COOTBETCTEBYET ZKCNEPTHOMY OTUETY

ot 23.07.2024 N= 15130

OBIIAS XAPAKTEPUCTHUKA JIEKAPCTBERHOT O IPEITAPATA

1. HAUMEHOBAHMUE JIEKAPCTBEHHOI'O IIPEITAPATA

Hopwmocanr, 25 mMr/mi1, KOHIIGHTpAT JJIsl IPUTOTOBIICHUS PacTBOpa ISt HH(Y3HIA.

2. KAUECTBEHHbBIN 1 KOJIMYECTBEHHBIA COCTAB

2.1 Ooduree onmucanue

I'emuH mnpeacraBiseT co0OH MPOM3BOJHOEC TIeMOrJIO0MHA, TOJYyYEeHHOEe M3 KOHIEHTpaTa
SPUTPOLIUTOB JOHOPCKOW KPOBU UEIOBEKA MYyTEM €ro OTICJICHUS OT KJIETOYHOTO MaTepuana u
OEJIKOB.

2.2 KayecTBEHHBIH U KOJHYECTBEHHDIN COCTaB

JleiicTByro111€€ BEIIECTBO: TEMUH.

Kaxaplii MJT KOHIIEHTpATA JIJIsl IPUTOTOBJICHHS pacTBOpa st MHPY3UH CONCPKUT 25 M TeMUHA.
Kaxnas amnyna oosemom 10 M cogepxut 250 Mr remuHa

BcnomoratenbHble BelecTBa, HaJHM4We KOTOPBIX HAIO YUUTHIBATh B COCTAaBE JIEKAPCTBEHHOIO
npenapara: 3TaHoJ, MPOMMICHTIIUKOIb (M. pasnen 4.4.).

[TonHbIN IepevYeHb BCIOMOTATEIbHBIX BEIIECTB MPUBEICH B pasnene 6.1.

3. JEKAPCTBEHHAA ®OPMA

KonuenTpar a1 npuroToBieHus pacTBopa Juisi UHPY3Hi.

PacTBOp TEMHO-KOPHYHEBOTO 1IBETA

4. KIMHUYECKHUE JAHHBIE

4.1. Tloka3aHusl K IPUMEHEHHUIO
ITpennapat HopmocaHr 1oka3aH K IPUMEHEHHIO Y B3POCIIBIX U IeTEN
OcTpble NpUCTYIBI TEYEHOYHOH nophupun (ocTpoit mepemesxaroeiics noppupun, BapueraTHon

nophupuM U HaCJIEICTBEHHOM Kompornoppupun).

4.2. Pe:kum 103MPOBaHNS M CIOCO0 MPUMeEHEHUs!

Pexxum go3upoBaHus

PexoMenayemass cyTodHas j03a OmpeaelseTcs W3 pacdera 3 MI/Kr | pa3 B CYTKH B TEUYCHHE
4 nueit. MakcumanbHasi CyTodHas go3a cocrapiset 250 mr (1 ammyna).

B wuckiaounTeaIbHBIX ClIydasax, KypC MOKCT OBITh HNOBTOPCH HIPH HEAOCTATOYHOM OTBCTC Ha
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Ilpumenenue y noscunvix

KoppekTrpoBku 10351 Y IOKUIIBIX TALIMEHTOB HE TPEOyeTCS.

eTu
Octpble mpucTynbl nophupuu y JeTell penkH, OJHAKO OrPAaHWYEHHBI ONBIT MPUMEHEHHS
npernapara npu THPO3MHEMHH IpeanoaraeT 0e30MacHOCTh AUana3oHa 103, He MPEBBIIIAIONINX
CYTOYHBIE JI03BI, U3 pacyera 3 MI/KT B TeueHHE 4 JHEH, IIPU TeX Ke Mepax MPeJOCTOPOKHOCTH,
YTO U Yy B3POCIIBIX NAL[UEHTOB.

Croco0 rmpuMeHeHus

Konnentpar, passenennsii B 100 mn 0,9% pactBopa HaTpusi XJopuaa, BBOJIAT B OAHY H3
MOJKOKHBIX BEH NPEIIUIeUbs WM B LEHTpalbHYIO BeHy. [lockonbky pactBop s uH(y3un
SIBJISIETCSI THIIEPTOHUYECKUM, OH JIOJDKEH BBOAMTHCS OYCHb MeIUIeHHO. /Iy mpenoTBparieHus
pa3IpakeHus BEHbI, [UINTEIBHOCTh HH(Y3HH J0JDKHA COCTABIIATH HE MeHee 30 MuH.

[To oxonuannu nH(y3un cneayer BHyTpuBeHHO BBecTH 100 Mt 0,9% pacTtBopa HaTpus XJIopuaa
JUTST TIPOMBIBaHMS BEHBI: CHadajla BBeCTH 3-4 OoJtOCHBIE WHBEKIWU Mo 10 My, a 3arem —
ocrtaBiuiics o0beM B TeueHue 10-15 Mun nHby3MOHHO.

WMHCTpYyKIMHU 110 IPUTOTOBJICHUIO JIEKAPCTBEHHOTO IIpeTapaTa rnepes IpUMEHEHHEM CM. B pa3zese

6.6.

4.3. IlpoTuBONOKa3aHUS
e ['unepuyBCTBUTENBHOCTh K T€MUHY W/MIM K JHOOOMY M3 BCIOMOTaTEIbHBIX BEILECTB,

MEpPEUNCIICHHBIX B pa3jene 6.1.

4.4. Ocobble yka3aHus U MepbI MPeI0CTOPOKHOCTH NPHU NPUMEHEeHHH

C 0CTOPO’KHOCTBLIO

bepeMeHHOCTh 1 ITEpUOI TPyAHOTO BCKAPMIIMBAHHSI.

Oco0ble yKa3aHus

Ilepen HawyasoMm Tepanuu cleayeT NOATBEPAUTH JMArHO3 OCTPOr0 IPUCTYIA NEYEHOYHOMU
nopUPHH 1O CIEAYIOMNUM KPUTEPUSIM:

®  [IOJOXKUTEIBHBIN WU MPEANOIAraeéMblii CEMEUHBIN, MM HHANBUIYaJbHbIA aHAMHE3;

® XapakTepHas KJIMHUYECKAsl KapTHUHA;

® KOJIMYECTBEHHOEC OnpeacIeHue JI€JIbTa-aMUHOJIEBYJIMHOBOU KHUCJIOTBI u

HOp(I)O6I/IJII/IHOI“CHa B MOUYC (Hpe,Z[HO‘-ITI/ITeJ'IBHCC, YyeM MEHee HaAeKHbIe TeCThl XoIlla U
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Yorcora- sapia). (MOCNEOOBATENLHOCTL 0001)

Yem panblilie Hayato JieueHHe HopmocaHrom ¢ MOMEHTa Hauaja MPUCTYIA, TEM BBIIIE €ro
3¢ (HEeKTUBHOCTD.

Kak pesynbrar uHdy3uii Hopmocanra, 0ojb B JXKHBOTE W JPYTA€ CHUMITOMBI CO CTOPOHBI
eIy TOYHO-KUIIIEYHOTO TPAKTa, KaK MPaBUIIO, UCYE3al0T B TeueHue 2-4 nHeil. HeBposoruueckue
OCJIOXKHEHHUs (Mapajiuy, MCHXOJOTHYCCKUE HAPYIICHHUS) MOIABCPKCHBI JICYCHHUIO B MEHbBIIICH
crerieHd. [loCKOJMBKY TPUCTYIBI MOPGUPUU YaCTO CBS3aHBI C PaA3IMYHBIMH  CEPACYHO-
COCYIIUCTBIMH U HEBPOJIOTUYECKUMH TPOSIBICHUSIMH, HEOO0XOIUMO o0ecreynTh
COOTBETCTBYIOIIUI KOHTPOIIb 32 COCTOSTHUEM TAI[CHTOB.

[TarMeHTsI TOJIKHBI OBITH 00sI3aTeIbHO HHMOPMHUPOBAHBI O TOM, YTO IPHU TOJOJaHUH HITH IPHEME
HEKOTOPBIX JIGKAPCTBEHHBIX CPEACTB (B YaCTHOCTH, OapOMUTYpaToB, 3CTPOICHOB M JPYTHX
CTCPOUIHBIX TOPMOHOB) PHCK BO3HUKHOBCHHS IPHCTYNOB TOBBIMIACTCS BIUIOTH JO HX
IPOBOLIMPOBAHMSI.

Bermreyka3anapie  (pakTOphl yBEIHUYHMBAIOT MOTPEOHOCTh IMEUYEHH B T'EMME, YTO MPSAMO HIIH
OIOCPEI0OBAaHHO HHIYIUPYET aKTUBHOCTh CHHTA3bI JIC/IbTa-aMUHOJICBYIMHOBOU KHUCIIOTHI.

Jis npeaynpexaeHusl pa3apaxXeHusi BEHBI, Mpernapar KelaTelbHO BBOJUTh B KPYITHYIO BEHY
NpeIieYbs UK [IEHTPAIbHYIO BEHY, a JJIUTSIbHOCTh MHPY3UU JOJDKHA ObITh He MeHee 30 MUH
(cMm. pasnen 4.2).

[Mpu npumenennn HopmocaHra CymIeCTBYET BEpPOSTHOCTh Pa3BUTHS TPOMOO3a BEHBI, depe3
KOTOPYIO BBITIOJHsUIACh MH(Y3us. ONMUCAHO HECKOJBKO CIIydaeB TPOMOO3a IMOJIBIX BEH M HX
OCHOBHBIX TPUTOKOB (TIO/IB3/IOIIHOW W TMOJAKIOYMYHOW BeH). Henb3s HCKITIOYATh PUCK
BO3HHUKHOBEHHS TPOMOO03a MOJIBIX BEH.

[Tpu MOBTOPHBIX UHOY3UIX HAOIIOAAOTCS M3MCHEHHUS Mepu(epUUEeCKUX BEH, Y4TO 3aTPYAHSIET
MOCJICIYFOIIUI JOCTYI B T€ )K€ BEHBI M ONPABJIbIBACT HCIIOJIB30BAHKUE IICHTPAIBHOTO BEHO3HOTO
pycna. IToaTomy mocine mpoBeneHuss UH(QY3UH Tpernapara PeKOMEHIYEeTCsS MPOMBIBAHHE BEHBI
100 mut 0,9% pactBopa Hatpus xjaopuaa (cM. pasaen 4.2).

[Tpu ATUTETLHOM HCITOJIB30BAaHUN BHYTPUBEHHON KAHIOJIN M3-3a MEXaHUYECKOTO pa3apakeHus, a
TaKXKe W3-3a2 pa3JpakCHUs, BBI3BAHHOTO WHBCKIIMOHHBIM PACTBOPOM, MOXKET TPOU3OUTH
MOBPEXJICHUE COCYZOB M TOMNAJaHUE >KUIKOCTH B OKPYKAIOIIME TKAaHU (DKCTpaBasaius) ¢
MOCJIE Y FOIIIUM HEKPO30M B MECTE MHBEKITUH.

Crnemyer mMpoBEPSTh KAHIONIO TEpe HadaioM WH(Y3UH M MPOBOIWTH PETYIISIPHBIA OCMOTP BO
BpeMs IPOBeICHUS HH(DY3UH.

B ciyuae nmomnaiaHus ®HUIKOCTH B OKPYIKAIOIINE TKAHU MOXKET HaOIF01aThCsl HAPYIICHUE OKPACKH

KOXH.
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Nibtol Upataix HHYui

T10C OB
VYBenuueHrne KOHIEHTpauu peppruTrHHa B TU1a3mMe OTMG%WE%%'

PekoMeHayercss peryisipHO H3MEpSATh KOHICHTpAIuio (eppuThHa B IUIa3Me ISl OLEHKHU
JETIOHUPOBAHHOT'O B OPraHU3ME JKEJe3a.

Temuslii 11BeT pactBopa Hopmocanra MoxkeT MmpuaaBaTh IUIa3Me KPOBU HEOOBIYHBIH OTTEHOK.
[Ipeanpunumaemple B Ipoliecce IPOM3BOACTBA mpernapata HopMocaHr MeponpusTHs MO
MPEIOTBPALICHUIO MHPEKIINH, pa3BUBAIOIIMXCS TPU UCIOJIB30BAHUU MEIUIUHCKHUX TPOAYKTOB,
MPUTOTOBIICHHBIX M3 KPOBU WIIM TUIa3Mbl YEJIOBEKa, MPU3HAHBI 3()()EKTUBHBIMUA B OTHOIICHUHU
000J109eYHBIX BUPYCOB, Takux kak BUY, Bupycel renatutoB B u C. OHu BKIIIOYAIOT B ce0s1 0TOOP
JIOHOPOB, CKPUHUHT HMHAMBHUIyaJIbHBIX O00pa3lloB KpOBU M0 CHEHU(PUYECKHUM MapKepam
WH(DEKINA, a TAK)Ke UCIOJIB30BaHNE B TIPOU3BOJCTBEHHOM IPOIECCE ITANIOB MHAKTHBAIIUYU WU
yaajieHusi BUpycoB. HecMoTpst Ha 3TH Mepbl, IPU Ha3HAYCHUH MIPENapaToB, MPUTOTOBJICHHBIX U3
YeJI0BEUYEeCKONH KPOBH WM IUIa3Mbl, BO3SMOXKHOCTD Tepefaund MHPEKINOHHBIX ar€HTOB HE MOKET
OBITH TIOJTHOCTBIO UCKITIOYEHA. ITO OTHOCUTCS TAK)KE K HEU3BECTHBIM U MOSBIISIONIMMCS BUPYyCaM
U JPYTUM TATOTEHAM.

[Ipu kaxnom BBenenuu Hopmocanra criemyeT 3amuchbiBaTh MMSI MAIlMEHTa W HOMEP CEpUU
npemnapara, AJis TOro, 4ToObl MOAJIEPKUBATh CBSA3b MEXK/Y MAlIMEHTOM U OIpe/IeJICHHON cepueit
Hopwmocanra.

Hopmocanr He ciiefyer Ucronb30BaTh Kak CPEACTBO MPOQUIAKTUUECKON TEpanuu, MOCKOJIbKY
UMEIONINECS TaHHBIC BEChMa OTPaHUYCHBI, a IOJITOBPEMEHHBIN KypC PeryJIsipHbIX HH(Y3UH HeceT
B ce0e PUCK TepeHaChIIEH s OpraHu3Ma sxesie3oM (cM. pasaen 4.8).

B nomonnenue k tepanuu HopmocanroM, HEOOXOAUMEBI U IPYTHUE MEPHI, TAKHE KaK yCTpaHEHUE

ITYCKOBBIX @aKTOpOB N HAINYHUEC JOCTATOYHOI'O KOJIMYCCTBA YITICBOJOB B IMUIIIC.

BcnoMorarenbHEIE BEIIECTBA

Omanon

B 1 ammyne (10 mir) Hopmocanra conepxutcst 1 r 96%-ro 3Tanona. JlaHHOE KOJTUYECTBO MOXKET
HAaHECTH BpeJ MalFeHTaM C 3a00JIeBaHUSMHU TICUCHH, AaJKOTOJIM3MOM, SIWICHCHEH, MpH
MOBPEXICHUAX UM 3a00JI€BaHUAX TOJIOBHOTO MO3Ta, a TaKXKe OEPEMEHHBIM )KEHIIIMHAM H JIETSM.
Hanuune sranona B HopmMocanre MokeT U3MEHATH WM YCHIIMBATh 3 (HEKT APyrux npenapaTos.

IIponunenanuxons

[Mpenapatr HopMocaHT COOEpKHUT TPONHIICHIIINKONIb, KOTOPBIH MOXKET BBI3BATH CHMIITOMBI,

CXOXHUC C [TPUCMOM aJIKOT'OJIA.

4.5. BzaumojeiictTBue ¢ JPYrHMH JeKAPCTBEHHbIMM MpenapataMd M JApyrue BHIbI
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TENEHOCTE 0001)

B3auMOo/IelicTBHS (NOCNEOOBA

Bo Bpems neyenus Hopmocanrom akTuBHOCTH M30(epMeHTOB IuToxpoMa P450 mosblmiaeTcs.
Metabonu3M COBMECTHO MpHUMEHsieMbIX ¢ HopMocaHrom JIEKapCTBEHHBIX CpEACTB,
omocpeayeMblid cuctemMoi muroxpoma P450 (Hampumep, OCTpPOreHOB, OapOUTypaToB U

CTEPOUIHBIX rOpMOHOB), YCKOPAETCS, UTO IPUBOAUT K CHHIXKCHUIO UX CHCTEMHOM OKCIIO3UIIHNH.

4.6. DepTHIBLHOCTD, 0EPEMEHHOCTH U JIAKTALHSA

bepemeHHOCTD

DKCIepUMEHTaIbHbIC U KIMHUYECKUE JaHHbIE 0 mpuMeHeHnn Hopmocanra mpu 6epeMeHHOCTH
OTCYTCTBYIOT, PUCK IPHUMEHEHUS Tpernapara npu 0EpeMEeHHOCTH HEU3BECTeH. TeM He MeHee, 10
HACTOSIIIIETO BPEMEHH HE COOOIIAIIOCh O HEXKEJIATENbHBIX MOCIEICTBUIX Y ACTEeH, YbH MaTepu
nonydanu HopmocaHr Bo Bpemsi 0epeMEeHHOCTH.

JlakTauus

[Ipumenenue Hopmocanra mnpu TpyAHOM BCKApMJIMBAaHMM HEe u3ydaiock. HasnaueHue
Hopmocanra npu rpy/iHOM BCKapMJIMBaHUH CIIETYET MPOBOJAUTH C OCTOPOKHOCTBIO, MTOCKOJIBKY
00JIBIIIOE KOJIIMYECTBO MPENAapaToB BHIICTSETCS C IPYAHBIM MOJIOKOM.

W3-3a HeAOCTAaTOYHOCTH JIaHHBIX 00 Hcnonb3oBaHuu HopMocanra npu 6epeMeHHOCTH U TPYIHOM
BCKapMJIUBaHUH, €r0 Ha3HAYCHHE HE PEKOMEHJOBAHO 3a HCKIIOUYEHHEM CIIy4aeB OCTpPOH

HEOOXOIUMOCTH.

4.7. BiusiHHe HAa CHOCOOHOCTH YNPABJATH TPAHCHOPTHBIMH CPeICTBAMHM M padoTaTh ¢
MeXaHUu3MaMHu
BinsHue Ha ciocoOHOCTH yNpaBiIsATh TPAHCIIOPTHBIMH CPEACTBAMU U pabOTaTh ¢ MEXaHU3MaMU

HE U3y4ajoch.

4.8. HexkesaTeibHbIe peakiuu

PesroMme HexxenaTeabHbBIX PEAKIINT

W3 HexenaTenbHBIX Peakinii HanboJiee YacTo OTMEYAINCh PEaKIIMU B MECTE BBEICHHSI, 0COOCHHO
B TEX CJydYasx, KOTJa BEHa, 4epe3 KOTOPYIO BBIMOJHsIACh MH(Y3US, UMENa HEAOCTATOYUHBIH
nuametp (cm. pasnen 4.4).

Kpurtepuun onenku 4actotsl: ouens uacmo (> 1/10); uwacmo (= 1/100 no < 1/10); neuacmo (>
1/1000 mo < 1/100); peoko (= 1/10000 mo < 1/1000); ouenv peoxo (< 1/10000); uacmoma
HeussecmHua (HE MOXET OBITh OICHEHA Ha OCHOBE MMEIOIIMXCS TAHHBIX).

Hapywenus co cmoponvl uMMyHHOU cucmembl
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Peoko: anadunakToumHbIE PEaKIUU, AJICPTUYECKUEC ﬂ@%ﬁﬂﬁér '%TI@'Q hw"l:‘%ﬁl&ihéﬁ%khmﬁ

JIEPMaTHUT, OTEK SI3bIKA).

Hapywenus co cmoponwvl HepeHoill cucmembl

Yacmoma HeuzsecmHa: TOJIOBHAS 00JIb.

Hapywenus co cmoponwsl cocyoos

Ouenv wacmo: HEAOCTATOYHBIA BEHO3HBIN JOCTYTI,

Yacmoma neuzéecmua’ TpoMOO3bl B MECTE HHBEKIIUH, TPOMOO3 BEH.

Hapywenus co cmoponsl Kodtcu u nOOKOINCHbIX MKAHell

Yacmoma HeuzsecmHa: HapyIIEHUE OKPACKU KOXKH.

Obwue napywenus u peakyuu  Mecme 68e0eHUs.

Yacmo: Gnedbut B obnactu nHpy3uH, 6016 B 001acTH HH(DY3UH, OTEK B 001acTH HH)Y3UH;
Peoko: nmuxopajka;

Yacmoma neussecmua: SpuUTeMa B 00JIACTH WHBEKLUU, 3yJl B 00JACTH MHBEKIUH, MOMAJaHUE
BJIIMBAEMOT0 PACTBOPA B OKPYKAIOIINE TKAHU, HEKPO3 B 00J1aCTH MHBEKIUH.

Jlabopamopnvlie u uncmpymenmanvHule OauHble

Heyacmo: yBennueHnue KOHIICHTpAMN (eppUTHHA B TIa3ME KPOBH.

Yacmoma HeuzéecmHa: TIOBBIIICHNUE COJIEP>KaHUSI KPEAaTHHHHA B KPOBH.

[ToBbIIeHNEe KOHIIEHTpAUK (EPPUTHHA B TIA3ME OTMEYAJIOCh Y MAIlEHTOB MOCIE HECKOIBKHIX
JIeT Tepanuyd ¢ MHOTOKPATHBIMU MH(Y3USMH, YTO MOXKET CBUICTEIHCTBOBATH 00 M30BITOYHOM
MOCTYIUICHUU Kelne3a (cM. pa3aen 4.4).

COO6H.ICHI/IC 0 TOAO03PEBACMBIX HEXKCIATCIBbHBIX PCAKIINAX

BaxxHo cooOmath 0 NOJ03PEBAEMBIX HEXKENATENbHBIX pEaKUUsAX I0ClIe PETUCTpaluu
JIEKapCTBEHHOI'0 Tpernapara ¢ 11eblo 00ecredeHrs HeMPepbIBHOIO MOHUTOPUHIA COOTHOILIEHUS
«T0JIb3a — PHUCK» JIEKapCTBEHHOIO TMpenapara. MenuIuHCKUM pabOTHUKAM pPEKOMEH]yeTcCs
cooluaTe O JIIOOBIX MOJ03PEBAEMbIX HEXKENATENbHBIX PEeaKIMsIX JICKapCTBEHHOIO Ipernapara
yepe3 HallMOHAJIbHBIE CHUCTEMBI COOOIIEHHSI O HEKETIATEeNbHBIX PEAKIUAX IOCyIapCTB — YJICHOB
EBpazuiickoro 3KOHOMHUYECKOT0 CO03a.

Poccniickas @enepanvs

®denepanbHas ciryk0a 1o Haa30py B cdepe 3ApaBOOXPaHEHUs

109012, r. Mocksa, CrnaBsiHCKas MIIoWap, 1. 4, crp. 1

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

OnekTponHas noyra: pharm@roszdravnadzor.gov.ru

Caiit B HH(bOpMaL[I/IOHHO-TeHeKOMMYHHKaHHOHHOﬁ CCTHU <<I/IHTepHeT»I

https://www.roszdravnadzor.gov.ru/
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4.9. Ilepeno3npoBka

CuMnTOMBI

Hopwmocanr conepxut 4000 mr/10 mut mporuieHriuKos B 1 ammyse.

[TponuaeHrIMKOMb B BHICOKMX [103aX MOJKET BBI3bIBAaTh HAPYIICHUS CO CTOPOHBI IIEHTPAIbHOMN
HEPBHOM CHCTEMBI, JAKTOALKJ03, YBEJIUYEHHE OCMOJSPHOCTH IUIa3Mbl, TI'€MOJIMTUYECKUE
peakify, a TAKKE OKa3bIBaTh TOKCUYECKOE BO3JICHCTBUE HA MTOYKHU U TICYCHbD.

[Toctynana wuHbopMainus o ciydasx nepeno3upoBku Hopmocanra. Hampumep, y onHoro
naueHTa Oplia pBoTa c1aboit MHTEHCUBHOCTH, 00JIb U O0JIE3HEHHOCTh B 00JIaCTH IIpeaIieyubs (B
Mecte WHQY3UHM), BBI3JIOPOBIEHUE Tpounuio ©6e3 ocnoxHeHuil. OcTpas me4eHOYHas
HEJI0OCTAaTOYHOCTh HaOMrofanach y mnamnuenrta, noayuusiiero 10 ammyn Hopmocanra (2500 mr
reMHHa) MpU OAHOKPATHOW HH(Y3HM; y APYroro MalUEHTa C XPOHHYECKOH IEeYEeHOYHOU
HEJOCTAaTOYHOCThI0O B aHamHe3e, mnomyuuBmiero 4 ammynsl Hopmocanra (1000 mr remuna),
BO3HUKILIAS OCTpasi I€YEHOYHAasi HEJOCTaTOYHOCTb N10TpedoBalla TpaHCIUIAHTAlUIO ieueHu. OiuH
nanueHT noiayuyun 12 amnyn Hopmocanra (3000 mr remuHa) B T€4€HUE 2 CYTOK, B pe3ysbTare
4Yero HaOMIOAANUCh TUIIEPOUTUPYOMHEMHUH, aHEMUH M T€HEPATU3UPOBAHHBIN reMopparndecKuit
nuate3. J[aHHbIe CUMIITOMBI COXPaHSUIUCh B TEUEHUE HECKOJIBKUX THEH ¢ MOMEHTa BBEJCHUS, HO
BBI3/IOPOBJICHHUE MTPONLIO 0€3 KaKuX-Tn00 mocneacTuil. imeercs cooOImieHne, 4To BEICOKAs 1032
rematuna (1000 mr), apyras ¢popma rema, BeI3Baja TPAaH3UTOPHYIO MOYEYHYIO HEIOCTATOYHOCTD

Y OAHOTO ManreHTa.

Jleuenue
e Heobxonumo HazHauuTh MH(QY3UI0 anbOyMHHa JUIsl  CBSI3bIBaHUS  CBOOOJHO
LUPKYJUPYIOLIETO U MOTEHIIMAIBHO PEAKTUBHOTO F'€MUHA.
e Ha3naueHue aKTHUBUPOBAHHOTO YIS OOECIEUUT TMPEPHIBAHUE HSHTEPOreNnaTudecKon
PELUPKYJISIUN reMMa.
e Heobxonum remoauanus Juist BBIBEIEHUS MPOMMICHTJIMKOISA U3 OpraHu3Ma.
Crnenyet HenpepbIBHO HAOIIOAATh 3a MOKA3aTeNsIMU CBEPTHIBAEMOCTH, (DYHKIMEHN TIEUeHH, TOYEeK
U TIOJIKETyIOYHOM JKeJie3bl 10 UX HopMaln3auuu. Takxke cieayeT KOHTPOJIUPOBATH COCTOSTHUE

CCpI[e‘IHO-COcy,Z[I/ICTOﬁ CHUCTCMBI 13-3a BCPOATHOCTH PA3BUTHA CCPACUHBIX apI/ITMHﬁ.

5. DPAPMAKOJIOTHYECKUE CBOMCTBA

5.1. ®apmakoauHAMHYECKH e CBOICTBA

(DapMaKOTepaHeBTI/I‘-ICCKaSI rpymama: Jpyru€ reMaToJIOrutueCKue CpeacTBa; MMporu3BOAHBIC I'CMa
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HopmocaHr siBisiercst OM0JI0THYeCKUM JIEKAPCTBEHHBIM MTPETIapaToM.

Mexanusm aeiicteus U hapMakoauHaMmudeckue d3hheKThI

ApruHar remMa mnoka3zaH IpH IMEYeHOYHOH mnopdupuu (ocTpas mnepemexaromascs mnopdupus,
BapueratHas nopdupuss u HaciencTBeHHas kompomnopdupus). JlaHHele 3a0oneBaHUs
XapaKTepPU3YIOTCS CYIIECTBOBaHHEM (DEPMEHTATUBHOMN OJIOKAIbl CHHTE3a reMa, YTO MPUBOJIUT K:
- aedumuTy reMa, HeOOXOAMMOTO JJIsi CHHTE3a Pa3InIHBIX T€MOIPOTEUHOB

- KyMyJSIIUU MeTaOOJIMYECKHUX MPEIIIECTBEHHUKOB TIeMa, oOO0JaJaloluX NpSIMbIM WU
OIOCPEI0BAaHHBIM TOKCMUYECKUM BO3/ICHCTBUEM Ha OPTaHU3M.

[Ipy Ha3HAYEHWW TEMHHA, YCTPAHSIOMIETO ACPHUIMT rema, MO0 MEXaHH3MY OTpPUIIATEITHHON
00paTHOM CBSA3U TOMABIISECTCS AKTUBHOCTb CHUHTA3bl JI€IbTa-aMUHOJIEBYJIMHOBOW KHUCIIOTHI,
KIIFOYEBOr0 (epMeHTa B CHHTE3€ MOPPUPUHOB, YTO MPHUBOJUT K YMEHBIICHUIO CHUHTE3a
nop(GUPHUHOB U TOKCUYHBIX METAOOIMUYECKUX MPEAINIECTBEHHUKOB T'eMa.

Takum o00pa3oM, CIIOCOOCTBYS HOPMAJU3allMd YPOBHS TEMONPOTECHMHOB W JBIXaTEIbHBIX
MUTMEHTOB, Te€M KOPPEKTUPYET MaTOPU3NOJIOTHYECKUE HAPYIICHUs, HAOII0AaeMbIe IPU
nopdupun. [lockonabKy OMOJOCTYTHOCT apruHaTa remMa i MeTreMaiboyMuHa ((hu3noIornaeckoi
dbopMBbI IepeHoca rema) CornocTaBUMbl, Ha3HaYeHHe mpernapara 3Q(GEeKTUBHO KaK MPU PEMUCCHUH,
TaK M MPU OCTPOM IMIPUCTYTIC MOPPUPHUH.

B o0oux ciy4asx, U, B OCOOCHHOCTH IPH OCTPOM NPHCTyNE, UHPY3UH TeMHHA C OOJBIION
BEPOSITHOCTHI0 HOPMAJIM3YIOT 3KCKPELUHIO C MOYOM J1€IbTa-aMUHOJIEBYJIMHOBOW KHCIOTHI U
nophoOUIMHOTeHa - IBYX BEIIECTB, Ybsl KyMYJISIUS JIS)KUT B OCHOBE MMaTOTeHe3a 3a00JIeBaHUs.
OT0 cripaBeAJIMBO U JIJIsl OCTPOM MepeMexaromencs, 1 11 BapueraTHoi nopupuu.

B otnuume oT paHee MpoU3BOIUBIINUXCS TAJICHUYECKUX MPEnapaToB, MH(PY3UN apruHara rema He
BBI3BIBAIOT 3HAYUTENbHBIX U3MEHEHUHN MOKa3aTelei CBepThIBAEMOCTH KPOBH M (PUOpUHONIU3A Y
310pOBbIX 100poBOJbIEB. [lokazaHO, YTO BCEe ITHU MOKA3aTeNU OCTAIOTCA HEU3MEHHBIMU 3a
UCKIIIOUeHHeM KoHueHTparnuii ¢aktopoB X u XI, obparumo cHmwxkawmmxcs Ha 10-15% ot
HCXOJIHBIX 3HAUCHUH.

5.2. apmakoknHeTHYECKHE CBOHCTBA

Abcopbrus

[Tocne BHyTpuBeHHOW MH(GY3uU reMuHa (3 MI/KT) Y 310pOBBIX JI0OPOBOJIBIEB U MAlUEHTOB C
nopdupueit  ObulM  ompeaeneHbl  cienyronpe — (papMakKOKMHETHYECKHE  IOKa3aTelu:
C(0) — 60,0 £ 17 mxr/mn. O6uuit kiaupeHc miasmel — 3,7 £ 1,2 Ma/MuH.

Pacnpenenenue

O0beM pactpenenenus — 3,4 £ 0,9 m.
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OIMMUHAIKS

[Mepuon monyseiBeaeHus (T12) — 10,8 £ 1,6 u. TTocne 4-it uady3un T1o rema yBeTUUIUBACTCS 10
18,1 4.

5.3. JlokiuHUYecKHe JAaHHbIE

DKCIepUMEHTHl Ha XHBOTHBIX, IMOJYYaBIIMX BBICOKHE 03Bl mpemnapata Hopmocasr, nmokaszamu
ocTpeie TOKcHYeckne d(dexTrr, 3arparuBaromue medeHb. [lpm mo3ax, B JecsaTh pas
MPEBBIIIAIOIINX PEKOMEHyeMbIE CYMMapHbBIE J03bl y JOJEH, Y KPBIC TakkKe HaOII0JaI0Ch

CHHIXKCHHUC apTECPHUATIBHOI'O JaBJICHUA. Bricokne J103bl MOT'YT BbI3BAaTh coou B pa60Te reMmocrTasa.

6. PAPMAIIEBTUYECKHUE CBOVCTBA

6.1. [lepeuenb BcnoMorareJibHbIX BellleCTB
ApruHuH

DTaHoII

[TponuieHrTUKOIb

Boga a1 HHBEKIIHN

6.2. HecoBMecTHMOCTH

d)apMaueBTqucxas{ HCCOBMCCTUMOCTD

JlaHHBII TIpemapar HE OJDKEH CMEIIMBAaThCS C KAaKUMHU-JIMOO JPYTMMHU CpPEACTBaMHU 32
uckmouenreM 0,9% pacTBopa HaTpus XJIOpUa IPU Pa3BeICHUH.

6.3. Cpok romHocTH (CPOK XpaHEHHs)

2 roza.

[Tocne pa30aBneHus pacTBOpP CIEIyET UCIOJIBL30BATh B TeueHue | yaca.

6.4. Oco0ble MepbI NPEAOCTOPOKHOCTH NIPH XPAHCHUHU

XpaHUTh B 3alIUIIEHHOM OT CBETa MECTe Mpu Temmneparype ot 2 1o 8 °C.

6.5. XapakrTep u cofep:kaHue NePBHYHOH YNIAKOBKH

[To 10 Mn koHIIEHTpaTa B aMIyJibl OeciBeTHOro crekia (Tun 1) BMectumocThio 10 MiT ¢ KobLIOM
HajioMa Oenoro 1sera. [1o 4 amiyiisl B ymakoBKe U3 IEHOMOJIMCTUPOJIA.

[To omHOll ymakoBKe W3 TEHOMOJMUCTHPOJIA BMECT€ C MHCTPYKLUUEH IO METUIIMHCKOMY
NPUMEHEHHIO B TTaYKe KaPTOHHOM.

6.6. OcoOble Mepbl NPeIOCTOPOKHOCTH TPH YHUYTOKEHHMH  HMCIOJb30BAHHOIO
JIeKAPpCTBEHHOr0  MpenapaTta MWJIH  OTXOJA0B, MOJYYeHHBIX IOCJie TPUMEHeHHUs
JIEKAPCTBEHHOI0 Npenapara u Apyrue MaHUIYJISIMH € MIPenapaTomM

Hucmpyxyus no npucomosienuro pacmeopa ons qu)VS‘I/lIZ

Hopwmocanr pa3Boautcs HemocpenacTBeHHO niepea BBeaenueM B 100 ma 0,9% pactBopa Hatpus
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XJIOpHJIa B CTEKJITHHOM (priakoHe. [[i1st 3Toro pag cunrannbe-OTHECH e bHO-MAC bt Tesr ﬂé}'::flj[éma

KOJIMYECTBO IpernapaTta MepeHoCIT U3 aMITylibl BO (h1akoH. PacTBopeHne TOKHO MPOUCXOIUTH
BO (prmakoHe U3 CTEKIa, T.K. TEMHH OBICTpEE pa3iaraeTcsi B eMKOCTIX U3 NOJIMBHHUIXJIOPUIA.

He cnenyer rotoButh pactBop ans uH@y3uii Oosnee yeM u3 1 ammynbl Ha OJHOrO MalMeHTa B
cyTku. [IpUroToBiIeHHBI pacTBOP HEOOXOAHMMO HCIIOJIB30BaTh B TeyeHHe | yaca mocie
pa3BeneHUs.

Tak kak HopmocaHr uMMeeT TEMHBIA UBET, IMOCIE PAa3BEACHUS BU3YAIbHO 3aTPYIHUTEIIBHO
OLICHUTh HAJIM4YME MOCTOPOHHUX YaCTUIl B IMOJY4YEHHOH cycreH3ud. M3 3Tux cooOpaxkeHuit
PEKOMEH IyeTCsI HUCII0JIb30BaTh HH(Y3UOHHBINA HA00p ¢ GUIBTPOM.

Heucnons3oBanHass 4yacTh Iperapara BHE 3aBHUCUMOCTM OT €ro KOJIMYECTBA, a TaKXKe
WCIIOJIb30BAaHHBIC MPU WH(PY3UU PACXOJHBIC MATEepPHAIbl JIOJDKHBI OBITh YTUIM3UPOBAHBI B

COOTBCTCTBHUHU C HeﬁCTBYIOHlHMH CaAHUTAPHO-TUTUCHUYCCKHUMH HOPMAMMH.

7. AEP/KATEJIb PETUCTPAIIMOHHOI'O YIOCTOBEPEHUS
Pexopnaru Paa Jluzuzes, Opannus

Recordati Rare Diseases, France

Immeuble "Le Wilson", 70 avenue du General de Gaulle, 92800 Puteaux, France

7.1. IlpencraBuTtenb AepKaTesisi PeriCTPALMOHHOIO YA0CTOBEPeHHU

[Iperen3uu HOTDC6I/ITCJ'IGI\;I HalpaBJIATH IO agpeCy:

Poccniickas @enepanns

000 «Pychux»

123610, Mocksa, Kpacnonpecnenckas Ha0., a. 12, moa. 7, o1. 6, mom. 1AXK.
Ten.: +7 (495) 249 06 59

E-mail: PVRussia@recordati.com

8. HOMEP PETHCTPAIIMOHHOT' O YAOCTOBEPEHMUSA

9. JATA TMEPBUYHOM PETACTPAIIUM (IIOATBEPXKIEHUS
PET'UCTPALIUU, IIEPEPET'UCTPALINN)

[laTa nepBoi perucTpanum:
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10. TATA IEPECMOTPA TEKCTA

OO61mas xapakTepucTHKa JIEKapCTBEHHOT o npenapara HopmocaHr noctynHa Ha HH(GOpMAalOHHOM
noptaie EBpazuiickoro 3KOHOMHYECKOTO COI03a B MH()OPMAIIMOHHO-KOMMYHHUKAIIHOHHON CETH

«UuTepuer» https://eec.eaeunion.org/.
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