTBHE ¢ APYTUMH JIEKAPCTBEHHBIMH CPeICTBAMH

[Tpn ogHOBpEMEHHOM IMpHMEHEHHH Tpenapara MMatnHuO ¢ mpenapaTamMu, WHTHOHPYIOIUMH
uzopepmenT CYP3A4 cucremsl nuroxpoma P450 (keTokoHa30J1, UTPAKOHA30J, IPUTPOMHUIIMH,
KJIApUTPOMMLIMH, T03aKOHA30Jl, BOPUKOHA30J, TEIUTPOMHUIMH, WHIUOMTOpPHI NpOTEa3bl —
WHIIUHABUD, JIOTMHABUD, PUTOHABUD, CAKBUHABUD, TENANpPEBUP, HEN(PUHABUD, OOLEIPEBHP),
BO3MOXKHO 3aMejIeHrne MeTa0osn3Ma UMAaTHHUOA U yBEIMYEHUE €r0 KOHIIEHTpAlK B IJIa3Me
KpoBU. HeoOGXxonnMma OCTOPOXKHOCTH MPU COYETAHHOM IMpHUMEHEHHH mpenapara MMaTuHuO c
npenapatamu - uHruouTopamu nzodepmenta CYP3A4.

HampotuB, OIHOBpEMEHHOE TPUMEHEHHE TpPEnapaToB, SBISIFOIIAXCS  HHIYKTOPAMH
nzoepmenta CYP3A4 (nanmpumep, pudaMnuinHa, 1eKcaMmeTa3oHa, MMpenapaToB U3 3Bepo0os
IPOJBIPSBICHHOT0, MPOTHBOAIMICITUYECKUX MpenapaToB: KapOama3enuHa, oKckapOa3enuHa,
¢denuronna, denobapburana, GpocheHUTONHA, MPUMHUIOHA), MOXKET MPUBECTH K YCKOPEHHIO
MeTaboaM3Ma UMaTHHUOA U, KaK CIIEACTBUE, K CHUKEHUIO €ro KOHIEHTPALUK B IIa3Me KPOBH.
[Tpu ogHOBpEMEHHOM IPUMEHEHUHM UMAaTUHUOA U CUMBAcTaTHHA OTMEYaeTcsl yBeandeHUe Cmax
nu AUC cumBacratuHa B 2 u 3,5 pa3a, COOTBETCTBEHHO, YTO SBJSETCS CIEACTBHEM

unruouposanuss  u3zodpepmenta CYP3A4 wumarunubom. Pexkomennyercs — coOmonaTh
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OCTOPOKHOCTh TIPU OJHOBPEMEHHOM TIpUMEHEHHH Impernapata Mmaruau® u mnpenaparos,
spisironuxcst - cyocrparamu  uzopepmenta CYP3A4 wu  umeromux y3KUH  JIMAIa3oH
TEpaNeBTUUECKON  KOHLIEHTpauuu (Hampumep, ULUKIOCIOPHUH, NHUMO3HUJA, TaKpOJIUMYC,
CHpPOJIUMYC, 3proTamuH, ¢eHTaHwl, TepdeHaanH, OopTe30MHO, MOIETAKCEN, XHHUIMH).
[Ipenapar MmatuHu® MOXKET yBEIUYUBATh KOHIEHTPALMU B CHIBOPOTKE KPOBH JPYTUX
npenaparoB, Metabonusupyromuxcs uzopepmentom CYP3A4  (mampumep, Tpuaszolio-
OEH30/1MA3ENUHbl, JUTHIPOIUPHUANH, OJIOKATOPhl «MENJICHHBIX)» KaJbLUEBbIX KAaHAJOB,
60pmHCTBO MHTHONTOPOB I'MI'-KOA-penykTaspl, B T.4. CTAaTHHBI).

Nmatunu6 taxxe naruoupyet uzohepment CYP2C9 u uzopepment CYP2C19 in vitro.

[Tpu coueranHOM npuMeHeHuu npenapata Mmatunub ¢ BaphapruHoM HAOII01AT0Ch YATHHEHHE
OpPOTPOMOMHOBOTO BpeMeHH. Ilpu OJHOBpEMEHHOM MPHUMEHEHHH C KyMapHWHOBBIMH
IIPOM3BOJHBIMA HEOOXOJIUM KpPAaTKOCPOYHBII MOHMUTOPUHI IPOTPOMOMHOBOTO BPEMEHU B
Hayaje M KOHIIE TepaluH MpenaparoM, a TakkKe NpU HU3MEHEHHH pEeXHMa TO03UPOBaHUS
npenapata Mimatunu6. B kauecTBe anbTepHAaTUBBI BapdapuHy CleIyeT pacCMOTPETh BOIPOC 00
MCII0JIb30BaHUU HU3KOMOJIEKYJIIPHBIX T'€IIapUHOB.

In vitro uMaTuHMO wHrHOMpyeT O-TIIOKYPOHHIAIMIO TapaleTaMoiia, B CBS3M C 4YeM
HE00X0/IMMO COOMI0IaTh OCTOPOXKHOCTh NPU OJHOBPEMEHHOM HNpPHUMEHEHMH HMaTHHHOa C
HapareTamMmosioM (0COOCHHO MPHU MCIOJIb30BAHUHU BBICOKUX J103 MapareTaMona).

VY nauuMeHToB, NMEPEHECIIUX TUPEOUADKTOMHUIO M IOJIYYAOIIUX 3aMECTUTEIBHYIO TEPAIUIO
JICBOTUPOKCUHOM HATpus, BO3MOXHO CHIDKEHHE €ro IUIa3MEHHOW KOHIEHTpAlUu IpH
COBMECTHOM HCIMOJIb30BaHUHN C UMAaTHHHOOM.

HenoctaToyHo n3ydeH BOMpOC JICKApPCTBEHHOI'O B3aWMOJIEHCTBHS MMaTHMHHMOA W IPEnaparoB
U1l XuMuoTepanuu y naiueHtoB ¢ Ph+ OJIJI. Heo0xoaumo cobmronate 0CTOPOKHOCTh MPU
COBMECTHOM HCIOJIb30BaHUM HMMaTUHUOA W XHMHUOTEpPANEBTUYECKUX MpPENapaToB B CBS3H C
BO3MOXXHBIM TIOBBIIIEHHEM pHUCKA pPa3BUTUS JIEKAPCTBEHHBIX OCJOKHEHUH, TaKUX Kak
rernaToTOKCUYHOCTh, MHUENOocynpeccuss U Jp. VIMEroTcst cooOImeHns] O COBMECTHOM Pa3BUTUHU
NOpa)kKeHUs IeYeHU TPY MPUMEHEHUH UMaTHHUOA U acTiaparuHasbl.

[Tpy xomOMHaAUM MUMaTUHHOA M PEXKUMOB XMMHUOTEpAIHUH, KOTOpPbIE MOTEHIMAIbHO MOTYT
BbI3bIBaTh HApYLICHUS (PYHKIIMH [T€YEHH, CIIEeIyeT MPEAyCMOTPETh KOHTPOJIb (DYHKIIUH TEUEHHU.
In vitro mpenapar Umatinan6 unrudupyer nzopepment CYP2D6 cucremsr nuroxpoma P450 B
TeX K€ KOHIIEHTPAIUAX, B KOTOPBIX OH MHruoupyet nzopepmeHT CYP3A4. Ilpu npumeHeHun
npenapara Umatuan6d B go3e 400 Mr 2 pasa B CyTKHM BMECTE C METOIPOJIOJIOM, CyOCcTpaToM
n3opepmenra CYP2D6, oTMmeuaeTcs yMEepeHHOE CHIKCHHE MeTa0omM3Ma METOMpOoIIoa,
cornpoBokaaromeecss noBbimeHHeM Cyax ¥ AUC npubmmsurensno Ha 21 %. YuurtbiBas

yMEpeHHOe ycujeHHe 3(PQPEeKTOB NpenaparToB, SBIAIOMUXCA CcyOcTparamMu u3ohepMeHTa
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CYP2D6 (manmpumep, METOIpPOJIONA), NMPH HX COBMECTHOM IPHUMEHEHHH C IpernapaToM
MmaTHNO M3MEHEeHHE peKuMa 103UPOBaHUsl He TpeOyeTcs.

Oco0ble ykazanus

Jleuenne mpenaparoMm MMaTHHHMO ClleAyeT MPOBOAWUTH TOJBKO MOJ HaONIOJEHHWEM Bpaua,
UMEIOLIET0 OMBIT PpaboThl C MPOTUBOOMYXOJEBBIMU Mpenapatamu. [lpu oOpamienun c
IpernapaToM cielyeT u3deraTh MomnagaHus ero Ha KOXY U B IJ1a3a, a TAaK)Ke BIbIXaHUS MOPOIIKa
npenapara.

OnbiT neyenust npenaparom Mmatunu® gereit ¢ XMJI muanmie 2-x JieT OorpaHUYeH, OIBIT
INPUMEHEHUs Ipenapara MO JAPYrMM IIOKa3aHWsSIM OIPAaHWYEH Yy [AalUeHTOB MJlajuie
18 ner, onbIT nmpumeHenus npenapara y gered ¢ OJIJI mmagme ogHOro rojga OrpaHUYEH.
Jonrocpounsie 3G GEKTH IIUTEIBHOTO BO3ACHCTBUS mpernapara Mmatnau® Ha pocT y aerei
Hen3BeCTHbI. HO Tak Kak MMEIOTCS COOOIIEHHsS O CIIydasX 3aJepXKKH pOCTa, PEKOMEHIYeTCs
MPOBOAMTH THIATEIBHBIA KOHTPOJIb POCTA Y ACTEH, MPUMEHSIOMUX npenapat MaTtunuo.

[Tpu npumeHenun npenapata MIMaTuHUO peKOMEHIYeTCsl peryasipHO MPOBOAUTH KIMHUYECKHE
aHaM3bl KPOBU M OCYHIECTBIATh KOHTPOJbh (YHKIMU IMEYCHU (TpaHCAMHHA3bI, OMIHPYOHH,
nienouHas gocdarasa).

Crnenyer obecrneunTsh TIIATENbHOE HAOIIOAEHUE 3a MAlMEHTaMHU ¢ 3a00JIeBaHUSMHU cepiala U
MIOYEK.

B cBs3u ¢ Tem, uro mpu mpumeHeHuu mnpenapara Mmatunu6 B 1-2 % ciiyuyaeB oTMmeuaeTcs
BBIPDAKECHHAS 3a/I€pKKA KUIKOCTH, PEKOMEHAYETCS PEryjsipHO KOHTPOJIHMPOBATH Maccy Tela
NAlUEeHTOoB. B ciiyuae HEOXUAAHHOTO OBICTPOrO YBEIMUYEHHUS MAacChl Teja CIEAyeT MPOBECTU
oOclieZioBaHNE MAIMEHTa U IPU HEOOXOUMOCTH BPEMEHHO MPEKPATHTh TEPaIMIO MPernapaTom
WMmatuHu® w/unm Ha3HauuTh AUypeTHkd. Hanbompias yacTora pa3BUTHS 331€PKKH KUAKOCTH
OTMEYAETCsl y TMOXWIbIX TMallMeHTOB C COIMYTCTBYIOIIMMHU 3a00JIEBAaHUSIMH CEpPJECHHO-
COCYAMCTOMN CUCTEMBI.

B oTmenpHBIX cilydasx BbIpaK€HHas 3aJ€piKKa KUIAKOCTH MOYKET UMETh TSKEIO€ TEUEHUE C
JeTanbHbIM HcxooM. [Ipu mpuMeHeHnn npenapara oTMedanach CMEpTh MalueHTa ¢ 0J1acTHBIM
KpH30M M KOMIUIEKCHOM CHUMIITOMATHUKOM: IJIEBPAIbHBIM BBIIIOTOM, 3aCTOMHON CEpACYHOU H
ITOYEYHON HEAOCTATOYHOCTHIO.

[lpy mpuMeHeHMM Mperapara y HAaIlMEeHTOB ¢ 3a00JICBaHMSAMHU IEYEHHU CIEAYeT PEryJspHO
IPOBOJUTH KIIMHUYECKUI aHAJIN3 KPOBH U ONPEIEIATh «aKTUBHOCTHY MEYEHOYHBIX (DEPMEHTOB.
[Tockonbky MMeIOTCS COOOIIEHUSI O Pa3BUTUHM TMIIOTHUpPEO3a Ha (oHe MPUMEHEHHUs Mpernapara
MMaTHUO y MalueHTOB, MEPEHECHIMX TUPEOUAIKTOMUIO U MOJYYAIOUIUX 3aMECTUTEIbHYIO
TEPanuio JIEBOTUPOKCUHOM HATpHUs, HEOOXOAWMO pEryJspHO TIPOBOAUTH OIpeacIICHUE

KOHIICHTPAMK TUPCOTPOIMHOTO TOPMOHA Y I[&HHOfI KaTCTOpHUH MalluCHTOB.
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VYV mamuenToB ¢ curapomom runeplozuHopmmu (CI'D) u 303uHOGMIBHON WHOUIBTpaIUEH
MHOKap/a B Hayaje Tepalnud HMaTUHUOOM OTMEYaluCh OTIENbHbIE CIy4dau pPa3BUTHA
KapJIMOTEHHOTO I10Ka/JICBOXKETYJOYKOBOKH HEJOCTATOYHOCTU (CBSI3aHHBIE C JETPaHyJIsAIUeH
903MHO(PHIIOB). DTHU HEXeNaTeIbHbIE SBICHHUS KYMUPYIOTCSA TIOCIE BBEICHHS CHCTEMHBIX
[IFOKOKOPTUKOCTEPOUI0B, IIPUHATUS MEp, HAIIPaBJICHHbIX Ha MOJ/Iep)KaHHe KPOBOOOpaIleHus,
U BPEMEHHOH OTMeHbI npenapara MiMatunuo.

VYV mnamuentoB ¢ MJIC/MII3 u BBICOKMM YPOBHEM 3O3MHOQWIOB CIEIyeT IpPOBOIUTH
OKTI'-uccnenoBanue M ONPENeNiATh CHIBOPOTOUHYIO KOHIEHTPAIMIO KapAHOCTIEHU(DUIHOTO
TponoHuHa. [Ipy BBIABICHUM OTKIOHEHUH OT HOPMBI B Hadajle TEpPalUM CIEAYET PaCCMOTPETh
BO3MOXHOCTh  NMPO(UIAKTUYECKOTO MPUMEHEHHMsSI CHUCTEMHBIX TIJIIOKOKOPTHKOCTEPOUJIOB
(1-2 mr/kr) B Teuenue 1-2 HeseNnb OJJHOBPEMEHHO C UMAaTUHHOOM.

Y nanMeHTOB ¢ HeomepaOeNbHBIMH  W/MIM  METAaCTaTUYeCKUMH  3JI0KaueCTBEHHBIMU
racTPOMHTECTUHAIBHBIMU CTPOMAJIbHBIMU OIYXOJISIMUA B KIIMHUYECKUX UCCIEI0BaHUX 3 (a3bl
KPOBOTEUCHMSI PA3JIMYHOM JOoKaau3auuu otMmeuvanuch B 12,9 % ciydaeB; B Hcclel0BaHUAX
2 (a3l KEIYyIOYHO-KHUILICUHBbIE KpPOBOTCYCHUS OTMedanuch y 8 manuentoB (5,4 %),
KPOBOTEUCHHS U3 OIYXOJICBBIX 04aroB — y 4 marueHToB (2,7 %).

KpoBoTeuenuss HaOmOAaIMCh KAk B OpraHax OpIOIIHOW NOJOCTH, TaK M B IICYEHH, B
3aBHCHUMOCTH OT JIOKAJIM3ALUHU OIyXO0JIeBbIX 04aroB. HeoOXoquMo KOHTPOIMpPOBaTh COCTOSIHUE
KKT y mnanMeHTOB € METacTaTU4YECKMMM 3JI0KAYECTBEHHBIMU TI'aCTPOUHTECTHHAJIBHBIMU
CTPOMAJIbHBIMU OMYXOJSIMU (0OJb B )KMBOTE, KEJIYJAOYHO-KUIIEUYHbIE KPOBOTEUEHMUS, 3aIl0p U
JIp.) Ha BCEM MPOTHKEHUU TEPATUH UMATHHUOOM.

B moctpeructpaiiuoHHOM HepuoJie MOIY4YEHbl OT/ENbHbIE COOOIIEHUS O CIIydasiX COCYIAHCTOM
DKTa3UM aHTPAJIBHOTO OTHENA XKENYAKA, 3aperucTpupoBanHbiX y nanueHtoB ¢ XMJI u OJIJI n
IpyruMu 3a0ojieBaHUsIMU. B ciyyae HEOOXOIMMOCTH CIEIyeT PAcCMOTPETh BO3MOXKHOCTD
OTMEHBI Tepany UMaTHHUOOM.

Bo Bpems tepanuu npenapatom MMaTtuHUO M Kak MMHUMYM B T€UEHHE 3-X MECSIEB IOCIE
CJIeZlyeT UCTIOIb30BaTh HA/IEKHbBIE CITOCOObI KOHTPALIEIIIHUH.

BbipakeHHOE TOBBIIIEHHE AKTUBHOCTH «IEUYEHOYHBIX» TpaHCaMMHAa3 WIH OuInpyOonHa
oTMedarock MeHee yeM y 3 % mamueHToB ¢ XMJI ¥ 0OBIYHO KOHTPOJIMPOBAIOCH CHUKEHUEM
J103Bl IIpenapaTa Wil BpEMEHHBIM IPEPBIBAHUEM JIEUEHUS (CPEAHSI IPOLOJKUTENBHOCTh TAKUX
3MM30/I0B COCTABJIsATIA OKOJIO | HeAemn).

Bcenencteue pucka pa3BUTHA CHUHApPOMA JIM3UCA OIYXOJIM IEpe] HAa3HAYECHUEM IIpernapara
HNmatunu® crnepyer npu  HEOOXOAMMOCTH CKOPPEKTHPOBATh KJIMHUYECKU BBIPAKEHHYIO

Acryuipataiuuro 1 MMOBLIINICHHBIN YPOBCHb MOUYEBOM KHCIIOTHI Y NauCHTOB.
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Bnuanue na cnocoonocme 6vlnoiHAmMbL NOMEHUYUATLHO ORACHBIE 8UObL 0eAMeNbHOCHU,
mpeodyrowjue nOBLIUEHHON KOHUWEHMPAUUU GHUMAHUA WU ObICHIPOMbL NCUXOMOMOPHBIX
peaxuuil

Hekoropeie moOounbie 3¢ (heKThl Npemnapara, TaKue Kak TOJOBOKPYKEHHE W HEUYETKOCTh
(3aTyMaHUBaHUE) 3pEHUs, MOTYT OTPHUIATENBHO BJIHMATH HA CIOCOOHOCTh K YIPABICHUIO
ABTOTPAHCIIOPTOM UM K BBINOJHEHUIO TOTEHIMAIBHO OMNACHBIX BHUJOB JESATEIBHOCTH,
TPeOYIOIMX MOBBIIICHHOW KOHIICHTPALUA BHUMAHUS U OBICTPOTHI ICUXOMOTOPHBIX peakiuii. B
CBS3M C OTUM TAaIMeHTaM, MoJiydaromuM VMaTuHUO, CcilenyeT MpOSBIATH ITOBBIIICHHOES
BHUMaHUE M OCTOPOXKHOCTh MPU YIPABICHUU TPAHCHOPTHBIMU CPEICTBAMH U BBINOJIHEHUU
MOTEHILIMAIbHO OMACHBIX BUAOB AEATENbHOCTH. [IpH MOSBICHUHM OMMCAHHBIX HEXENaTEIbHbBIX
SIBJICHHUU CIIETYET BO3JACPKATHCSA OT BHIMIOJHEHUS YKa3aHHBIX BUJIOB JI€ATEILHOCTH.

®opMa BbIIIYCKa

Kancyner 50 mr, 100 mr. Ilo 10 xancyn B KOHTYpHYIO STYEHKOBYIO yakoBKY U3 mieHku [IBX u
donbru antOMUHUEBON MEYaTHOM JIakupoBaHHOU Ui 1o 24, 36, 48, 96, 120 u 180 kamncyn Bo
¢dnakoH wim 6aHKY, YKYIOPEHHBIC KPBIIIKOW ¢ KOHTPOJIEM TIEPBOTO BCKPBITHS MM O€3 HETo, U3
MOJIMTUIICHA BHICOKOTO JIABJICHHUS.

[To 1 ¢makony unu 6anke unu mo 2, 3, 4, 8, 10, 12 unu 15 KOHTYpHBIX SYEHKOBBIX YIAKOBOK
BMECTE€ C MHCTPYKLUHMEW MO MEIUUMHCKOMY MNPHUMEHEHUI0 MOMEMIAIOT B MayKy M3 KapTOHA
KOpOOOYHOTO.

YcaoBust XxpaHeHust

XpaHUTh B 3aIUIIEHHOM TO CBETa MECTE MIPH Temreparype He Boimie 25 °C

XpaHUTh B HEIOCTYITHOM JUJIsI IETEH MecCTe.

Cpoxk rognocrTu

3 roxa.

He ucnonp30Bath 1Mo UCTEYCHUH CPOKA TOTHOCTH.

YcaoBus oTnycka u3 anrexk

Ortnyckaercs 1o perenty.

IOpuauyeckoe Jnio, Ha UM KOTOPOT0 BbIIAHO PerMCTPAIIMOHHOE YI0CTOBEPEeHne
000 «<HAHO®APMA JEBEJIOIIMEHT»,

420095, Pecriybnuka Tarapcran, r. Kazans, yn. Boccranus, 1. 100, od. 38

IIpousBoaurenn

000 «HAHO®APMA JIEBEJIOIIMEHT»,

Pecniyonuka Tarapcran, r. Ka3ans, yn. Boccranus, n. 102B.

WIH

000 «M3Bapuno Papmay,
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142750, r. Mocksa, a. M3Bapuno, teppuropus BHIIMJI, ctp. 1.
Ilpemensuu nompebumerneti Hanpasiams NO aopecy:

000 «M3Bapuno ®apmay

142750, r. Mocksa, 1. M3Bapuno, Tepputopust BHLUIM L, ctp. 1.
Ten.: (495) 232-56-55

dakc: (495) 232-56-54

HauanpHuK OoTJ€na perucTpanuu
000 «M3Bapuno ®apmay

E.A. ITocnienosa
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