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[ nnBek

Kon ATX:
e LO1XEO1
MeXxayHapoaHoe HenaTeHToOBaHHOe Ha3BaHue ([leAcTByloULee BelecTBO):

e NWmaTuHnb

NMone3sHble CCbIJIKMU:

LleHa B AiHpnekce [op3gpaB Cronunyku Anpenb

Cocpeectp™™™ Bukuneguna™t

PJIC VIDAL Mail.Ru Drugs.com?**

dopmMa BbinycKa:

Kancynbi Henpo3payHble, pa3mep Ne3, 0T CBETJ/I0-)KE/ITOr0 4,0 OPaHXXEBO-XXeNToro useTa, ¢ Mapkuposkon "NVR SH"
KPaCHbIMW YepHUAaMKN; COAEPXXMMOE Karncys - MOPOLLUOK 6en10ro ¢ XXeaToBaTblM OTTEHKOM LiBeTa.

1 Kanc.
hmMaTHMbGa me3nnaTt 59.75 mr,
HTO COOTBETCTBYET COAEPXKAHNIO MMaTUHNGa 50 mr

BcrniomoraTtesibHble BeLjecTBa: Lennnn03a MUKPoOKpUCTaaanyecka - 46 mMr, KpoCnoBUAOH - 7.5 Mr, KpeMHUa AnoKcna
KONIONAHbIA 6€3BoAHbIN - 1 M, MarHusa cteapaT - 750 MKr, TuTaHa anokcng, - 380 MKr, )xenaTuH - 47.51 mr, kpacutenb
Xesesa OKCUA XKenTbln - 110 MKr.

CocTaB YepHW/I: KpacuTesb )Xenesa OKCuA KpacHbi (E172), wennak, NeunTuH CoeBbIn.

10 wT. - 6auncTepsbl (3) - MAYKM KapTOHHbIE.

Kancynbl Henpo3payHble, pa3mep Nel, OT OpaH>XeBOro A0 OPaH»XXeBOro C CepoBaTbiM OTTEHKOM LiBeTa, C Mapkuposkon "NVR
SI" KpaCHbIMW YepHUIAMW; COAEPXKMMOE Karcy - 6e1oro C )XesToBaTbiM OTTEHKOM LiBETA.

1 kanc.
himMaTHMGa Me3nnaTt 119.5 mr,
HTO COOTBETCTBYET COAEPXKAHWUIO NMATUHNOA 100 mr

BcriomoraTtesibHble BeLjecTBa: Leion103a MUKPOKpUCTananyeckas - 92 Mr, KpoCnoBuUAOH - 15 Mr, KpeMHUS ANoKCua
KONNonAHbIN 6€3BOAHbIN - 2 MI, MarHus cTeapaT - 1.5 Mr, TuTaHa gunokcug - 600 MKr, »xenaTuH - 74.81 Mr, Kpacutesnb
Kesnesa okeupa XKenTtei - 30 MKI, KpacuTesb XXene3a OKCUA KpacHbI - 560 MKr.

CocTaB YepHWII: KpaCUTesb XKenesa oKCua KpacHoln (E172), wennak, NeUNTUH COEBbLIN.

12 wT. - 6amncTepsbl (2) - Ma4kn KapTOHHbIE.
12 wT. - 6ncTepsl (3) - MaYKN KapTOHHbIE.
12 wT. - 6auncTepsbl (4) - MAYKM KapTOHHbIE.
12 wT. - 6ancTepsbl (8) - MayYyky KapTOHHbIE.
12 wT. - 6mcTepsl (10) - Na4YkKn KapTOHHbIE.
12 wT. - 6aucTepsbl (15) - Na4kM KapTOHHbIE.

Tabnerkw, NOKpbITbIE 060/104KOM OT TEMHO-)XXENTOro 0 KOPpMYHEBATO-0PaH>XXEBOIro uBeTa, Kpyriable, 4BOAKOBbINYKJblE, C
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chackon, Ha ofHON CTopoHe MapkunpoBka "NVR", Ha Opyron cCTopoHe MapkupoBka "S" 1 "A" Mo pa3Hble CTOPOHbLI OT PUCKMU.

1 Tab.
hiMaTHMba me3mnaT 119.5 wr,
HTO COOTBETCTBYET COAEPXKAHNIO MMaTUHN6a 100 mr

BcriomoraTesibHbie BeLjecTBa: Lesn103a MUKPOKPUCTAI/INYECKas, KPOCMOBUAOH, TMMPOMEessio3a, KpeMHUS UOKCUA
KONIOUAHbIN, MarHns cTeaparT, )Kefie3a OKCUA XenTbi, Makporon 4000, TanbK, xenesa oKCUA KpacHbIN.

10 wT. - 6mcTepsl (2) - Ma4YKN KapTOHHbIE.
10 wT. - 6amncTepsbl (6) - MaYKM KapTOHHbIE.

TabneTku, NnoKpbiTbie 060J104KOH OT TEMHO-XEJITOrO A0 KOPUYHEBATO-OPAHIXKEBOIO LiBETA, OBaJibHble, ABOSIKOBLIMYKJIbIE,
C packomn, Ha 0gHON cTopoHe Mapkuposka "400", Ha Apyrown ctopoHe MapkmpoBka "SL" n "SL" no pa3Hble CTOPOHbI OT PUCKMU.

1 Tab.
himaTHMbGa me3nnaTt 178 mr,
HTO COOTBETCTBYET COAEPXKAHUIO MAaTUHNGA 100 Mr

BcriomoraTtesibHble BeljecTBa: Leiono3a MUKPOKPUCTaNNMYeCcKas, KpOCNoBMAOH, TMMPOMEno3a, KpEMHUA ANOKCUA,
KOJUIOUAHbIV, MarHnsA cTeaparT, )Kefie3a OKCUA XenTbir, Makporon 4000, TanbK, xKenesa OKCUA KpacHbIN.

10 wT. - 6auncTepsbl (1) - Na4km KapTOHHbIE.
10 wT. - 6mcTepsl (3) - Ma4YKM KapTOHHbIE.

dapmMmakoTepaneBTU4YecKan rpynna:

e [IpoTMBOONYXONEBbLIE CPEACTBA

dapMaKoJsiormieckme CBoMcTBa:
tDapmaKo,quHaMuKa

MpoTnBOONYyX0NEBLIN NpenapaT, MHFMBNTOP NPOTEMHTNPO3NHKNHA3bI. iIMaTuHNG oka3biBaeT n3bupatenbHoe NHrnbupyouiee
nencrTeme Ha pepmeHT Ber-Abl-Tupo3nHknHasy, obpa3syroLllyocs Npu CINsSHUK yHacTka reHa Ber (breakpoint cluster region) n
npoTooHkoreHa Abl (Abelson), Ha KeTO4YHOM ypOBHe, CENEKTMBHO NodasBaseT npoandepannio 1 Bbi3biIBaeT anonTo3
KNEeTO4YHbIX JIMHWUIA, 3KCrpeccupyowmx Ber-Abl TUpO3UHKNHA3yY, BK/lOYaa He3pesble NeKo3Hble KNeTkn, obpa3sytowmnecs y
MauneHTOB C NOJIOXKNTESIbHbIMU MO MUIaAebPUACKOA XPOMOCOME XPOHNYECKNUM MNESIOSIENKO30M U OCTPbIM
AMMpo61acTHLIM NENKO30M.

NMaTnHMG cenekTUBHO MHIrMbnpyeT Bcr-Abl-no3nTUBHBLIE KOJTOHUKW, NONYYEHHbIE N3 KNETOK KPOBU BOJIbHBIX XPOHUYECKNM
MWNEsI0NENKO30M.

NMaTuHMG MHrnbupyeTt nponvdepaunio 1 MHAYLMPYET anonTo3 KNEeTOK CTpoMasbHbIxX onyxonen XKT, skcnpeccumpyoLmx
TUPO3UHKKMHa3y ¢ myTaumen c-Kit peuenTtopa.

AKTVBaUMSA peLenTopoB K (hakTopam pocTa TPOMBOUMTOB Uan Abl-hparMeHTa TUPO3MHKMHA3bl MOXKET ABNSTHCSA MPUYMHON
pa3BUTUS KaK MUENOoANCMIACTUYECKUX/MUENoNpoandepaTUBHbIX 3a6071eBaHUN, Tak U TMNepP303MHOMUILHOrO CUHAPOMA U
XPOHUYECKOro 303MHOUIIbHOIO Nieiiko3a 1 BbibyxatoLlel nepMaTodubpocapkomel. AkTuBauus c-Kit peuentopa
TUPO3MHKIMHA3bl 1 PELLenTOPOoB K (DakTopaM pocTa TPOMOOLIMTOB MOXKET JieXaTb B OCHOBE MaToreHesa CUCTEMHOIO
MacTounTosa. UMaTuHNG nHrnbrpyeT nepefadvy curHana B KJAeTKax U KNeTOYHY0 NponndepaLmnio, BO3HMKALNE B
pe3yfnbTaTe HapyLUeHUs perynsaumm akTUBHOCTY (PakTOPOB pocTa TPOMBOLIMTOB 1 CTBOJIOBbIX KNeToK, c-Kit-peuenTopa u Abl-
(pparMeHTa TUPO3UHKNHA3I.

Mpu npumeHeHnn MaTUHUGa y NauneHToB C HeonepabenbHLIMU U/UMAN MeTacTaTUYECKMMU 3/I0KaYeCTBEHHbLIMA
racTPONHTECTMHAJIbHbIMU CTPOMaJIbHBLIMU OMYXONAMN OTMEYanocb 4OCTOBEPHOE yBeNYeHMe 061 el BbKMBAeMOCTH
605bHbIX (48.8 Mec) n BbhxMBaeMocTn 6e3 npusHakoB 3abonesanHus (21 mec).

ALbIOBaHTHasA Tepanusa npenapaToM raCTPOMHTECTUHAsbHBIX CTPOMasIbHbIX OMYXOJIEN CHUXKAET PUCK Pa3BUTUS PELUANBOB
Ha 89%, yBenM4ymMBaeT BbI>XKMBaeMoCTb 6e3 npnsHakos 3aboneBaHunsa (38 mec uMaTnHMG B cpaBHeHUM ¢ 20 mec nnauebo).
AQblOBaHTHasa Tepanusi NpenapaToM racTPOMHTECTUHAaIbHLIX CTPOMasibHbIX OMyX0Jel B Te4eHre 3 neT NpuBoanT K
3HAYMTENIbHOMY YBEJINYEHMIO 06LLEN BbIXXKMBAEMOCTHU N BbKMBAEMOCTU 6e3 NprM3HaKoB NporpeccmpoBaHus 3abonesaHuns no
CpaBHEHMIO C Tepanuen B TeyeHne 1 roaa.

PapMaKOKNHETHUKa

dapMaKoKMHeTNYecKne napameTpsbl [IMBeKa oLeHMBanNCb B gnanasoHe Ao3 oT 25 mr go 1000 mr. ®apMakoKnHeTn4yeckne
npouan aHanN3MpPoBaNNCb B 1- AeHb NPUMEHEHMS, @ TaKXXe MpU AOCTUXXEHUN PABHOBECHbIX KOHLUEHTpaunn nmatnuHmnba B
nnasme Ha 7-n unn 28-n OeHsb.

BcacbiBaHne

Mocne npuema BHyTpb 6BUOAOCTYNHOCTL NpenapaTa cocTaBnseT B cpenHeM 98%. KoadhduumeHT Bapmnaummn ana AUC

cocTtaBnseT 40-60%. B anana3zoHe o3 ot 25 o 1000 Mr oTMmeyeHa npsaMas JIMHenHasa 3aBUCMMOCTb 3HavyeHnsa AUC oT
BeJINYNHbI [03bl.
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Mpw npneme nNpenapaTta C NULLEN C BICOKMM COAEP)XaHNEM XUPOB, B CPAaBHEHMN C MPMEMOM HaToLakK, oTMeYaeTcs
He3HaYNTeNbHOE CHU)XEeHNE CTerneHn BcacbiBaHNSA (yMeHbleHne Cy . UMaTuUHUOGa B nnasme kKpoBu Ha 11%, AUC - Ha 7.4%) n
3aMefJieHne CKOpoCTU BCacbiBaHUA (yBennyeHune T, MMaTMHNbGa B niasMe Kposm Ha 1.5 4).

PacnipenesneHne

Cssi3biBaHUEe nmaTuHmMba c 6enkamMm nnasmMbl COCTaBASET 0K0J10 95% (rnaBHbIM 06pa30M C aﬂbﬁyMI/IHOM N KncnbiMnm a-
ramKkonpoTenHamm, B He3Ha4YNTesIbHON CTEeMeHu - C )'IVII'IOI'IpOTeVIHaMVI).

MeTabosnsm

NmaTnHmMb meTabonusnpyeTcs, rnaBHbIM o6pa3om, B neveHn ¢ obpa3oBaHnem ocHoBHoro metabonuta (N-
AeMeTUINPOBaHHOIo NMMNePasnHOBOro NPOM3BOLAHOMO), LLUPKYJINPYIOLLEro B CUCTEMHOM KPOBOTOKE. In vitro meTabonut
nMmaTnHMba obnapaeT hapMaKosoOrn4eckom akTUBHOCTbIO, CXOOHOW C aKTMBHOCTLIO MCXOAHOI0 BewecTBa. 3HavyeHe AUC
MeTabonuTa coctaBnseT 16% ot AUC nmatuHuba. CeA3biBaHNEe MeTabonnta ¢ 6enkamm nnasmbl NnogobHO TakoBOMY AN
nMaTnHmba.

BbiBegeHne

Mocne npuema ogHOM A03bl NpenapaT BbIBOAUTCA U3 OpraHn3Ma B TeveHue 7 gHel, NnpenMyLecTBeHHO B BUae metabonmtos
(68% - c kanom 1 13% - c mo4on). B HeM3amMeHeEHHOM BUAE BbIBOAUTCS 0KO0 25% A03bl (20% - € KasioM 1 5% - ¢ Mmo4yoin).
Ty, MMaTUHNGa cocTaBNseT 0KoJo 18 u.

Mpn NOBTOPHbLIX NpMeMax npenapaTta 1 pas/cyT papMaKoKNHETUYECKME NapaMeTpbl He n3MeHsoTcs, a C, MMaTnHNGa
rnpesblllaeT NCXoAHYo B 1.5-2.5 pasa.

PapMaKOKUHETNKA B OCOObLIX KIIMHUYECKNX CTyYaax
Y naumeHTOB cTapwe 65 net V4 yBenm4mBaeTcs He3Ha4YMTeNnbHo (Ha 12%).

[na naumeHTOB C Maccon Tena 50 Kr cpegHAs BeNn4nHa KampeHca umaTtuHmnba coctasnseT 8.5 n/4, a 4N9 NnauneHToB C
Maccon Tena 100 kr - 11.8 n/4. OAHAKO 3TK pas3Myns He ABNAIOTCA CYLLeCTBEHHbIMU N HEe TPebyloT KOppPeKLnn 403bl
rnpenapaTta B 3aBMCMMOCTM OT MacChl Tesla NauneHTa.

dapMaKoKNHETUNKa nMaTnHMba He 3aBUCUT OT MNoJa.

N3MeHeHWs MoKasaTenen KMpeHca u Vq uMaTrHnba npu o4HOBPEMEHHOM NPUMEHEHWN C APYTUMUN NTeKapCTBEHHbIMY
CpeAcTBaMM HEeCYLLEeCTBEHHbI U He TPebyloT nsMeHeHns 403bl.

Y netel n NOAPOCTKOB B BO3pacTe A0 18 neT, Kak 1 y B3poC/ibiX, UMaTMHNG BbICTPO BCackiBaeTCsa Nnocsie npnema BHyTpb. AUC
B AMana3oHe 003 260 u 340 Mr/mM? cxofHa C TaKoBOWA y B3pOC/bIX B Anana3oHe 1o3 400 mr n 600 Mr cooTBeTCTBEHHO. Mpwn
CpaBHeEHUN Yy AeTen 1 NoapocTKoB 3Ha4YeHnn AUC 54y Ha 1-11 1 8-11 AHM Nocsie NOBTOPHOro npuema npenapata B fo3e 340
Mr/m? 1 pas/cyT oTMeYaeTcs Bo3pacTaHuWe BeNnYMHbLI 3TOro nokasaTens B 1.7 pa3a, CBUAETENLCTBYIOLLEE O KYMYy ALK
nMaTnHmba.

Y naumeHToB C pa3J'IVI‘-IHOIZ CTeneHb HapylweHna dpyHKLI,I/II/I nevyeHm cpeaHme 3Ha4eHuns AUC He yBeINYNBaOTCA.

Mpn npyMeHeHUN nMaTUHWOa y NaUMEHTOB C IEFKMMU AN YMEPEHHBIMU HapyLleHnamMmn yHKUnm novek (KK > 30 Ma/MuH)
OTMeYaeTCsa MoBbILWeHMe 3KCNo3uuum npenapaTa B nna3me B 1.5-2.0 pa3a, COOTBETCTBYOLEE YBENNYEHNIO KOHLEHTpaLuumn
KUCAIbIX O-FIMKOMPOTENHOB (OCHOBHbIX 6€/1KOB M1a3Mbl, CBA3bIBAIOLMUXCSA C UMaTUHMOOM). MOCKONbKY npenapaT
He3Ha4YuTesIbHO BbIBOAUTCA NOYKaMu, kKnnmpeHc ceobogHoro nmaTuHmnba 611 0AMHAKOBLIM NS 340P0BbIX 406POBOJbLIEB U
MauneHTOB C HapyLeHnaMU hyHKUMK noYvek. Koppenaunmn mexay 3KCno3mumen npenapaTta U TAXKeCTbio NOYeYHbIX
HapyLLUEHN He BbISBJIEHO.

Moka3zaHuA K NPUMEeHeHMIo:

— BMepBble BbISIBJIEHHbIN MNON0OXUTENbHbIN N0 unagensuinckon xpomocome (Ph+) xpoHN4eCcknim MMenonaHbIn 1enkKos
(XMJ1) y peten n B3poCbIX;

— Ph+ XMJ1 B xpoHu4eckown hase npu Heyaaye npefllecTBYOLLEN Tepanum MHTepdepoHoM anbda nin B ase
akcenepauum, nnn 6nacTHOro Kpmsa y AeTen u B3poCbiX;

— BMepBble ANAarHOCTUPOBAHHLIA NOJIOXKUTE/bHbLIA N0 punagensPunckon xpomocome (Ph+) octpbii "M o61aCcTHBIN NENKOo3
(O1N1) y B3pOC/bIX NALMEHTOB B KOMOUHALMK C XMMUOTEpanuen;

— peunaunBupyoWwmin nnn pedpakTepHsin Ph+ OJ1JTy B3poC/bix NauneHToB B Ka4eCcTBEe MOHOTepanuu;

— MuenogucnaacTuyeckne/MmenonponmgepaTuBHole 3aboneBaHns, CBA3aHHbIE C FTeHHbIMUW NepecTpoikamMmn peLenTopa
hbakTOpa pocTa TPOMOOLIUTOB, Y B3POC/IbIX NALMEHTOB;
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— CUCTEMHbIA MaCTOLMNTO3 Y B3POC/bIX NaLMeHTOB C oTcyTcTBMeM D816V c-Kit MyTaumm nnm c HemssecTHbIM c-Kit
MYTaUMNOHHbIM CTaTyCOM;

— rUNep303MHOMUABLHbBIA CUHAPOM U/UAN XPOHNYECKNIA 303UHOMUIIbHBIN NEeNKO3 Yy B3POC/IbIX C MO3UTUBHOW AN HEraTUBHOMN
aHomasnbHoM FIP1L1-PDGRF anbta-Tpo3nHKNHa3om;

— HeonepabenbHble N/MAN MeTacTaTUYeCKUe 3/10Ka4eCTBEHHbIE FaCTPONHTECTUHAJIbHblE CTPOMaJibHble ONYyX0sn
no3nTmsHble no c-Kit (CD 117) y B3poCbIX MauMeHTOB;

— afblOBaHTHas Tepanus racTPOUHTECTUHAJbHbLIX CTPOMAJIbHBLIX OMyX0sen No3nuTrBHbIX Mo c-Kit (CD 117) y B3poc/bIX
nauveHToB;

— HeonepabenbHas, peumamBupyioLwas n/unm metTactTaTnyieckas BoibyxatLlas gepMaTodpubpocapkoma y B3poCsbix
nauveHToB.

OTHOCMTCH K bone3HaM:

e [acTpur
e [lepMmaTtuTt
¢ Koma

e Jlenko3

e Jlumdoma
e MacTtut

e Munesoma
e Onyxoau
¢ Tpomb0o3

npOTMBOI'IOKaBaHMH:

— 6epeMeHHOCTb;

— nepuopa naktauum (rpygHoro BCKapMnBaHus);

— [eTCKui BO3pacT A0 2 neT (3hheKTUBHOCTb U 6€30MacHOCTb A0 HAaCTOALLEro BpeMeHN He yCTaHOBJIEHbI);
— NOBbILLEHHas YyBCTBUTENIbHOCTb K KOMMOHEHTaM npenapara.

C OCTOPOXKHOCTBLIO CNefyeT HasHavyaTb [IMBEK NauneHTaMm C TSXKeN0M NeYeHoYHOM HeA0CTAaTOYHOCTLIO, TSXKEbIMU
HapyLeHUaMn YHKLUN MOYeK, CepAEeYHO-COCY ANCTLIMU 3a601eBaHNAMMN UM NPU HANYUK (PAKTOPOB PUCKA Pa3BUTUA
cepAeyHol HeaoCTaTOMHOCTY, @ TakXXe MNpu NPoBeAeHNN PerynsapHoi npoueaypbl remoananunsa.

Cnocob npuMeHeHuA u [03bl:

MpenapaT cheayeT NpuHMMaThL BO BPeMS eAbl, 3annBas NosiHbIM CTakaHOM BOAbl, YTOObI CHU3UTb PUCK Pa3BUTUS XKeyOo4HO-
KULeyHbIX paccTtponcTs. Jo3bl 400 mr n 600 Mr/cyT cneayeT npMHUMaTh B 1 npueM; cyTo4vHyto o3y 800 mr cnepyeTt
pasgennTb Ha 2 npuema - no 400 Mr yTpoM 1 BEYEPOM.

MauneHTam, HE NMEeLW MM BO3MOXKHOCTWN NPOraoTUTbL TabneTKy nam Kancyny LeanmkoMm, HanpuMmep, eTaM, npenapaT MOXXHO
NMPUHMMaTb B pasBefeHHOM BuAae; TabneTkn nnm cogepxmmMoe Kancyn passoasT BoOon nnm si6104HbIM cokoM. Heobxoanmoe
KONMYecTBO TabneTok nam noMeLLatoT B CTakaH, 3a/IMBaloT XXUOKOCTbIo (MpnbnmsntensHo 50 Ma XnpoKocTn gns Tabnetok
100 Mr 1 100 mn - gna Tabnetok 400 Mr) n pasmMeLlLunBatloT JIOXKKON; B pe3ysibTaTe obpasyeTcsa cycneHsus. MNony4msuiyrocs
CYCMeH3uo csieayeT NpUuHMMaTb BHYTPb Cpa3y rnocsie npuroToB/IEHNS.

Mpw xpoHn4eckom muenongHoMm nevikose (XMJ1) pekomeHayemas fo3a npenapaTa MMmBek 3aBUCKT OT a3kl 3abonesaHus. B
XpoHun4yeckyto a3y XMJ1 nosa coctaBnsietT 400 mr/cyT; B a3y akcenepaummn n npm 6n1actHoMm kpuse - 600 mr/cyT. MNpenapaT
cnepyeT NpvHMMaTh 1 pas/cyT.

JleyeHne npenapaToM MPoOBOAAT A0 TEX MOp, MOKa COXPAHAETCA KINHUYECKUN 3 GeKT.

Mpn OTCYTCTBMN BbIpaXXEHHbIX NOBOYHBIX IPHNEKTOB N HEMTPOMNEHUN NN TPOMBOLIMTONEHNN, HE CBA3aHHbIX C NENKO30M,
BO3MO>XHO MoBbilleHne Ao3bl ¢ 400 mr go 600 mr nnm go 800 Mr y nauneHToB B XpOoHMYeckoln dase 3aboneBaHus, n c 600 mr
00 800 Mr/cyT y nauneHToB B ha3e akcesepauum n npu 61acTHoOM Kpuse. Takoe NoBbiLLEeHNE L03bl MOXKET 6biTb He06X04MMO
npw nporpeccmpoBaHum XMJ1 (Ha noboi ctagmmn), Npyn oTCYyTCTBUM YAOBJETBOPMUTENLHOMO reMaToJ/IOrMYeCKOro 0OTBeTa nocsie
3 MeC fle4eHMUS, ULMTOreHeTN4eCcKoro oTeeTa Yyepes 12 Mec Tepanuu uam nNpu ytpate paHee AOCTUIHYTOro

remMaToJIOr M4eckKoro /Ui LMToreHeTUYeCckKoro oTBeTa.

Pac4yeT pexnma [03MpoBaHNA y AeTen cTaplue 2 sieT OCHOBbIBAETCH Ha MJIOLaAn NOBEPXHOCTM Tena. Jo3bl 340 MF/MZ/CyT
PEKOMEHAYIOTCS y AeTeln ¢ XpoHunyeckon azon XMJ1 n cdaszon akcenepauunmn. Obuias cyTovHas fo3a y geTen He f0JKHa
npesbiwaTb 600 Mr. CyTOYHYO 403y NpernapaTa MOXXHO MPUHUMaTb OLHOMOMEHTHO WN pa3feinTb Ha 2 paBHbIX NpueMa -
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yTPOM 1 BE4YepoM.
Mpw Ph+ ocTpom nnmeobiacTHOM neriko3e pekoMeHayemas fosa nmeeka coctaBnsieT 600 mMr/cyT.

Mpu MuenoancnnacTudeckux/mmenonpoangepaTuBHbix 3abosieBaHNAX pekoMmeHayeMas fo3sa [nmBeka coctasnseT 400
Mr/cyT.

Mpu HeonepabebHbIX U/MAN METACTaTUYECKMNX 3/I0Ka4YeCTBEHHbLIX CTPOMaJslbHbIX 0yxo/sax XKKT pekoMmeHayeMas fo3a
[nnBeka coctansieT 400 Mr/cyT. Mpn oTCyTCTBMM NOBOYHBLIX 3hHEKTOB NpenapaTa N HEAOCTAaTOYHOM OTBETE BO3MOXKHO
yBenmyeHne cyTo4yHon o3bl nmneeka ¢ 400 mr no 600 mr nam oo 800 mr.

Mpu nosiBNeHNN NPU3HAKOB NporpeccnpoBaHns 3aboneBaHuna Tepanuio MMBEKOM c/ielyeT NPeKpaTUThb.

Mpu NpumMeHeHNV NpenapaTa B Ka4eCcTBe agbloBaHTHON Tepanun y nauneHToB C raCTPOUHTECTUHAIbHBIMU CTPOMasbHbIMU
onyxoJssiMy pekoMeHayemas fosa coctasnseT 400 Mr/cyT. MMHUMaNbHas NPOLAO/IKNTENIbHOCTb JleYeHus - 3 roga.
OnTuManbHasa BANTENbHOCTb afbloBaHTHOM Tepanuu He YCTaHOBEHa.

Mpw HeonepabenbHOW, peunanBUPYIOLLEN N/ MeTacTaTnYeCcKow BeibyxarLen gepMmaTopunbpocapkoMme pekomeHayemas
no3a nneeka coctasnsiet 800 mr/cyT.

Mpw cuctemHom mactoumTose npu otTcyTcTBMmM D816V c-Kit myTauum pekomeHgyemas no3sa nueeka coctasnaeTt 400 mr/cyT.
Mpn Hen3BeCTHOM MyTaLMOHHOM CTaTyCe N HefO0CTaTOYHON 3P HEKTUBHOCTY NpeablayLlen Tepannun pekomeHgyemas Ao3a
coctaBnseT 400 Mr/cyT.

Mpn cnctemHom MacToumnTo3e obycnosneHHOM aHoManbHon FIP1L1-PDGFR a-Tupo3nHKMHa3o0m, obpa3yoLlencs B pesynbTaTe
cnuaHna reHos Fip likel n PDGFR, pekoMeHayeMas HavdanbHaa fo3a coctasnseT 100 mr/cyT. MNpu HegocTaTo4YHOM
3P (PEKTUBHOCTN N OTCYTCTBUMN BblparKeHHbIX MO60YHbIX 3(hEKTOB BO3IMOXKHO MoBbIleHne A03bl Ao 400 Mr/cyT.

Mpw runep303uMHOGUILHOM CUHAPOME /WM XPOHNYECKOW 303nMHOGPUIbHON nevikemuy (F9C/X3J1) y B3pOoCbiX NauMeHToB
pekoMeHayemas nosa coctasnseT 400 mr/cyT. Y 60nbHbIX ¢ T3C/X3J1, 0obycnoBneHHbix aHoManbHon FIP1L1-PDGFR a-
TUPO3MHKNHA30M, peKoOMeHAyeMas HavyanbHaa fo3a coctasnseT 100 mr/cyT. Mpu HefoCTaToO4HOM 3PPEKTUBHOCTU U
OTCYTCTBUN BblpaXKeHHbIX MOHBOYHbLIX 3(PPEKTOB BO3MOXKHO MOBbILLIEHME f03bl 0 400 Mr/cyT.

JledeHmne npenapaToM NPOBOAAT A0 TEX MOP, MOKA COXPAHAETCH KIMHUYECKNI 3 deKT.

MockoibKy MMAaTUHUG MeTaboNn3MpyeTCcs riaBHbIM 06pa3oM B NeYeHr, NalMeHTaM C IErKUMU, YMEPEHHbIMU NN
TAXKeNbIMU HapyLleHnaMU PYHKLUU NeYveHu [NIMBeK ciefyeT Ha3HavyaTb B MUHMMaIbHOW CyTO4YHOW fo3e - 400 mr. Mpu
pPa3BUTUN HeXeNaTeslbHbIX TOKCUYECKMX 3h(eKToB [03y NnpenapaTta HEO6X0AMMO YMeHbWNTL. CieayeT C 0CTOPOXHOCTLIO
Ha3Ha4vaTb NpenapaT NaLuMeHTaM C TSXKE0M NeYeHOYHON HeLOCTaTOYHOCTbIO.

MoYKM He UrpatT CyLLEeCTBEHHOW PO B BbIBEAEHUM NMaTMHNOGa 1 ero MeTabonToB. Y nauMeHTOB C HapyLUeHUAMU

¢ yHKUUM novYeK nnm y 60sbHbIX, KOTOPBLIM TPpebyeTca cucTemaTuyeckoe npoBeaeHue reMmoaunasnusa, jiedeHme
npenapaTom [MBeK cnepyeT Ha4YMHaTb C MUHMMAabHOM 3 dekTUBHON A03bl - 400 Mr 1 pas/cyT, cobnofas 0OCTOPOXKHOCTb.
XOTS OnbIT NpUMeHeHNs NBEKa Y NalMEeHTOB C TAXKeJ1biIMU HapyLUeHUAMU (PYHKLMKU NOoYeK 1an npu npoBegeHnn
peryaspHon npouenypbl remoanannsa orpaHnYeH, y AaHHON KaTeropum 60bHbIX Tepanuio npenapaToM TakXXe MOXXHO
HaynHaTb ¢ 400 mr 1 pas/cyT.

Mpn HenepeHocuMocTn MMBEKa HavasibHas [o3a nNpernapaTa MoXXeT ObITb CHUXXEHa, NMPY HeAOCTAaTOYHON 3PPEKTUBHOCTY -
yBesnyeHa.

Y nauMeHTOB NOXKMNJIOro Bo3pacTa He TpebyeTcs KoppeKkuun pexxrma A031poBaHus npenapara.
KoppeKuusa pe>XXmMa A03MpPOBaHUA NPU Pa3BUTUMU HeremMaTosioruieckux nob6ouHbix acpdekTor npenapara

Mpu pa3BuTnK N6Oro cepbe3HOro HeremaTosI0rnyeckoro Nobo4Horo adhdekTa, CBA3aHHOIO C MPMEMOM npenapaTa,
Tepanuio cjlegyeT npepBaTh A0 Pa3peLlleHmns cuTyauumn. 3aTeM nevyeHne MoxeT ObiTb BO30OHOBIEHO B 103€, 3aBUCALLEN OT
Ts>KecTn Habntopaswerocs noboyHoro agpgekTa.

Mpu yBenn4eHnn KoHUeHTpaum 6nnnpybrnHa n noBbILLEHNMN aKTUBHOCTM TPaHCaMMHa3 NevyeHn B CbIBOPOTKE KPOBU B 3 1 5
pa3 Bbllwe BH cooTBETCTBEHHO, JlIe4eHne npenapaToM cnefyeT BPeMEeHHO NPUOCTAaHOBUTb A0 CHMXXEHWS KOHLEHTpaumum
6bnnupybunHa fo 3HavyeHnsa meHee 1.5xXBI'H n akTMBHOCTM NeYEHOYHbIX TPaHCaMUHa3 A0 3HaYeHnss MmeHee 2.5xBIH.

Tepanuio MnBekoM BO30OHOBASAIOT C YMEHbLLUEHHOM CYTOYHOW A03bl: Y B3POCAbIX 403y YMeHbLlatoT ¢ 400 mr go 300 mr/cyT
nan ¢ 600 Mr fo 400 Mr/cyT, unm ¢ 800 Mr fo 600 Mr/cyT; y meTe# - ¢ 340 o 260 mMr/mM?/cyT.

KoppeKkuus pe>XxmuMa A,03MPOBaHUA NPU Pa3BUTUU Cepbe3HbIX NO60YHbIX 3(PPEKTOB CO CTOPOHbLI CUCTEMBI
KpoBeTBOpeHus (Taxenble TpoMGoLMTONEHUA, HEUTPONEHUS)

Mpyu BO3HMKHOBEHUMN HeTponeHun n TpombountoneHnn TpebyeTcs BpeMeHHasa OTMeHa npenapaTa Wi yMeHbLUEeHUe ero
[03bl, B 3aBUCUMOCTUN OT CTEMEHN BbIPaXXEHHOCTM 3TUX HeXXenaTeNbHbIX ABNeHWR. MNpu cuctemHom mactouymtose (CM) n
runep303MHOGUIIbLHOM CUHAPOME /WM XPOHNHYECKON 303MHOGDUIIbHOV nevikeMun (FIC/X3J1), 06y CcnoBAeHHbIX aHOMaslbHOM
FIP1L1-PDGFR a-Tupo3uHKnHa3o/ (Ha4anbHas no3a nmeeka 100 Mr), B ciiyyae CHUXXeHMs abCoNtoTHOro Yncia HenTpodmios
<1000/MKn n/vnn Yynucna TpomboumnToB <50 000/MKN pekomeHayeTCA:
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— OTMeHUTb [NnBeK A0 Tex rnop, Noka abCcoNtoTHOE YNCI0 HENTPOUIOB He cTaHeT = 1500/mMkn n TpomboumnToB =75
000/mkn;

— B0306HOBUTL fleyeHne MmBekoM B fo3e, I'IpVIMEHFlEMOVI A0 npepbiBaHUA Tepanun.

Mpw xpoHnyeckovi paze XMJ1y peTen n B3POCAbIX, 3/J0Ka4YeCTBEHHbIX CTPOMaJslbHbIX 0ryxossax XXKT,
MuenoancraacTndeckux/mmenonpoangpepatnsHbix 3abonesaHnsax, CM n I3C/X3J1 y B3pocabix NauMeHToB (Ha4YanbHasa no3a
onsa B3pocnbix - 400 mr, ong peten - 340 Mr/m?) B c/lyqae CHMXeHUa abCcoNtoTHOro Ynucna HenTpogunos <1000/Mkn n/nnn
yucna TpombounToB < 50 000/MKN pekomeHayeTCs:

— OTMeHUTb FNnBeK A0 Tex nop, noka abconoTHOE YMCNI0 HENTPOUIOB He cTaHeT =1500/mMkn n TpombouunToB =75
000/mKkn;

— B0306HOBUTL sleyeHne MrBekom B nose, FIpI/IMeHﬂeMOVI A0 NpepbiBaHNA Teparnun.

B cny4ae nmoBTOPHOro CHMXeHUsA Ynucna HenTpogunos < 1000/mMkn n/unn Yyncna Tpombountos <50 000/MKN cnepyeT CHOBa
OTMEHUTb MnBEK 40 Tex nop, rNoka abCcoNoTHOE YMUCN0 HENTPOUIOB He cTaHeT =1500/mMkn n TpomboumToB =75 000/mMkn, a
3aTeM BO30OHOBUTL JlevyeHue NnBekoM B yMeHbLueHHon fo3e 300 mr (y peTen - 260 Mr/M2).

B a3y akcenepauum n 6aacTHoro kpusa XMJ1y peten u B3pocnabiX 1 Npu Ph+ ocTpom numMgobaacTHOM nerikose 'y
B3pOC/IbIX NALMEHTOB (HavasibHasa fo3a ANs B3pocsbix - 400 mr, ona peten - 340 Mr/M?%) B c/lyqae CHMxXeHusa abcontoTHOro
yucna HenTpodunos <500/Mkn n/mnm 4ymncna TpomboumnTos <10 000/mMkn nocne ogHoro n 6onee mecsALEB leveHNs
pekoMeHayeTca:

— MPOBEPUTH, ABNSETCS N LNTONEHNA CeaCcTBUEM Nenko3a (MccnepnoBaHne KOCTHOMO Mo3ra);

— €CJIN UMTOMEHNSA He CBSI3aHa C JIeMKo30M, YMeHbLWUTb f03y MNuneeka no 400 mr (y meTemn - 260 Mr/m2);
- 2y.

— eC/IN UMTOMNEHUS COXPaHAETCHA B Te4YeHne 2 Hefenb, yMeHbWwnTb Ao3y Ao 300 mr (y meten - 200 mr/m?);

— €CJIN UNTOMNEHNSA COXPaHAETCS B TeYeHne 4 Hefesnb 1 ee CBA3b C JIENKO30M He NOATBEepXAeHa, OTMeHUTb [NMBeK [0 Tex
rnop, noka abcostoTHoe YNC/I0 HENTPOUIOB He cTaHeT =1000/MkN 1 TpombouunToB =20 000/MKN; 3aTeM BO30OHOBUTL
nevyerue Nusekom B fose 300 mr (y petem - 260 Mr/M2).

Mpu HeonepabebHOU, peunanBUPYOLLEN N/Man MeTacTaTnyeckou BoibyxaroLuen aepmaTogpmbpocapkome (HavanbHasa f03a
nnBeka 800 Mr) B ciiydae CHMKeHUsA abcontoTHOro Yyncna HenTpogunos <1000/mMkn u/mnm Yncna TpomboumTos <50 000/mMkN
pekoMeHayeTCs:

— OTMeHUTb FNnBeK A0 Tex rnop, Noka abCcoNtoTHOE YNCI0 HEMTPOUIIOB He cTaHeT = 1500/Mkn n TpombouunToB =75
000/mMKkn;

— B0306HOBUTL JieyeHune nmBekom B fo3e 600 mr.

B cnyyYae MoBTOPHOrO CHMXKEHUA Ynucna HenTpoguaos <1000/mMkn u/unn yncna TpomboumTo <50 000/MKn cnenyeT CHoBa
OTMeHUTb nBeK [0 Tex nop, noka abCconioTHOE YMUCN0 HENTPOUIOB He cTaHeT =1500/mMkn n TpomboumToB =75 000/mMkn, a
3aTeM BO30OHOBUTHL leyeHne NMNBEKOM B YMeHbLUeHHOW fo3e 400 Mr.

MobouyHoe peucrBue:

Mpodunnb 6e3onacHoCTU NpenapaTa MNMBEK XOPOLO U3y4eH. BonblMHCTBO 60/bHBIX NPU NPUMEHEHWX NpenapaTa
NCMbITHIBAIOT T€ UM MHblE HeXXeNaTenbHble aBneHns. Hanbonee 4yacTbiMy HexxenaTeslbHbIMK aBAeHUAMMN (>10%),
CBfiI3aHHbIMK C NPUEMOM npenapaTa, bblan: HemTponeHusa, TpoMboumTOoNeHUs, aHemMus, rosoBHasa 60nb, Ancnencus, oTeku,
yBen4yeHne Macchbl Tesa, TOWHOTa, pBOTa, AMapes, MMaJirmm, MbllLeYHble Cy0oporu, Cbifnb, cnabocTb, 60sb B XXMBOTE. B
OCHOBHOM 3TN He)XenaTesibHble BAeHUA OblIN NerKUMN UM YMEPEHHO Bblpa>KeHHbIMU. TobKO 2-5% 60/1bHbIX Npekpallanm
Tepanuio NpenapaToM MnBeK 13-3a pasBUTUA HEXXenaTeNbHbIX ABNeHUA. Mrenocynpeccus, HexxenaTesbHble ABJIEHNS CO
CTOPOHbI XKKT, 0TEKM 1 CbiNb BO3HMKAIOT NPU NMPUMEHeHUN nMaTuHnba Kak npu XMJ1, Tak 1 Npu 3/10Ka4e€CTBEHHbIX
cTpoManbHbIX onyxonsax XKKT. Y nauveHTos ¢ XMJ1 Yyawle pa3BnBaeTcs Mmenocynpeccus, a 'y naunmeHToB co
3/10Ka4eCTBEHHbIMN CTPOMasbHbIMK onyxonamu XKKT Yallie BO3HUKAKT ey 40YHO-KULIEYHbIe U BHYTPMUOMNYyX0JieBble
KpoBOTeYeHus.

Opyrve HapyweHuns co cTopoHbl XXKT, Takne kak o6cTpykumsa XKKT, nepcdopaumna n nsbassneHne, BCTPEYAOTCA YaLle npu
CTpoMasibHbIX onyxonsax XKKT.

OpyrnMun cepbesHbIMnN HexesnaTesIbHbIMU ABJEHUAMN NPU NPUMEHEHNN MMaTuHMba ABMSIOTCA renaToTOKCUYHOCTb, OCTpasa
noyeyHass He4OCTATOYHOCTb, runogocdaTeMns, HapyLLEHUs CO CTOPOHbI OblIXaTesIbHON CUCTEMBI, CUHOPOM Nn3ncCa onyxoJsin
K 3a4ep>XKa poCTa y neten. BoamoxxHa KOoppeKuuna Oo3bl npenapaTta B 3aBUCUMOCTU OT CTENEHN BbIPpa>XeHHOCTN
HeXkesnaTeNbHbIX SIBJIEHUN, BNJIOTb 40 OTMEHbI npenaparTa.

B xone KNMHMYeCKnX nccnefoBaHuii y nauneHToB ¢ XMJ1 n HeonepabenbHbIMU U/UAN MeTacTaTUYEeCKUMN 3JI0KaYeCTBEHHbIMU
CcTpoMasnbHbIMUK onyxonsamm XKT oTMevanncb cnepytoume HexxenaTesbHble SIBJIEHUS, NepeyYnC/ieHHbIe HU)XKE MO OpraHam u
cucTeMaMm C yKa3aHMEeM HaCTOThbl UX BO3SHUKHOBEHMSA: 04eHb 4YacTo (=1/10), yacTto (=1/100, <1/10), HeyacTo (=1/1000,
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<1/100), peako (=1/10 000, <1/1000), o4eHb peako (<1/10 000), B T.4. oTAeSbHble COOBLLEeHNS.

MNHpeKLUnoHHbIe 3a60/1eBaHNsA: HEYacTo - reprec NPOCTOi, Fepnec onosAckLIBaOLWMNI, Ha30hapUHIUT, MHEBMOHMAY, CUHYCKT,
BOCMaseHne NoAKOXHON KNeT4aTKW, MHHEKLUN BEPXHNX OTAEN0B AblXaTeslbHbIX NMyTen, rpunn, MHHEKLNN MOYEBbIBOASALLMNX
nyTen, raCTPO3HTEPUT, CeNCUC; PeaKO - MUKO3bI.

ﬂOﬁpOKa‘-IECTBE‘HHbIe, 3J/10Ka4eCTBEHHbIE N HEYTOYHEHHbIE HOBOO6paBOBaHMﬂ (BKtO4asi MOSNMbl U KUCTbI): penko - cmnHapom
JNIN31Ca onyxonu.

Co CTOPOHbI CUCTEMbI KPOBETBOPEHMS: O4EHb HaCTO - HEMTPONEHUs, TPOMBOLMTOMNEHNSA, aHEMUSA; YacCTo - MaHUUTOMNEHUS,
¢hebpunbHas HENTPOMEHUs; HeYacTo - TpoMbounTeEMUS, TMMMONEHNS, YTHETEHNE KOCTHOMO3MOBOIr0 KPOBETBOPEHUS,
303uHOUANS, MM OafEeHONATUSs; PeAKO - FeMOINTUYECKas aHeEMUS.

Co CTOpOHbI 06MeHa BeLecTB: HacTo - AaHOPEKCUS; HEYACTO - FMMOKasIMeMusl, NOBbILLIEHME anneTuTa Win CH/KeHne
anneTuTa, runodochaTemMns, fernapatauus, runepypmkemMus, nogarpa, runepkaiblumemMums, rmneprinkeMuns,
rUNoHaTpPUEMns; PefKo - rmnepkKaaInemMmns, rmnoMarHMeMuns.

CO CTOPOHBLI HEPBHOW CUCTEMBI: O4eHb HacTo - FoI0BHas 60J1b%; 4acTo - FOIOBOKPYXEeHWe, HapyLleHue BKyca, NapecTesun,
runecTtesus, 6ecCcoHHULA; HeYacTo - reMopparnyeckuii MHCYibT, 0BMOpoK, Nepudepnyeckas HeBponaTUs, COHJINBOCTb,
MUTpeHb, HapyLleHne namaTu, nmnac, CUHAPOM "6eCnoKOMHbLIX" HOF, TPEeMOop, Aenpeccus, TPeBora, CHXeHue nMbuao;
penko - NoBbILUEHHOE BHYTPUYepernHoe faBfieHne, Cy4oporv, HEBPUT 3pUTENbHOro HepBa, CNYTaHHOCTbL CO3HAHUS.

Co CTOPOHbI OpraHa 3peHys: 4acTo - OTeK BEK, NMOBbILLIEHNE C/1e300TAENIeHNS, KPOBOM3NAHNE B KOHBIOHKTUBY,
KOHBIOHKTUBUT, CMHAPOM "CyXoro" rnasa, 3aTyMaHMBaHWE 3peHUs; HeYacTo - pasapakeHue rnas, 6onb B rnasax,
opbuTanbHbIN OTEK, KPOBOU3NSAHUE B CKJIepy rfia3a, peTuHabHble remopparum, 6nedaput, MakyaspHbIN OTEK; pedkKo -
KaTapakTa, OTeK OUCKa 3pUTENIbHOIro0 HepBa, rnaykoma.

Co CTOpOHbI OpraHa ciyxa v ﬂa6MpMHTHbIe HapyLlieHns: He4acTo - BEPTUro, WymMm B yllaX, CHUXKEeHNE cnyxa.

CO CTOPOHbI CEPAEYHO-COCYANCTON CUCTEMbI: HEYACTO - OlYyLLeHne cepauebueHns, 3aTonHas cepaeyHas HefoCTaTOYHOCTbL>,
OTeK Nerkunx, Taxvkapaus, npmnmsu“, KposomaanMﬂ“: penko - aputmMumn, pmnbpunnaumn npencepanin, BHesanHas
OCTaHOBKa cepALua, MH(apKT MMOKapAa, CTEHOKapAus, NepukapanaibHbIf BbINOT, apTepuanbHasa rmnepTeH3ns, reMaToMsl,
noxonofaHne KOHe4YHOCTen, apTepranbHasa rmnoTeH3ns, cuHapom PenHo, cHxxeHne ALl

CO CTOPOHBI AbIXaTeNbHOM CUCTEMBI: YaCTO - HOCOBOE KPOBOTEYeHMe, ObILLIKA, Kalleslb; HEeYacTo - MeBpasibHbIA BbIMOT,
601 B rNOTKe WM ropTaHu, PapuHrnT; peako - naespasbHas 60/b, NeroyHbiii prubpos, NerovyHas runepTeH3ns, eroyHble
KPOBOU3JIMAHUSA.

CO CTOPOHBI NULLEBaPUTELHONM CUCTEMBI: O4eHb HacTo - TOWHOTa, PBOTa, Anapes, aucnencus, 601 B xumsoTe®; HacTo -
B34YyTUE XXUBOTa, METEOPM3M, 3arop, racTpoasodareasbHbli pedIloKC, CYXOCTb BO PTY, raCTPUT, MOBbILLIEHNE aKTUBHOCTH
nevyeHOYHbIX TPaHCaMMHa3; HeYacCTo - CTOMATUT, U3bSA3BEHNE CIN3UCTON 060/104KN MOJIOCTU PTA, XKEeNyLoYHO-KULLEYHble
KPOBOTEYEHNs’, OTPLIKKa, MeneHa, 330(haruT, acLuT, A3Ba XXeNlyfKa, PBOTa KPOBLIO, XeanT, Ancdarus, naHkpeaTuT,
runepbunmpybrnHemuns, xenTyxa, renaTuT; PeLKO - KOJIUT, NapannTnyeckas/obTypauMoHHas K1ULeYHas HEMpPoOXo4MMOCTb,
BOCMasIeHNe KULLIEYHNKA, MeYeHOYHas HeJoCTaTOYHOCTLY, Hekpo3 neveHn®,

JHepmaTonornyeckne peakymmu: o4eHb HacTo - neprnopbuTasbHble OTEKU, AepMaTUT, IK3eMa, KOXKHas Cbifb; 4acTo -
OTEYHOCTb /LA, 3y, IpuTeMa, CyXoCTb KOXW, 3puTemMa, ajoneuns, Ho4Has NoT/MBOCTb, peakunm oToceHcnbunmnsaunu;
HeYyacTo - NyCcTyne3Has Cbifb, yLWKNbbl, MOBbILEHHOE NOTOOTAE/IeHNE, KPanuBHULA, SKXMMO3bI, NOBbILLUEHHAS
npeapacnonoXeHHOCTb K 06pa3oBaHUIO reMaToM, FTMNOTPUXO03, FTMNepPnNUrMeHTaumMa/rTMNoNNrMeHTanmna Koxu,
3KC(ONMATUBHbLIA epMaTUT, NOBPEXAEHNE HOITEN, (hONINKYINT, NETEXMK, Ncopuas, nypnypa, bynnesHas cbinb; peako -
N3MeHEeHWe LiBeTa HOrTen, oCcTpbIN (hebpunbHbI HEMTPOUIbHBIA AepMaTo3 (cMHAPOM CBUTA), aHIT MOHEBPOTUYECKUNIA OTEK,
MHOroopMHas spuTeMa, NeNKoKNaCTUYECKUIN BacKyInT, cMHApoM CTuseHca-[>KOHCOHa, oCTpas reHepaan3oBaHHas
nycTyne3Has 3K3aHTeMa.

Co CTOPOHbI KOCTHO-MbILLEYHOV CUCTEMbI: O4EHb HacTO - MblLLEYHble CNa3Mbl U CyA0POru, MbllleYHO-CKeNeTHble 60au (B T.4.
MUanrum, apTpanrum, 6oan B KocTAx®); 4acTo - NPUMyXaHWe CYyCTaBOB; HEYACTO - CKOBAHHOCTb MbILLL, U CYyCTaBOB; PELKO -
MbileYyHas cnabocTb, apTpUThl; YacTOTa HEM3BECTHA - 3aMefJieHne pocTa y AeTel.

Co CTOPOHBbI MOYEBbIAE/INTE/IbHOW CUCTEMbI: HEYACTO - 60/1b B NOYKax, remMaTtypud, octpasd no4e4Hada HeaAoCTaTO4YHOCTb,
4acToe Mo4YeuncnyckaHume.

Co CTOPOHBbI penpO,ﬂyKTMBHOI;I CUCTEMbI: HEYacCTo - TMHEKOMACTUSA, SpeKTubHaa OUCHYHKLUNA, MeHopparus, HapyLlleHue
MEeHCTpPYaJIbHOIro UnKa, CekcyasbHasa oUCPYyHKLNSA, 60516 B COCKaXx, yBenn4eHmne MOJI04HbIX Xene3, OTEK MOLLOHKN.

ObLyme peakymm: 04eHb 4acCTo - 3alePXKKa XUOKOCTU, OTEKM, MOBbILLEHHAs YTOMJIAEMOCTb, YBE/IMYeHNe MaccChl Tena; 4acTo -
cnabocTb, NOBLILEHME TeMMepaTypbl Tena, aHacapka, 03H06, AP0XKb, CHUXKEHME MacChl Tesla; HevacTo - 60b B rpyau,
obLiee HegoMoraHue.

Co CTOPOHbI 1abopaTOPHbLIX MOKa3aTes1em: HeYacTo - NOBbILWEeHNe akTUBHOCTY LL®, KOK, JIATI n conep)xaHns KpeaTUHNHa B
CbIBOPOTKE KPOBW; PeAKO - MOBbILIEHNE aKTUBHOCTN aMuiasbl B NJia3mMme KpoBW.

1 - NMHeBMOHUA Hanbonee YacTo oTMeYanach y naumeHToB ¢ XMJ1 B hase akcenepaumm, 61acTHOro Kpusa n
HeonepabesbHbIM U/MAN MeTacTaTUYeCKNM 3/10Ka4eCTBEHHbIMU FaCTPONHTECTUHANbHBIMU CTPOMasibHbIMM onyxonsamu XKKT.
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2 - FTonoBHas 60sb Hanbonee 4acTo 0OTMeYanacb y NauneHToB C HeonepabenbHbIMU /NN MeTacTaTUYeCKUMMN
3/10Ka4yeCcTBEeHHbIMU onyxonamMm XKT.

3 - HexxenaTesibHble BNEHMA CO CTOPOHbLI CepALia, BKAOYas 3aCTONHYIO CepAeyHylo HeJoCTaTO4HOCTb, Yalle OTMeYanunuch y
naumeHToB ¢ XMJ1 B chase akcenepauum n npm 61acTHOM Kpr3e Mo CpaBHEHUIO C NauneHTamm ¢ XMJ1 B XpoHMYecKon ase
(NnpopomxknuTensHOCTL HabnoaeHns - 1 roq).

4 - Mpunmebl Hanboslee YacTo OTMEYaANCh Yy NaLNEHTOB C HeonepabenbHbIM U/UIN MeTacTaTUYECKUMM 310Ka4YeCTBEHHbLIMU
onyxonsMmun XKT; kpoBoTe4yeHUs (remaToMbl, reMopparumn) Hanbosee 4acTo OTMeYasnChb y nauneHToB ¢ XMJ1 B chase
akcenepauum, 61acTHOro Kpusa u ¢ HeonepabesbHbIM U/MAN MeTacTaTUYECKMM 3/10Ka4YeCTBEeHHbIMU onyxonamu XKT.

5 - MneBpabHbIA BLINOT Yalle oTMeYascsa y nauneHToB ¢ XMJ1 B cha3e akcenepauum n npu 61acTHOM Kpr3e Mo CpaBHEHUIO C
XMJ1 B XpoHuMyeckon asze (MpoAo/KNTENBHOCTL HabnoaeHus - 1 ron).

6/7 - BoNb B XXMBOTE N »KeJlyJ0YHO-KMLLIEYHble KpOBOTEYEeHNS Hanbosiee 4YacTo OTMeYaINCh Y MaLMeHToB C HeornepabenbHbIM
n/Mnn metactaTUYeCcKnM 3510KavyecTBeHHbIMU onyxonsamu XKKT.

8 - MblleyHo-ckeneTHble 60K (B T.4. MUanrum, apTpanrum, 60am B KOCTAX) Yalle oTMeYa nchb y nauneHTos ¢ XMJ1 no
CpaBHEHMIO C NauMeHTaMu ¢ HeonepabenbHbIM U/MAN MeTacTaTUYEeCKMM 3/10Ka4YeCTBEeHHbIMM onyxonsamu XKKT.

9 - Coobuanock 06 0TAESNbHbIX ClyYasix Pa3BUTUS NEeYEHOYHON HEAOCTAaTOYHOCTU U HEKPO3a MeYeHu.

Mpu NnpumMmeHeHnn NpenapaTa MMMBEK B KIMHNYECKON NMPaKTUKE, @ TakXXe B X04e A0MNOJHUTENbHbIX KIMHUYECKUX
nccaefoBaHUn oTMeYanunch cnegytowme noboyHble peakunm, NnepeyncaeHHble No opraHam u CUCTeEMaM C yKa3aHWEM YacTOoTbl
MX BO3HUKHOBEHMSA: 04eHb 4acTo (=1/10), yacTo (=1/100, <1/10), HevacTo (=1/1000, <1/100), penko (=1/10 000, <1/1000),
04eHb penko (<1/10 000), B T.4. oTAeNbHblE COOOLLEHNS. B3aUMOCBA3b MeX Ay NPUMEHEeHMEM npenapaTa U AaHHbIMK
no6o4YHbIMM peakUnsiMN He YyCTaHOB/eHa (pa3mMep Nonyasuum NnauneHToB HEU3BECTEH).

Co CTOPOHBbI HepBHOVI CNCTEMBbI! HEHACTO - OTEK MO3ra.
Co CTOPOHbI OpraHa 3peHuns penko - KPOBOU3NTNAHNA B CTEKNOBUOHOE TENO.

CO CTOPOHbLI CEPAEYHO-COCY ANCTON CUCTEMbI: HEYACTO - TPOMBO3bI/3MBONNN; PELKO - MEPUKAPANT, TaMMNoHaAa CepALA; OYeHb
pPeakKo - aHaMNaKTUYECKINIA LLOK.

Co CTOPOHbI AblXaTe/IbHOV CUCTEMbI: HEYacTo - OCTpasa AblXaTesibHasA Heﬂ,OCTaTO‘-IHOCTbl, MHTEepCTUUManbHaa NHEBMOHNA.

Co CTOPOHBI NULLEBAPUTENIbHOV CUCTEMbI: HEHACTO - NapaJuTu4eckas/o6TypaumnoHHasa KMweYyHas HeNnpoxXoanmMocTb,
KpoBoTe4veHus us onyxonu XKT, Hekpo3 onyxonu XKT, nepdopauyunsa XKKT?; penko - ANBEPTUKYIINT.

CO CTOPOHbI KOCTHO-MbILLIEYHOV CUCTEMbI: PEOKO - aBAaCKYJISPHbIN HEKPO3/HEKPO3 rosIoBKN 6eapeHHON KOCTN,
paboommnonus/mmonaTums.

Co CTOPOHBbI M0J1I0BOV CUCTEMbI: O4EHb Penko - y XXeHLWWnH KpoBoTevdeHne N3 KUCTbl XKeNToro Tena/anyHuka.

JlepmaTonornyeckne peakumm: He4acTo - NaJOHHO-MOAOLIBEHHAS 3pUTPOAMN3ECTE3NA; PEAKO - IMXEHOUAHbIN KepaTos,
KPacCHbIA MNAOCKUI NNLWan, TOKCUYECKNI INNAEPMasbHbIA HEKPOINS.

Anneprudyeckue peakumu: oMeHb peako - aHaCDVI)'IaKTVI‘-IECKVIVI LLIOK.

1 - NmetoTca oTAe/NbHbIE COOBLLEHNA O Pa3BUTUM BbiPa>K€HHOI OCTPOI AbIXaTesIbHON HEAOCTATOYHOCTM C SIeTallbHbIM
MNCXOLO0M Y MaLUNEHTOB C TSXKEbIMU MHMEKLNOHHBIMU 3ab01eBaHNSMU, BbIPaXKE€HHOW HENTPOMNEHUEN U APYrMMUN CEPbE3HBLIMMN
conyTCTByOLWUMMK 3aboneBaHNAMN.

2 - Coobwanock 06 oTAeNbHbIX CyYaax pa3suTua nepdopaunit XKKT ¢ neTasbHbIM NCXOL0M.

Nepepno3upoBKa:

OnbIT NpMeHeHnsa MnBeKa B A03aXx, MPEBbILIAOLWMX TePANEBTUYECKME, OrPaHNYeH. B KJIMHMYECKON NpakTUKe oTMeYanch
CnyyYau nepeno3npoBKY NpenapaTta. B Lenom ncxod ciayvaes nepefo3nposku npenapata MNunsek 6bia 61aronpusTHLIM
(oTMeyanoch ysy4lleHne CoCTOSHMUSA NaLMeHTOB).

CyMNTOMbI Nepeno3npoBKU y B3POC/IbIX: NPX NpueMe npenapaTa nmeek B go3ax 1200-1600 Mr B TeyeHne 1-10 gHen
Habnwonanuce TOWHOTA, PBOTa, ANapes, Cbifb, IpUTEMA, OTEKU, MPUNYXN0CTb (B OCHOBHOM N1LLA), MOBbILEHHas
YTOMAAEMOCTb, MbILLEYHbIE CNa3Mbl, TPOMOOLMTONEHNS, NaHUMTONeHns, 60b B XNBOTE, rosloBHas 60J1b, CHUXXeHNe
annetuTa. Mpn npneme npenapaTta B fo3e 1800-3200 Mr (Hambonbluas Ao3a coctasnsna 3200 Mr/cyT B TeyeHune 6 aHen)
oTMeYanncb cabocTb, MUaNrns, NoBbILWEHNE coaepXaHua B Kposu KOK, bunnpybuHa, »xenyaod4Ho-kuweyHble 6onu. Mpu
npuMeHeHun npenapata NmnBek of4HOKpPaTHO B Ao3e 6400 Mr (MHMopMauma n3 onybIMKoOBaHHOrO MCTOYHUKA) y MauneHTa
pa3BMANCH TOLHOTA, pBOTa, 60/1b B XXMBOTE, rMNnepTepMmnsa, OTEK SIMLa, CHUKEHNE Yncia HENMTPOMUIOB 1 NOBbILLEHNE
AKTUBHOCTM NeYeHO4HbIX TpaHCaMuHas. lMpun npueme npenapaTa B Ao3e 8-10 r 0o4AHOKPATHO OTMEeYanncCb pBOTa U XKey[oo4yHOo-
KuweyHble 6onn.

CtpaHvua 8 nz 11



Fnusek
®dapmakonormnyeckas 6asa pgaHHbix (http://drugs.thead.ru)

CUMITOMbI epeso3npPoBKN y AeTer n NoApoCcTKoB: y pebeHka B Bo3pacTe 3 fieT nNpu npueMe npenapata 04HOKPATHO B f03e
400 Mr oTMeYaancb pBOTaA, AMApPeEN U aHopeKkcusa. B gpyrom cnydvae y pebeHka B Bo3pacTe 3 JieT npu npneme nBeka
OLHOKpaTHO B Ao03e 980 Mr Habnoganucb CHUXXKEHME Y1UCTa NeNKOLUTOB U Anapes.

JledeHue: peKoMeHayeTCss MeanLUnHCKoe HabnoaeHne n cuMnToMaTuyeckas Tepanus. AHTUAOT K [JIMBEKY HEW3BECTEH.

anMeHEHMe npun GGPEMEHHOCTM U KOPMJIEHMM TPYAbIO:
MpoTuBOMNoOKa3aHoO Ha3HavYeHWe npenapaTta Npy 6epeMeHHOCTU 1 B Nepuos nakTauuu.

JXKeHwWwMHaM geTopoaHOro Bospacrta BO BpeMs Tepanun [(NIMBEKOM U KaK MUHUMYM B Te4eHue 3 MecsueB nocne cnegyet
NPUMeHATb 3(PPeKTUBHbIE MEeTOAbl KOHTpaLenuuu.

Bsaumopneuncreume ¢ APYruMm nekKapCcrseéHHbiMu cpencrtBamMm:

Mpw oAHOBpEMEHHOM NpuMeHeHUn FnnBeka c npenapaTtamu, UHrMbupyowmnmn ndocpepmeHT CYP3A4 (B T.4. KETOKOHa30/,
NTPaKOHa30J1, 3pUTPOMULIMH, KTAapPUTPOMULINH), BO3MOXHO 3amMeasieHne metabonmsma nmatuHnba n ysenmyeHue ero
KOHLleHTpauum B nna3Me Kposn. Heobxoanma oCTOPOXKHOCTb MPU COMETaHHOM NpuMeHeHun MnBeKa ¢ npenapaTamu -
MHrubmnTopammn nsopepmeHtos CYP3A4.

HanpoTus, 0fHOBpPEMEHHOE NPUMEHEHNE NpenapaToB, ABAAIOWNXCA UHAYKTOopaMu nsopepmenta CYP3A4 (Hanpumep,
heKcaMeTa3oHa, (heHuTonHa, pocheHnTonHa, pudamnuunHa, peHobapbrutana unm npenapaTtoB 3Bepobos
npoabipsBiieHHOro, kapbamMasennHa, okckapbasenuHa, NPUMUAOHa), MOXKET NPUBECTU K ycuieHnto MeTabonnsma nmatmHmnba
N CHUXKEHWIO ero KOHLLeHTpaLumM B njia3Me.

Mpv oAHOBpPEMEHHOM NPMMEHEeHUN NMaTUHNba N cuMBacTaTuUHa oTMevaeTcs yBenndeHune Cp,, 1 AUC cumBacTaTmHa B 2 1 3.5
pa3a COOTBETCTBEHHO, 4TO ABNISETCHA CNeACTBUEM UHIMBMpoBaHMsa n3ogepmeHTa CYP3A4 nMmaTnHUb60M. PekoMeHayeTCs
cobnoaaTb OCTOPOXXHOCTbL NPV OAHOBPEMEHHOM NPUMEHEeHWN NpenapaTa [M1Bek 1 NnpenapaTos, ABaAsOLWMXCA cybcTpaTamm
n3ogepmeHTa CYP3A4 n nmetowmnx y3Kui ananasoH TepaneBTUYeCcKon KOHUEHTpaumm (HanpumMep, LMKAOCMOPUH, NUMo3una).

[NnBek MoXXeT yBeNn4MBaTb CbIBOPOTOYHbIE KOHLEHTPaLMn APYrux npenapaTos, MeTabonm3npyowmxca n3opepMmeHTom
CYP3A4 (Tpua3sono-6beH3oanasenunHbl, AUrnaponnpuanH, 610kaTopbl KanbLMeBbiX KaHanoB, 60bWNHCTBO MHIrMbruTOopoB M-
KoA-penyKTa3sbl, B T.4. CTaTUHBbI).

NMaTnHMG Tak>ke nHrnbmpyet nsopepmeHTol CYP2C9 n CYP2C19 in vitro.

YAannHeHne npoTpoMbUHOBOro BpeMeHn Habntoaanocb Npu coMeTaHHOM NMPUMEHeHUK C BapdaprHOM. MNpu ogHOBPEMEHHOM
Ha3Ha4YeHUN C KyMapWHOBLIMM MPOU3BOAHLIMU HEOBXOAUM KPaTKOCPOYHbIA MOHUTOPMHI MPOTPOMBUHOBOIO BPEMEHM B
Havane N KoHLe Tepanuu MNBEeKOM, a TakXXe Npy N3MEHEHUN pexxMa 403UpoBaHus MnBeka. B kayecTBe anbTepHaTUBbI
cliefyeT paccMOTpeTb BONpPoC 06 UCMOb30BaHMM HU3KOMOJIEKYIAPHBLIX NPOV3BOAHbLIX FrernapuHa.

Mpu KoMbuHauum nNpenapaTta MNMBEK C XMMUOTEpaneBTUYECKUMM NpenapaTaMu B BbICOKUX [03aX BO3MOXKHO pasBuTume
TPaH3UTOPHOW NeYEHOYHOW TOKCUMYHOCTMW B BUJE MOBbILEHWNS aKTUBHOCTY MNeYeHOYHbIX TPaHCaMMUHa3 1
runepbunnpybuHemmn.

Mpy KOMBUHALMY UMATUHNGA N PEXUMOB XUMUOTEPANUK, KOTOPbIE MOTEHLMNAJIbHO MOTYT Bbi3biBaTb HapyLUEHWSA (YHKLMN
neyeHu, cnepyeT NPeLyCMOTPETb KOHTPOJb (PYHKLUN NeYeHU.

In vitro Fnueek nHrnbmpyet nsodepmeHT CYP2D6 B TeX XKe KOHLEHTpauusaX, B KOTOPbIX OH NHrnbnpyeTt CYP3A4.

Mpw npumeHeHun npenapaTa MNueek B fo3e 400 Mr 2 pasa/cyT BMeCTe C MeTonpoJsiosiom, cybcTtpatom nsocepmeHTta CYP2D6,
0TMeYaeTCs yMepeHHoe CHUXeHne meTtabonnmsma MeTonposiona, conposoxxaatuieecs ysenmieHmem Cp., 1 AUC
npnbansnTenbHo Ha 21%. Y4nTbiBas ymMepeHHoe ycuaeHne apeKToB npenapaTos, ABASIOLWNXCA cybcTpaTaMn nsogepMmeHTa
CYP2D6 (HanpuMep, MeTonposiona), Npu NX COBMECTHOM NPUMEHEHUN C [NMBEKOM, He TpebyeTcs M3MEHEHUS pexxmMa
[03UpOBaHUA.

Ocobble yKka3zaHua U Mepbl NPefoCTOPOXKHOCTH:

JleyeHue FBeKoM CreAyeT NPOBOANTL TOJILKO NMog HabloAeHMeM Bpada, UMeKoLLEro onbIT paboTkl C MPOTUBOOMYX0EBLIMU
npenapaTtamu.

Mpu obpalleHnn c NnpenapaToM cnegyeT nsberaTb NoNafaHna ero Ha KOXXY U B r1a3a, a TakXXe BAbIXaHNS MOpoLLIKa
npenapaTa.

Mpw npyMeHeHnn MBEKa peKOMeHAYeTCS NPOBOANTL PEryaspHble KIMHNYeCKne nccaenoBaHnsa nepngepmnyeckon Kposm m
KOHTPOJIb (PYHKL MK NeYveHn (TpaHcaMmHasbl, bunmpybuH, LL®).
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Cnenyet obecneynTb TWwaTesNbHoOE HabnoaeHwe 3a NnauneHTamm ¢ 3abosieBaHnAMN cepagua.

B cBfI3K C TeM, 4TO NMpu NpuMeHeHun MnBeka B 1-2% cily4aeB 0TMeYaeTCs BblpaXKeHHas 3afepKKa XULKOCTH,
pekoMeHAayeTCsl pPeryisipHo KOHTPOJIMPOBATbL MAccy Tesa NauneHToB. B ciyyae 6bICTPOro HEOXKUAAHHOIO YBEIMYEHNSI MACChl
Tena, cnepyeT nposecTu obcnenoBaHme 60JIbHOO U NPU HEO6XOAUMOCTM BPEMEHHO NMPEKPaTUThL Tepanuio MMBEKOM n/unu
Ha3Ha4UTb AMypeTukn. Hanbonbluas YacToTa pa3BUTUSA 3a4ePXKKM XUOKOCTU OTMEeYaeTCs y NOXWJIbIX NaLMeHTOoB C
cepAeyHo-cocyANCTbIMU 3abosieBaHNSIMM.

B oThenbHbIX CyYasx BblpakeHHasa 3afep>KKa XXUAKOCTU MOXKET UMeTb TaXKenoe Te4YeHne C neTajbHbiM UcxonoM. Mpu
NMPUMEHeHUN NpenapaTa oTMeYvasiacb CMepTb NauMeHTa ¢ 6J1aCTHLIM KPU30OM N KOMTMJIEKCHOM CMMNTOMATUKOW: NJeBPasibHbIM
BbIMOTOM, XPOHNYECKOWN CepAeYHON N NOYEYHON HeAOCTAaTOYHOCTbIO.

Mpu Ha3HaYeHUU NpenapaTa nayneHTam ¢ 3aboneBaHMAMN NeYeHn cneayeT pPeryaspHo NPOBOANTL KIMHUYECKUe
nccnenoBaHms nepudeprnyeckoin KpoBmM 1 NeYeHoYHbIX PEPMEHTOB.

MOCKOJIbKY MMETCS COOBLLEHUS O PA3BMTUM TMNOTUPEO3a Ha (hoHe NpuMeHeHus MIMBeKa y NauneHToB, NepeHecLlmnx
TUPEONAIKTOMUIO 1 MOJYHAIOLWMX 3aMECTUTESIbHYIO TEepPanuio 1EBOTUPOKCMHOM, HEO6X0AMMO PerynsipHO NPOBOAMUTL
onpegfeneHne KoHUeHTpauum TTT y faHHOW KaTeropumn nauneHTos.

Y nauneHToB C CUHAPOMOM rMMNep303MHOUANN 1 3aboneBaHUAMN cepiLa B Havyasne Tepanum MMaTUHMH60M oTMeYanncb
oTAesIbHble C/lyHan Pa3BUTUA KapAMOreHHOro LWOoKa/NeBoXXenyA04KOBOW HeLOCTaTOYHOCTN. ITU HeXXeslaTeslbHble SBJIeHUS
KYMMpyloTCs Nocsie BBeAeHUs cucTeMHbIX TKC, NMpUHSATUS Mep, HarnpaB/ieHHbIX Ha NoALep>XaHne KPoBoobpaLleHus, 1
BPEMEHHO OTMeHbI npenapaTa [nBek.

Y naumnenTos ¢ MAC/MM3 n BbICOKMM ypOBHEM 303UHOPUNOB CciegyeT npoBoanTb IKM-uccnenoBaHne n onpenensaTb
CbIBOPOTOYHYIO KOHLEHTpaLuuio KapamocneumduyHoro TponoHmHa. MNpn BbISIBIGHNUN OTKJIOHEHUI OT HOPMbI, B Havase
Tepanuu cnepyeT pacCMOTPeTb BO3MOXXHOCTb NpodrnnaakTnieckoro npumeHeHms cucteMHolx FKC (1-2 Mmr/kr) B TedeHne 1-2
Hefeslb OAHOBPEMEHHO C UMATUHNOOM.

Y nauuneHToB C HeonepabesibHbIMN N/MAN MeTacTaTUYECKMMN 310Ka4eCTBEHHbIMU FaCTPONHTECTUHANbHBIMU CTPOMasbHbIMMK
0onNyxoJIiMN B KNMHUYECKMX nccneposaHmsax lll chasbl KpoBOTEYEHMS pa3IMYHON SIOKann3aumm otMmedanncsb B 12.9% cny4vaes;
B uccnenoBaHusx Il pasbl )xenyLo4YHO-KMLLIEYHble KPOBOTEYEHMS OTMeYannch y 8 60sbHbIX (5.4%), KpoBOTEYEHUS N3
0Onyxo0JieBbIX 04aroB - y 4 nauneHToB (2.7%).

KpoBoTe4deHus Habnaanncb Kak B opraHax 6pI'OI.IJHOI7I noJsioCTn, Tak N B Ne4eHn, B 3aBUCUMOCTW OT IOKann3aunmn
onyxoseBblX 04aros. Heobxoannmo KOHTpPOJIMpOBaTb COCTOAHUNE XKKT Yy NauneHToB C MeTaCTaTU4eCKUMN 3710Ka4eCTBEHHbBIMU
raCTPOUHTECTUHAJIbHbIMU CTPOMaJIbHbIM ONYyXOJIAMKU MPU Ha4Yane Tepanuun MMaTUHMOOM.

Bo BpeMs Tepanuu FMNBEKOM 1 Kak MUHUMYM B TeYeHMEe 3 MecsLLeB MoC/e NauueHThl AOJKHbI UCMONb30BaTh HAAEXHble
cnocobbl KOHTpaLenumu.

Bblpa)keHHOe MOBbILEHWe YPOBHSA TpaHCaMmUHa3 uan bunmpybrHa oTMevanock y MeHee Y4eM 3% naumeHTos ¢ XMJ1 n 0bbl4HO
KOHTPOJIMPOBANIOCh CHUXKEHUEM [103bl NpernapaTa Ui BpeMeHHbIM NMpepbiBaHUeM fievyeHus (cpeaHsas NPoAoSKNTENbHOCTb
TaKuX 3M1M3040B COCTaB/siIa 0Koslo 1 Heaenu).

BcrnencTBMe pUcKa pa3BUTUA CUHAPOMA JIN3KMCa OMyXOu nepes HasHayeHneM npenapaTta [MuBeK cnepyeT npu
Heob6X0AUMOCTN CKOPPEKTMPOBATb KJIMHNYECKN BblpaXKEHHYIO AernapaTaumnio U NoBbILEHHbIA YPOBEHb MOYEBOM KUCIOTHI Y
nauneHToB.

Wcnosib3oBaHune B riegnatpun

OnbIT NeveHus npenapaTtom [NnBek meTten mnagwe 2 net ¢ XMJ1 orpaHnyeH, onbIT NPUMEHEeHNA NpenapaTa Mo ApyruMm
rnoKasaHusiM OrpaHuyeH y naumeHToB mnaguwe 18 ner. JoarocpoyHbie 3hpeKkTbl 4ANTENbHOI0 BO34encTeus NmBeka Ha
pPOCT y fAeTel Hen3BeCTHbl. HO T.K. nMeloTcs coobLeHns 0 criydasax 3a4epXKM pocTa, PeKOMeHAyeTCs NPOBOANTb
TUWATEesNbHbIN KOHTPOJIb POCTa Y AeTeN, noayvarwmnx Mnmeek.

BavsaHne Ha cnocobHOCTb K BOXKAEHMIO aBTOTpPaHCropTa v yripasJieHNKO MexaHn3mMmamun

HekoTopble NoboYHbIE peakLun NpenapaTa, Takne Kak roJIOBOKPY)XXEeHNE U 3aTyMaHUBaHWe 3peHnsl, MOryT oTpuLLaTeNbHO
B/IMATbL Ha CNOCOBHOCTL ynpaBaeHns aBToMobmAEM 1 BbIMOJIHEHNSA NOTEHLWAIbHO ONACHbIX BUAOB AeATeNIbHOCTH,
TpebyoLnX NoBbILLEHHON KOHLIEHTPaLUUX BHUMAHNA U BbICTPOTbI MCUXOMOTOPHbLIX peakuuit. B cBsi3n ¢ 3TuM, 60/bHbIM,
nony4atwowmm Nnueek,

cnepyeT NposiBAATb NOBbILLEHHOE BHUMaHWE U OCTOPOXKHOCTb NPW yrnpaBJsieHUN TPAaHCNOPTHLIMU CpeACcTBaMm U BbIMOJHEHNN
NnoTeHuUMabHO ONACHbIX BUOOB AEATENIbHOCTH.

Mpyu HapyweHnax pyHKUMN NoYeK

MoYkM He urpatT CyLLeCTBEHHOW Poan B BbiBeAeHUM nMaTuHnba n ero MetaboanTos. Y NnauMeHTOB C JIEFKUMU Un
yMepeHHbIMN HapyLueHUAMMU (bYHKLUM NoYek JieveHune [IMBeKoM cnefyeT HauymHaTb C MUHUMalbHOM 3hdeKTUBHOMN
003bl - 400 Mr 1 pas/cyT. XoTa onbIT NpUMeHeHns NnBeKa y NallMeHTOB C TAXKEeJIbIMU HapyLleHUAMU (byHKLUM noYyek
Wan Npuv NPoOBEAEHUN PeryapHON Npoueaypbl remMoamnanmsa orpaHuyeH, y AaHHoW kaTeropmmn 60bHbIX Tepanuio
rnpenapaToM Tak>Xe MOXHO Ha4ynHaTb ¢ 400 mMr 1 pas/cyT.
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C OCTOPOXXHOCTbLIO CnefyeT Ha3HavaTb [nMBeK MauneHTaM C TAXKENbIMU HapyLIEHUAMN PYHKLUN NOYeK.

Mpyn HapyLleHnsax (PyHKLUNN neYeHun

Mockonbky MMaTUHMG MeTabon3npyeTcsa rnasHeiM 06pa3oM B NeYeHW, NALLMEHTaM C JIEFKUMU, YMEePEeHHbIMU UJU
TAXKENbIMM HAapPYLUEeHUAMU PYHKLUU NevyeHun [MBeK crefyeT Ha3HavYaTb B MUHMMANbHOM CyTO4YHONM fo3e - 400 mr. Mpwn
Pa3BUTUN HeXelaTeslbHblIX TOKCMYeCKnX 3hpeKToB A03Y npenapaTa Heo6XoAMMO yMeHbLWNTb. CheayeT C OCTOPOXKHOCTbIO
Ha3HavaTb NpenapaT NnauMeHTaMm C TAXKeNon Ne4YeHOYHON HeAOCTaTOYHOCThIO.

lMpuMeHeHue B NO>XXNJIOM Bo3pacte

Y nauMeHTOB NOXXMUA0oro BO3pacTa He Tpe6yeTcs| KoppeKunn pexmma 403MpoBaHNsA npenapaTa.

lNpuMmeHeHNne B eTCKOM Bo3pacTe

OnbIT nedyeHns Fueekom peten ¢ XMJ1 B Bo3pacTe mnagLie 3 neT orpaHnNYeH.

MpenapaT NpoTMBOKa3aH K MPUMEHEHNI0 y aeTen 8o 2 neT (3hPekTNnBHOCTbL 1 6€30NacHOCTb A0 HACTOSLLEro BpEMEHN He
YyCTaHOBJIEHbI).

PacyeT pexxuma 0o3MpoBaHMS y AeTen cTapLue 2 sieT OCHOBbLIBAaeTCSA Ha Niowain NoBepxXHOCTU Tena. Lo3bl 340 MF/MZ/CyT

PEKOMEHAYIOTCS y AeTen C XpoHuyeckon azon XMJ1 n dazon akcenepauunmn. Obias cyTovHas fo3a y AeTel He fOoJKHa
npesbiwaTb 600 Mr.

YcnoBua XxpaHeHua:

MpenapaT cnepyeT XpaHUTb B HEAOCTYMHOM ANSA AeTel MecTe Npu TemnepaType He Bbiwe 30°C.

CpOK rogHoOCTM:

3 roaa.

YcnoBusna OoTNyCKa B antekKe:

Mo peuenTy.

UcTouHuK: http://drugs.thead.ru/Glivek
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