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OBIIAA XAPAKTEPUCTHUKA JIEKAPCTBEHHOI'O ITPEITAPATA

1. HAUMEHOBAHMUE JIEKAPCTBEHHOI'O ITPEITAPATA

Kap0armto, 200 mr, TabieTKu 1ucneprupyemMbie

2. KAUECTBEHHBIN 1 KOJIUMYECTBEHHBIA COCTAB

JleficTByroIIIEE BEIIECTBO: KapIiyMOBasi KHCIOTA.
Kaxnas Tabnerka cogepxut 200 Mr KapriiyMOBOW KHCIIOTHI.

ITomubrit MNEPCUCHb BCIIOMOTI'aTCIIbHBIX BCHICCTB CM. B Pa3iCiIic 6.1.

3. JEKAPCTBEHHASA ®OPMA

TabneTku aucneprupyemsle.

IIpomonroBarele ¢ 3aKpyIJI€HHBIMU KpasMH, JIBOSIKOBBIINYKJIbIE TaOJETKH, OT Oeloro 10 MOYTH
0eJIoro 1BETa, C TpeMs PUCKaMH Ha 00EUX CTOPOHAX M YETHIPhMS TPABHPOBKaMH B BUJE OYKBBI «C»
Ha OIHOH CTOpPOHE, PacloJIOKEHHBIMU 110 00EUM CTOPOHAM OT KaX/10i pUCKH.

4. KIMHNYECKUE JAHHBIE

4.1. IToka3aHusl K NPUMEHEHHIO

IIpenapar Kap6ar/iio nokasan K NpUMEHEHHIO Y B3pOCJbIX, AeTeil B Bospacrte oT 0 jer s
JIeYeHUsl TUIIepaMMOHHEMHH BCIIEACTBHE:

nepBUYHOTO Aeduiuta N-aneTuirmyTaMaTCUHTETas3bl;
M30BaJIEPUAHOBOM AlUIEMUN;

METHJIMAJIOHOBOW alluJEMUH;

MIPONMOHOBOM allUJIEMUHU.

4.2. Pe:xuM 103MPOBaHUS U CIIOCO0 MPUMeEHEHHUs

Jleuenue mpenaparom Kapbarmio crneayeT HauMHaTh Moja HAOMIOJCHHEM Bpaua, UMEOIIETO OIBIT
JIeYeHUS HApyIIEeHU 0OMEeHa BEIIEeCTB.

PexxuM 103upoBaHus

B3pocabie

IIpu nepsuunom deguyume N-ayemunenymamamcunmasvl
Pexomenayemast HauanbHasi CyTouHas fo03a cocTtaBisieT oT 100 mr/kr 1o 250 Mr/Kr mMacchl Tena.

Koppekiust 70361 TPOBOAUTCS HWHIMBUAYAIbHO, 110 JOCTIKEHHS pe(epeHCHBIX 3HaYeHHH
KOHIIEHTpAllMu aMMHaKa B IJ1a3Me KpoBu (cM paszzen 4.4).

HpI/I MNPpOAOJDKCHUN JICUCHUA, B CJIydaC COXPAaHCHUSA pe(bepeHCHLIX 3HAYCHUH KOHOCHTpAlUun
daMMHAKa B IIa3ME KpOBH, IO MEPEC YBCINYCHUA MACChl TCJIa MallMCHTA, }IaHBHefIHIeFO YBCIUUCHUA
AO03bI MHpfrapara MOKET HEC HOTpC6OBaTBCSI; PEKOMCHAYCMAA CYTOYHAsA O03a B TAKUX ClIy4dasaX
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coctasirsteT oT 10 1o 100 MI/Kr Macchl Tea marnueHTa

Tecm na uyecmeumelbHocnb K Kapeﬂymoeoﬁ Kucaome

Ilepen Hauasom m1000r0 AJUTENBHOIO JICUEHHUS] PEKOMEHJIYETCS IMPOBEPUTh HMHIMBHIYATIbHYIO
YYBCTBUTEIBHOCTb K KAPIIIyMOBOM KHCIIOTE.

Hanpuwmep:

e B ciyuae eciau nalMeHT HAaXOAUTCS B KOMAaTO3HOM COCTOSIHUM, HauallbHasl 103a KaprilyMOBOM
KHCJIOTHI peKoMeHIyeTcs B tuama3oHe ot 100 1o 250 Mr/Kr/CyTKH, KOHTPOJIb KOHIIEHTPAITTH
aMMuaka cleAyeT IpPOBOIUTh HE pexe, 4YeM Iepe] KaKIblM BBEJIEHUEM IIpernapara;
KOHIIGHTpalusi aMMHaKa JO0JDKHA CHU3UTBCS [0 pedepeHCHbIX 3HAYCHUH B TEUeHHE
HECKOJIbKMX YacOB OT MOMEHTA BBe/IeHUs npenapara Kapoariio.

e [lanueHTy ¢ yMEpEeHHOH CTENEHbIO TMIIEPAMMOHUEMHUHU BBOASAT TecT-103y oT 100 mo 200
MI/KI/CYyTKH B TeueHue 3 Hel Ha (POHE IUeTHI C TOCTOSIHHBIM BBEACHUEM OelKa, IPOBOIUTCS
KOHTPOJIb KOHLIEHTPAllMU aMMHaKa B IJIa3Me KPOBH (10 U uepe3 1 yac nocie npuema nuiiu);
KOPPEKLHIO J03bl Ipernapara MpOBOAAT [0 JOCTHXKEHUS pedepeHCHBIX 3HaueHui
KOHIEHTpAllU aMMHAaKa B KPOBH.

Tunepammonuemusi npu u308a1epUAHOB0U AyUOeMUU, MEMUIMAIOHOBOU AYUOeMUl U NPONUOHOBOU
ayuoemuu.

VY nanueHToB C OpPraHUYecKoW auujeMued JedeHHe cielyeT HauMHaTh C MOMEHTa pa3BUTUS
rurnepaMMoHreMun. HawanpHast cyTouHas mo3a JoibkHa cocTaBisath 100 MI/Kr maccel Tena
MalMeHTa, C TOCTENICHHBIM MOBBIIICHHEM, ITPH HEOOX0AUMOCTH A0 250 MI/KT Macchl Tena.

B nanpHeiiiieM npoBOAMTCS WHIMBHAyaldbHAs KOPPEKIUS 03Bl KapriayMOBOM KHCIIOTHI IS
nojaaep>kaHusi pepepeHCHBIX 3HAUCHUH KOHIICHTpAIlMM aMMHaKa B I1a3Me KpoBH (cM pazzaen 4.4).

Oco0ble rpynIbl MalueHTOB

Hal/ﬂ/teHn’Ibl C NOYeyHol HedoCMamo4HoOCmbIO

Crnenyer coOmofaTe OCTOPOXKHOCTh INpH INpUMEHEHMH Ipenapata KapOarmio y MHalMeHTOB C
HapyleHueM (yHKIMU modek. IIpu movyeyHol HeAOCTaTOUHOCTH cielyeT KOPPEKTUPOBaTh 103y B
3aBHCHMOCTH OT CKOPOCTH Ki1yboukoBoi ¢puibTpanuu (CKD).

e [lanuenTs! ¢ HapymeHneM QyHKIUYU noyek ymepeHHou crenenu (CK®: 30-59 mn/mun):

— PpeKoMeHJyemas HayaJbHas Jo03a Ipemapara coctaBisieT oT 50 MI/Kr/CyTku 10
125 mr/kr/cyTku Uis  TAIlMEeHTOB C THUIepaMMOHHeMHeW BcienctBue nedunura N-
aIeTIINTYyTAMATCHHTA3bI HITA C OPTAaHUYECKOU alluIeMHUCHH;

— TP JUTHTEITFHOM MPUMEHEHUH CYTOYHAs JI03a MperapaTa J0DKHA HaXOIUThCS B TMANa30He
oT 5 Mr/kr/cyTku 10 50 MI/KT/CyTKH ¥ KOPPEKTUPOBATHCS MHIUBUYATBHO JIJIS TOAIEPKaHUS
pedepeHCHBIX 3HAYSHUI KOHIICHTPAIIMA aMMHaKa B TIa3Me KPOBH.

e [lanuenTsl ¢ HapymeHneM QyHKIMU novek Tsokenoi crenenu (CK® < 29 mn/mun):

— PpeKoMeHJyemas HadaJbHas J03a I[pemapara COCTaBsIeT OT 15 Mr/Kr/cyTku 710
40 Mr/KT/CYyTKM A TAlMEHTOB C TUIEpaMMOHUEMHed BcienctBue nedunura N-
aIeTHIINTYy TAMATCHHTA3bI HITA C OPTAaHWYECKOM alluIeMUCH;

— TP JUTHTEITFHOM NMPUMEHEHUH CYTOYHAs J103a MperapaTa JIOJDKHA HaXOIUThCS B IMAIIa30He
oT 2 Mr/kr/cyTku 10 20 MI/KI/CyTKH M KOPPEKTUPOBATHCSA MHIMBU Ty alIbHO /IS TO/AJIEPKaHuUs
pedepeHCHBIX 3HAYSHHI KOHIIEHTPAIMA aMMHUaKa B TIa3Me KPOBH.

eTH
Jlemu om 0 0o 18 nrem
JleueHne MOKHO HAUMHATH C MEPBBIX JTHEW KU3HH.
PexnM go3upoBanus Ut gereid B Bo3pacre oT 0 o 18 jeT He omInyaercst OT peXXrMa TIO3UPOBAHUS
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JJ1 B3POCIIBIX.

COOTBETCTBYET ZKCNEPTHOMY OTUETY

Cnoco0 mpuMeHeHus

BuyTpsb.

[Mpenapar Kap6armto npennasnaues TOJIBKO s nmpuema BHYTpbh (IyTeM MpPOTIIaThIBAHHS HIIH
BBEJICHUS Yepe3 Ha30racTpalbHbIil 30H] C TOMOUIBIO IITIPHIIA).

Pexomenayercs pazaenuTh OOIIyI0 CyTOYHYIO 7103y Ha 2-4 no3bl. YToOBI 10100paTh HEOOXOIUMYIO
703y, B OOJIBIIMHCTBE CIIy4aeB JOCTATOYHO PA3JIOMHUTBH TaOJETKY IorojaM. B HEKOTOpPHIX ciydasx
U TIO00pa Ha3HAYEHHOW BpavyoM 03Bkl HYXKHO pa3IOMUTh TabneTKy Ha 4 dactu. Talnerku
NPUHUMAIOT MEPe IPUEMOM MUY MM KOPMIICHHUEM, TIPEIBAPUTEIHHO PACTBOPHB KAK MHHUMYM B
5-10 mi Boasl. IIpUTOTOBICHHYIO CYCHEH3HIO CIEIyeT HEMEUIEHHO MPHUHATh BHYTPb WIH OBICTPO
BBECTU 4Yepe3 HAa30TaCTPAIBHBIN 30H C MOMOIIGI0 mmpuia. CycreH3uss UMeeT KHCIOBaThIi BKYC.
Henb3st mprMeHSTh TaOJICTKH, HE PACTBOPUB MX MPEIBAPUTEIBHO B BOJIC.

dnakoH JOJDKEH OBITE YKYHNOPEH repMETUYHO IAJIS 3alIUTBI OT ﬂeﬁCTBHH BJIaru.

Ha ymakoBke clieyeT Hamucarh JaTy BCKPHITHS (DrakoHa.
4.3. IlpoTuBOMOKA3aAHUS

® TUIEPUYYBCTBUTEIBHOCTh K JCHCTBYIOIEMY BEHIECTBY WIM K KAaKHUM-IIMOO APYTHM
KOMITOHEHTaM IIpernapaTta, IepeyrciIeHHbIM B pazzene 6.1.
e [IepHOJ IPYJHOrO BCKapMIUBaHUs (cM. pa3zaensl 4.6 u 5.3).

4.4. OcoOble yKka3aHMsl M MepPbl PeI0CTOPOKHOCTH NPH NPUMEHEHUH

IIpenapat Kap6ar JIFO CIACAYCT NPUMCHATE C OCTOPOKHOCTBIO!

¢ VYV nanueHToB NOXHIIOro Bo3pacta (> 65 ner);
e B nepuon 6epemeHHOCTH.

Knunuuecrxoe nabniooenue

Heo0Oxoaumo peryisipHO onpeneisTh KOHIIEHTPAIMI0 aMMHaKa 1 aMUHOKHCIIOT B TJIa3Me KPOBH, HE
JIOTyCKasi OTKJIOHEHHH OT pedepeHCHBIX 3Ha4YeHWil. B CBsI3M ¢ TeM, YTO HWMEIOTCS OYEHb
OTpaHMYEHHBIC JAaHHBIE MO 0€30MaCHOCTH KapriyMOBOW KHCIOTHI, HEOOXOJUMO KOHTPOIUPOBATH
(GYHKIHIO TIEYSHH, MOYEK, CeP/IIla, BKIIOYAs OIICHKY TeéMaTOJIOTHYECKUX TTOKa3aTeNIeH.
Ocobennocmu numanus

[Ipu HapymieHusX BcachbIBaHUS O€JIKa MOXET MOTPeOOBaThCsS OTpaHUYEHHUE MprueMa Oellka, a TaKkxKe
JOTIOJTHUTENBHBIN MIPUEM CPEICTB, COAECPIKALUX APTUHHUH.

IIpumenenue y nayuenmoe ¢ no4euHou HedocmanmoyHoCmoio

VY manueHToB ¢ MOYeuyHOW HeJ0CTaTOUYHOCThIO J03a mpemnapara KapOariro momkHa ObITh CHHXKEHA
(cm. paznen 4.2).

4.5. BzaumojeiicTBHe ¢ JPYrHMH JIeKADCTBEHHBIMH TMpenapaTamMm W Jpyrue BHJbI
B3aUMOIeHCTBUA

HccnegoBanuii B3aUMOICHCTBUS C APYTrUMH JICKAPCTBCHHBIMU CPCACTBAMU HE IIPOBOJUIIOCE.

4.6. ®epTUIBLHOCTD, 0EPEMEHHOCTD M JTAKTALUSA

bepemeHHOCTD

KnmnHu4ecknx TaHHbIX O MPUMEHEHHH KapTiIyMOBOM KHCIIOTHI y OepeMEHHBIX HeT. B ucciiejoBaHmsIx
Ha OKUBOTHBIX BBIABIIEHO MHHHMAlbHOE JMOpPHOTOKCHYEecKoe neicTBue (cMm. pazmen 5.3).
[IpuMmeHeHne KapriryMOBOM KUCIIOTBI BO BpeMs 0€peMEHHOCTH BO3MOKHO TOJIBKO B CIy4yae KpaiHen
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COOTBETCTBYET ZKCNEPTHOMY OTUETY

JlakTaius

KaprimymoBas kuciaoTa NpoOHUKAeT B MOJIOKO JIAKTUPYIOIMIUX KpbIc (cM. pasnaen 5.3). Her gaHHbIX 0O
IIPOHUKHOBEHUHU KapIilyMOBOW KHUCJIOTBI B I'PyJHOE MOJIOKO 4enoBeka. [IpumeHeHue mpemnapara
Kapb6ar:miro B nepros rpyAHOT0 BCKapMIIMBaHUS POTUBOIIOKA3aHo. (cM. paszen 4.3).

4.7. BiusiHHe Ha CHOCOOHOCTH YNPAaBJATH TPAHCIOPTHBIMH CpeACTBAMM M padotaTth ¢
MeXaHM3MAMH

VccnenoBanuii Mo U3y4eHUIO BIMSHUS IperapaTa Ha COCOOHOCTh K YIIPABICHUIO TPAHCIOPTHBIMU
CpeacTBaMH U paboTaTh ¢ MEXaHU3MaMH HE TPOBOMIIOCH.

4.8. HexkesaTeibHbIEe peaKkuu

TabnuyHoe pe3toMe HeKeIaTebHbIX PeaKIHii

OreHKa HeXeNaTeIbHBIX PEaKIii KiTacCU(pHUIIMPOBaHa COrIacHO pekoMeHaanusm BO3: oueHpb yacto
(>1/10); wacto (>1/100 - <1/10); Heuacto (=1/1000 - <1/100); peaxo (=1/10000 - <1/1000); oueHp
penko (<1/10000); vacToTa HeU3BECTHA (HA OCHOBE MMCIOIIMXCS JIAHHBIX OIICHUTh HEBO3MOXKHO).

IIpu nepsuunom oepuyume N-ayemunenymamamcunmemasol

Hapymienust co cropoHbl Koxu U | Yacmo: NOBBILIEHHOE IOTOOTACIICHUE
HOAKOXHBIX TKaHEN

Yacmoma Heuzsecmua: KOXKHas CHIITh

Heuacmo: TOBBIIEHWE AaKTHUBHOCTU
TpaHCaMHUHAa3

JlaGoparopHble ¥ HMHCTPYMEHTaJbHbIC
JTAaHHBIE

(IICYCHOYHBIX»

Ilpu usosanepuanogou, MEMUIMAIOHOBOU

U NPONUOHOBOLL AYUdeMUl

Hapyenust co ctoponsl cepana

Heuacmo: 6paguxapaus

)Ke.]'[y,Z[O‘IHO'KI/IH_IeLIHHe HapyHICHUA

Heuacmo: nuapes, ppora

HapymeHm[ CO CTOPOHBI KOXHU H Yacmoma Heuzsecmua: KOXKHas CHIITh

MOAKOKHBIX TKaHEeH

OOmue paccTpoiicTBa M HapylLIeHUs B
MecTe BBEACHUS

Heuacmo: nuxopanka

COO6H.I€HI/IC 0 TOA03PEBACMBIX HCXKCIIATCIBbHBIX PCAKIINAX

BaxxHo cooOmaTh 0 1mojo3peBaeMbIX HEXENATEeNbHBIX peaKlusAxX MOCe perucTpaluu npenapara ¢
1eJIbI0 00ecrieueH s HEMPEPHIBHOTO MOHUTOPUHIA COOTHOILIEHUSI «II0JIb3a - PUCK» JIEKAPCTBEHHOTO
npenapata. MeaunMHCKUM paOOTHHKaM pEKOMEHAYeTCsl coo0IaTh O JIOOBIX I0J03PEBAEMBIX
HEXXEeJaTeIbHbIX PEaKIMAX JIEKAPCTBEHHOTO Mpenapara yepe3 HallMOHAIbHbIE CUCTEMbI COOOIIEHNUS
0 HEeXeJlaTeNbHBIX PeaKlusiX rocyJapcTB - WieHOB EBpa3nuiickoro 3KOHOMHUYECKOr0 COr03a.

Poccuiickas ®@edepayus

109012, r. Mocksa, CrnaBsiHCKas miomaisp, 1. 4, ctp. 1

denepanbHas ciyx0a mo Hag30py B cdepe 3npaBooxpaneHus (Pocsnpasuaazop)
Tenedon: +7 800 550-99-03

DnextponHas mouta: pharm@roszdravnadzor.gov.ru

CaiiT B nH(pOpMaIMOHHO-TEIEKOMMYHUKALMOHHON ceTn «MHTepHeT»:
https://www.roszdravnadzor.gov.ru
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4.9. Ilepeno3upoBka

COOTBETCTBYET ZKCNEPTHOMY OTUETY

CHUMIITOMBI

Y onHOro mnamMeHrta, MOJy4YaBUIETO KapriyMOBYIO KHCIOTY, HpU yBEJIUYEHUH A03b1 a0 750
MI/KT/CyTKH, BO3HUKIM CHUMITOMBI HHTOKCHKAI[MH, KOTOPBIE MOXHO OXapaKTepHU30BaTh Kak
CUMIIATOMUMETHYECKAsl peaKkIusi: TaXUKapaAus, OOMIbHOE TOTOOT/IEJICHHE, YCUIICHHE OPOHXUAIBHON
CEKpeLMH, IOBBIIIEHHE TEMIIEpaTyphbl Tejla M OECHOKOWCTBO. DTH CHUMITOMBI HCYE3NIHM IOCIE
CHIDKEHHUS JTO3BI.

Jleuenue

B OCTPOM IIEPHUOAC — HCKYCCTBEHHOC BbI3bIBAHHUE PBOTHI U IIPOMBIBAHHUE XKECIYJAKa C IIOCICAYOIHUM
Ha3HA4YCHUECM AKTHUBUPOBAHHOI'O YIJIA. CHGI_II/I(l)I/I‘-IGCKOFO aHTua0Ta HCET. HpI/I H€O6XOI[I/IMOCTI/I -
CUMIITOMAaTUYCCKOC JICUCHUEC B YCIIOBUAX CTallMOHApaA.

5. DPAPMAKOJIOT'MYECKUE CBOMCTBA

5.1. ®apmakoguHAMHYECKHE CBOIICTBA

dapmakoTepaneBTHUECKass TPyIIa: JPyrHe CpeAcTBa IS JICUCHHUS 3a00JICBAHHM HKEITyI0YHO-
KUIIEYHOTO TPAKTa U HApyIICHUH 0OMEeHa BEIECTB; AMUHOKHCIIOTHI M UX TPOU3BOIHBIC
Kox ATX: A16AAQ05

MexaHHn3M AeHCTBUS

KapriymoBas Kuciora siBisieTcsi CTpyKTypHBIM aHajorom N-alleTWIryTaMmaTa, KOTOpPbIi sBiseTcs
€CTECTBEHHBIM akTHBaTopoM KapOamowmidocdarcunrerassl (KDPC), mepBoro ¢epmenta B IHKIE
IIPEBpaILEHHs] MOUYEBUHBI.

B wuccrnenoBanusax In Vitro moka3aHo, 4TO KapriiyMoBas KHCJIOTa TMOBBIMIAET akTUBHOCTH KDC
nedeHu. Hecmotps Ha Gosnee Hu3kyto ciocodHocTh KOC cBA3BIBaTHCS ¢ KaprilyMOBOM KHCIOTON MO
cpaBHeHU0 ¢ N-aleTHiIriayTaMaToM, B HCCIICAOBAHUH IN VIVO YCTaHOBJICHO, YTO MPH aMMOHHUEBON
MHTOKCUKAIMU 3alUTHOE JeHCTBUE U NOoBbIleHHE akTUBHOCTH K@PC y KapriiyMoBOH KHCIIOTBI
3HAUYUTENILHO 0OJiee BBIPAKEHBI MO CpaBHeHHUIO ¢ N-ameTwiriyramMaroM. JTO MOXKHO OOBSICHUTH
CIICAYIOIIMMHU HAOTIOICHUSIMHU:

e MuToxoHApHallbHAsA MeMOpaHa OoJiee MpOHHUIIaeMa ISl KapTITyMOBOM KUCIIOTHI, 4eM Jyist N-
aleTuIrIyTamara.

o KaprnymoBast kucinora Oonee ycroiiunBa, d4em N-aleTWiIriayTamaT, K THUIPOJIH3Y
aMHHOAIMJIA301, MPUCYTCTBYIOLIEH B IIUTO30JIE.

dapmarkonmHamuueckue 3O GEKTHI

B JOKIIMHUYECKUX UCCIICAOBAHUAX, IPOBOANBIINXCA B YCIOBUAX, CHOCO6CTBYIOH_[I/IX MMOBBITIIEHHON
KOHIIGHTPALMU aMMHaKa B KPOBHM SKCIEPUMEHTAIBHBIX KUBOTHBIX (TOJIOJ, TUETA C MCKIIOYCHUEM
OeJka WK ¢ BBICOKHM COJiepKaHHeM Oelika), ObUI0 TOKa3aHo, YTO BBEJICHUE KaprIyMOBOW KHCIIOThI
CHIDKAeT KOHIIEHTPAIIMI0 aMMHUaKa B KPOBU U MOBBIIIAET KOHIIEHTPALIMIO MOYEBHUHBI B IJIa3Me KPOBH
U ee copepkanne B Moue. [Ipm 3ToM HaOIrONANOCh 3HAYUTENBHOE MOBBIIIEHHE COACPKAHUS
aKTHBATOpPOB KapObamomipocharcuaTerassl B neyeHu. [lokazano, yTo y nanueHToB ¢ aeduurom N-
alleTWITIIyTaMaT-CHHTEeTa3bl MPUMEHEHHE KapriyMOBOM KHCIOTBI CHOCOOCTBYeT OBICTpOil
HOpMaJTU3alliK KOHIIEHTPAIllMi aMMHaKa B IJla3Me KpOBH, OOBIYHO B TeueHHe 24 yacoB. B ciyuae,
Koraa JECYCHUE TaKUX MalMCHTOB HAYMHACTCA 1O PAa3BUTUA CTOHKOTO MMOpaXCHUA I'OJIOBHOI'O MO3ra,
NICUXOMOTOPHOE PpAa3BUTHE M POCT MAIMEHTOB HOPMAIM3YIOTCSA. Y MAIMEHTOB C alMJIeMHeH,
pa3BI/IBaIOH_[eI\/'IC$[ IIprU HAPYIMICHUU BBIBCACHHA OPraHUYCCKUX KHUCIIOT (y HOBOPOXICHHBIX U )IeTeI\/’I
crapime 1 Mecsma), JeueHHe KaprilyMOBOH KHCIOTOM CONPOBOXKIACTCS OBICTPHIM CHI)KEHHUEM
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KOHIICHTpallMM aMMHaKa B KPOBH, YMCHbIIIAS PUCK HE DOJ‘IOFI/ILIIQIC'II(:H');' E&o&ﬁ&ﬁﬂﬁt"' OCTL 0003)

5.2. dapMaKkOKHHETHYECKHeE CBOIICTBA

AOGcopbius

[Tocne omHOKpaTHOTO MpreMa BHYTPH B A03e 100 MI/Kr Macchl Tela BCaChIBaETCs MPUOTU3UTEITLHO
30 % kaprirymoBO#l KUCIOTHL. Y 12 100pOBOJIBIIEB, MOJYUYaBIIMX KAPTIIYMOBYIO KHCJIOTY B 3TOM
7103€, CpeHee 3HAaUCHUE MaKCUMalbHON KOHIICHTPALUU KapriIyMOBOM KUCIOTHI B IJa3Me KPOBU
coctaBisuio 2,6 Mkr/mi (B auamazone 1,8-4,8MKkr/mi) u 1ocTHrajaoch uyepes 3 yaca (auamnazon 2-4
yaca). KoHIeHTpaluo KapriyMoBOH KHCIOTHI B IJIa3ME KPOBH ONPEICIISUIA Y MAIMEHTOB BCEX
BO3pPACTHBIX TPYMIN, BKJIOYash HOBOPOXKJIECHHBIX M TMOJPOCTKOB, MOCJE IpHEeMa B IIHPOKOM
nuamasone a03 (7-122 wmr/kr B cyTku). [lnamazoH KOHUEHTPAaUMUW Yy HOBOPOXKICHHBIX
COOTBETCTBOBAJ TAaKOBOMY Y B3POCIBIX 3J0pPOBBIX N00poBObIEB. He3aBUCUMO OT BEIUYUHBI
CYTOYHOM J103bl, B TeUEHHUE 15 4acOB KOHLIEHTpAIMs KapriayMOBOU KHCJIOTHI MEJIJIEHHO CHUYKAJACh
110 3HaueHuil okoio 100 ur/mir.

Pacupeneneuue

KpuBast BeIBeZIeHHS KapriyMOBOW KHCJIOTHI U3 IJIa3Mbl UMeeT OBYX(a3HbIH xapakTep: OblcTpas
¢aza B TeyeHne nepBhIX 12 yacoB mocie nprema, 3a KOTOpou cieayeT MeieHHas Ga3a (KOHSUHBIN
nepuo nosyBbiBeieHus 10 28 yacoB). [Auddy3us B 3puTpouuThl OTCYTCTBYET. CBSA3BIBaHHUE C
OenKaMu IIa3Mbl HE OIPEEIAIOCh.

EI/IOTDaHCd)ODMaI_[I/IH

YacTp BBEEGHHOM 03Bl KapriyMOBOW KHCJIOTHI MojBepraercs metabonusmy. [Ipenmomnaraercs,
yro OakTepuanbHas ¢uopa KHIIEYHHMKA MOXET, B 3aBUCHUMOCTH OT CBOEH aKTUBHOCTH,
y4acTBOBaTh B HMHHULMALMM IIpoOllecca pacnaja KaprilyMOBOM KHCIOTBI, C 0Opa3oBaHUEM
MeTaboIMTOB Ha pa3HbIX ero sranax. OJHUM U3 MeTaOO0JIUTOB ABJIAETCS INyTAMUHOBAs KUCIOTA,
OHa BBIBOJMUTCS 4Yepe3 IKEIYJOYHO-KUIIEUYHBIH TpakT. MakcuMmalbHble KOHIIEHTPAaLUuu
MeTabOJIUTOB ONPENEAIOTCS B IJ1a3Me KpOBH depe3 36-48 yacos.

KoHeuHbIM mpoayKTOM MeTa0onu3Ma KapriiyMOBOW KHCJIOTHI SIBISETCS AUOKCUJ YTriepoja,
KOTOPBIN BBIBOJUTCS JIETKUMH.

OnuMHUHALNA

[Tocne ogHOKpATHOTO MpHUEMa KapriyMOBOM KHCIOTHI B fo3e 100 MI/Kr macchsl Teia MmanueHTa, B
HEM3MEHEHHOM BHJIC BBIBOAUTCS OKOJO 9 % BBEACHHOW 03Bl JEHCTBYIOMIETO BEIIESCTBA Yepe3
NoYkH U okoyio 60% - uepe3 KuIIeYHUK. MeTabOJIUTHl BBIBOJATCA B TEUYEHHE UIUTEIBHOTO
BpeMEHH (Iepuo/ noiayBeiBeaeHuss — okono 100 yacos).

Oco0ble rpynnsl JarneHTOB

HauueHmbl C NOYEYHOU HedOCMAMOYHOCHbIO

bbulo BBINOMHEHO cpaBHEHUE (PApMAKOKMHETHKH KapriyMOBOH KHCIOTHI IOCIE MpHeMa
onHOKpaTHOM 1036l 40 Mr/kr miau 80 MI/KT y NAlMEHTOB C HapylIeHHeM (QYHKUHUU MOYEeK U y
3I0pPOBBIX JOOPOBOJBIEB C HOpManbHOW (yHKuMeW mouek. Huwke B Tabmuie mnpuBoaaTcs
000011IeHHbIE JaHHBbIE MaKCHUMallbHOW KoHUeHTpauuu (Cmax) U CpelHEero reoMeTpuuecKoro
3HAYEHUS TUIOIIAIU 0] (hapMaKOKMHETHYECKOW KpUBOH «koHUeHTpauus — Bpems» (AUCo.1) ans
KaprilyMOBOW KUCIOTHI. OTHOIIEHUs cpeHuX reomerpuueckux (90 % noBepuUTeNbHBIN HHTEPBAI
(AN)) AUCo.-1 y manmeHToB ¢ HapylleHueM (QYHKIUU TOYEK JIETKOW, YMEPEHHOW W TSDKENoi
CTENEHU 0 CPAaBHEHHUIO C COOTBETCTBYIOUIMMHU 3HAUEHUSIMU Y YUaCTHUKOB KOHTPOJIbHOW TPYTIIIBI
C HOpMaJIbHOM (yHKIHEH movyek cocraBwin npubnusutensHo 1,8 (1,34, 2,47), 2,8 (2,17, 3,65) u
6,9 (4,79, 9,96) coorBerctBeHHo. Iloueunsiii knaupenc (CLr) y manumeHTOB C HapylIEeHHEM
(GYHKIIMU TOYEK JIETKOM, YMEPEHHOM M TSKEJIOW CTENeHM MO CPAaBHEHUIO C YYaCTHUKAMU C
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HOpPMaJbHOM (QyHKIHEil ITouek ObLI HUKe COOTBETCTBEHHO B 0910 47 (4796) %0185 (859%)

pa3a. Ilonaraercs, 4ro u3MeHeHUs (apMaKOJAMHAMUKH KapriIyMOBOHM KHCIIOTHI, CBSI3aHHBIE C
HapymeHneM QyHKIIMH MOYCK, SBJISIOTCS KIMHUYECKH 3HAYMMBIMH, U MAI[MEHTaM C HapyIleHHEeM
(GYHKIIMU TIOYEK YMEPEHHOW W TSKENOH CTeNeHH HEOOXOAMMO KOPPEKTHPOBATh J03bI W/UIU
WHTEpBaJ J03UpoBaHus (cM. pazaen (4.2).

Cpennmne 31Havenus (= SD) Cmax m AUCo-1 kapriiyMoBOi KHCJOTHI N0CJe 0OJHOKPATHOIO
npuemMa BHYTPb mnpemnapara KapoOaraw B go3ax 80 mr/kr miam 40 Mr/kr y maumeHTOB €
HApylIeHHeM (PYHKIUM NOYeK M COOTBETCTBYHIIHMX YYACTHHKOB KOHTPOJIbHON rpynmsl ¢
HOPMAJIbHOH QyHKUMEN MOYeK.

ITapameTpbl Hopmanbnas |Hapymenue |Hapymenue |(Hopmaabnas |Hapymenue
(papmakoguHaMuKH |(pyHKIUA pyHxnun (pyHxuun GyHkuus byHkuun
noyek (1a) Mnovex MmoYex nouek (1b) noyex
N=8 JIETKOH YMepeHHO N=8 THAKEJIOH
CTeNeHu CTENeH! CTENeHu
N=7 N=6 N=6
80 mr/kr 40 mr/kr
5056,1 6018,8 1890,4 8841,8
Cmax (Hr/™m11) 2982,9 (552,1) (2074,7) (2041,0) (900,6) (4307.3)
AUCo-r (Hrxu/w) 28312,7 53559,3 80543,3 20212,0 144924.,6
o (6204,1) (20267,2) (22587,6) (6185,7) (65576,0)

5.3 JlaHHbIE JOKJIMHHYECKOI 0€30IacHOCTH

Pe3synbTaTsl nccienoBaHuil (GapMakoJIOTrHYeckoil Oe30MacHOCTH MOKa3aliH, YTO MepOpabHOE
npuMmeHeHue npenapara KapOarmto B nozax 250, 500, 1000 Mr/kr He OKa3bIBaJIo CTAaTUCTHYECKU
3HAYUMOTO BJIMSHHS Ha AbIXaTEJIbHYIO0 CHUCTEMY, LIEHTPAJIbHYIO HEPBHYIO CUCTEMY U CEPAEYHO -
COCYJIUCTYIO CHCTEMY.

HccnenoBanusi r€HOTOKCHUYHOCTH, MPOBEAEHHBIE In Vvitro (TecT Diimca, MeradasHblil aHaIU3
XpOMOCOMHBIX abeppauuii B JiuMdoruTax dYesloBeka) MU in Vivo (MHUKpPOSIEpHBIN TecT,
MPOBEICHHBIN Ha KPBICAX) HE TOKA3aJIy MPU3HAKOB 3HAYMMOT'0 MYTareHHOTO IEHCTBUSA Ipernapara
Kapbarro.

OnHokpaTHOE BBEJEHUE KapIrilyMOBOM KUCIOTHI B3pOCIBIM KpbIcaM B 103ax /10 2800 MI/Kr BHYTpb
U 239 MI/KT BHYTPHUBEHHO HE NPHBENIO K JIETAJbHBIM HMCXOJaM MM TOSBIEHUIO KaKUX-JIHOO
KIIMHUYECKUX MPHU3HAKOB. Y HOBOPOXKIEHHBIX KPBIC, €KETHEBHO IOIYYaBIIMX KapTIyMOBYIO
KHCIIOTY 4epe3 JKelyJ04YHbI 30H] B TeueHue 18 aHel, a Takke Yy MOJOJBIX KPBIC, €KETHEBHO
MOJTyYaBIINX KapTIIyMOBYIO KHCIIOTY B Te€UeHHE 26 HEIeNb, MAKCUMAJIbHAS 1032, HE BBI3BIBAIOIIIAS
HabmonaeMelx 3¢pdexroB (NOEL), cocraBmsnma 500 Mr/kr/cyt, a MakcUMallbHas 1033, HE
MPUBOAAIIAS K Pa3BUTHIO HaOM0JaeMbIXx HexkenarelbHBIX 3pdexkToB (NOAEL) — 1000
MT/KT/CYT.

He Ha6J'IIO,HaJ'IOCB HCXKCJIATCIIBHOI'O BIIMAHUSA IIpEliapaTa Ha q)epTI/IJ'II)HOCTI) caMIOB HJIKM CaMOK.
I[aHHBIe JOKIMHUYCCKUX I/ICCJ'IGIIOBaHI/Iﬁ pCHPOHyKTHBHOﬁ TOKCUYHOCTH, IIPOBCACHHBIC Ha
KpOJIMKax M KpbICaX, HC MMOKA3bIBAIOT 3M6pI/IOTOKCI/I‘—IHOCTB, q)eTOTOKCI/I‘-IHOCTB U TEPATOTCHHOCTD
IIpyu IPUMEHCHUUA 103, TOKCUYHLIX JJII MAaTCPUHCKOTO OpraHru3Ma, 4To COCTaABUIIO JO3bI AJId KPBIC
B 50 pas3 BbIIIC, YEM JO3bI PCKOMCHJOBAHHBIC I YCJIOBEKA U JO3bI AJId KPOJIMUKOB B 7 pas3 BLILIC,
4YCM 03bl, pPCKOMCHAOBAHHLIC IJId YCJIIOBCKA.
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KapriymoBasi kucinora mIpoOHHUKAeT B MOJIOKO JIAKT Vromm'ﬂ(';)lmglEﬂ-‘L &JMBE&I: hla: (;’IJEJVTCTBPIG

W3MEHEHUN MapaMeTpoB pa3BUTHUA OBIJIO OTMEYCHO BIMSHHE HA MacCy Tela IOTOMCTBA
(Habxromasicss MPUPOCT Macchl Teja), HAXOAMBIIETOCS HA TPYJHOM BCKAPMIIMBAHHH y CaMOK,
nosydaBmux mnpemapar B go3e 500 mr/kr/cyt. Kpome Toro, Obia oTmedeHna Oosiee BBICOKAS
CMEPTHOCTh Y MOTOMCTBA, POXKIACHHOI'O CaMKaMH, MOJY4YaBIIMMH IpEnapar B TOKCHYHOW IS
oepemennbix no3e 2000 wmr/kr/cyr. CucTeMHas SKCIO3WIUS Yy MaTEPUHCKHX Oco0ed mocie
BBeJieHUs nipenapata B 103ax 500 mr/kr/cytku u 2000 mr/kr/cyTtku B 25 u 70 pa3 COOTBETCTBEHHO
MPEBBIIIANIA 0KUJAEMYIO SKCIIO3UIINIO Y YEIOBEKA.

I/ICCJ'IC,Z[OBaHI/IH KaHOCPOI€CHHOCTHU KapFHYMOBOﬁ KHCJIOTBI HE ITPOBOJUIIMCh.

6. PAPMAIIEBTUYECKHUE CBOMCTBA

6.1. [lepeyenb BcnoMorareJibHbIX BellleCTB

LEJUTI0J103a MUKPOKPUCTAIIIMYECKAs
HaTpus Jaypuicyibdar
TUIPOMEII03a

KpOCKapMeJui03a HaTpus

KPEMHHUS TUOKCH KOJIJIOMTHBIN

HaTpus creapuiapymapar

6.2. HecoBMecTUMOCTH

He npumenumo.

6.3. Cpok ronHocTu (CpOK XpaHEeHHs )

3 roxa.

6.4. OcoObIe MepbI NPEAOCTOPOKHOCTH NP XPAHEHHH

[Tpu Temneparype ot 2 1o 8 °C.
ITocne nmepBoro BCKpbITH (hiIakoHA XpaHUTh HE Oojiee TpexX MecsIeB NpH TemnepaType He Bbiiie 30
°C

6.5. Xapakrep u coaepkaHue yNaKOBKH

ITo 5,15,60 TabGnetok BO (HIAKOHBI W3 TOJUATHIICHA BBICOKOW IUIOTHOCTH O€JIOro I[B€Ta C
3aBUHYMBAIOIIUMUCS  KPBIIIKAMH W3  TOJHUIPOINWICHA, COJAEPXKAIMMHU  BJIArONOIJIOTUTENb
(TpaHyIMpOBaHHBINA CHIIMKAreib) U MOJUIPONMICHOBBIH (puKkcaTop (KOHTPOJIb IEPBOTO BCKPHITHS).

IIo 1 q)HaKOHy C JIUCTKOM-BKJIQJbIINIEM B IMTAYKC KapTOHHOI\/'I, C BO3MOXHBIM HAaJIMYUEM D5JICMCHTOB

KOHTPOJISI IEPBOTO BCKPBITHUS (CIIeLMaibHble CTUKEPHI) Ha TauKe.

6.6. OcoOble Mepbl MPEAOCTOPOKHOCTH NMPH YTHIM3AIUHN HCIOJb30BAHHOIO JIEKAPCTBEHHOI0
npemnapara U 0TxoA0B, MOJYYEHHBIX ITOC/I€ NMPUMEHECHUS JTCKAPCTBEHHOI'O INpenapara m
Apyrue MAHUMYJISILUHU € TPenapaTom

Oco0bie TpeOOoBaHUS OTCYTCTBYIOT.
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7. IEPKATEJb PETUCTPALIMOHHOIO YIOCTOBEPE st~ 54 TEITEHOCTS 0003)

Pexopaatu Paa /{usuze3, @panuus
Recordati Rare Diseases, France
Tour Hekla, 52 avenue du Général de Gaulle, 92800 Puteaux, France

7.1. llpencraBuTtenb AepkaTesisi perucTPALMOHHOIO YA0CTOBEPEeHU

[Iperen3un norpeduTeNeil HaPaBJIATh 1O aPECy:

Poccuiickas @enepanus

000 «Pychur»

123610, MockBa, KpacHonpecHeHckas Ha0., a. 12, moa. 7, at1. 6, mom. IAXK.
Tenedon: +7 (495) 249 06 59

DnextponHas mouta : PVRussia@recordati.com

8. HOMEP (HOMEPA) PETUCTPAHUOHHOI'O YAOCTOBEPEHUA

9. KATEI'OPUSA OTITYCKA JIEKAPCTBEHHOI'O IIPETTAPATA

.HeKapCTBCHHHﬁ npenapar OTHOCUTCA K KaTCTOPUH OTITYCKa I10 pCUCITY.

OOmasi XapakTepHuCTHUKa JICKQpCTBEHHOTO IMpemnapara KapOarito 1ocTymHa B €IHMHOM peecTpe
3apCrUCTPUPOBAHHBIX JICKAPCTBCHHBIX CPCIACTB EBpasnﬁcxoro OKOHOMHWYCCKOI'O COKO3a H HaA
opunmansHOM caure YTIOJITHOMOYEHHOT'O oprana (3xcnepTHOM OpraHu3alim)
(https://Ik.regmed.ru/Register/EAEU_SmPC).
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