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OBIIASI XAPAKTEPUCTHKA JIEKAPCTBEHHOT O ITPEHAPATA "

1y OTYETY

1. HAUMEHOBAHME JIEKAPCTBEHHOI'O ITPEITAPATA

[Typu-Heromn, 50 mr, TabneTkwu.

2. KAMECTBEHHBIN U KOJIMYECTBEHHBIN COCTAB

JlelicTByIO1IEE BEIIECTBO: MEPKANITOYPHH.

Kaxnas rabnerka conepkut 50 Mr MepKanTonypruHa MOHOTHpATA.

Bemiectsa, Hamm4Ke KOTOPBIX HAJ0 YYUTHIBATh B COCTABE JIEKAPCTBEHHOIO Ipenapara: JIakTo3a (CM.
paznen 4.4).

[TonHbI epeyeHb BCOMOTaTeIbHBIX BEIIECTB IPUBENICH B pa3zaene 6.1.

3. JEKAPCTBEHHASA ®OPMA

Tabnerku.

Kpyrible, TBOSKOBBINYKIbIE TAOJIETKU CBETJIO-KEATOTO IIBETA, C PUCKOM Ha OIHOW CTOpOHE,
rpaBupoBkor «GX» Haa puckoid u «EX2» moa puckou.

Jluaus paznoma (prcka) He MpeaHa3HaYeHa JUIsl pa3/ieeHus TableTKu.

4. KIMHUYECKHUE JAHHBIE
4.1. IToka3zaHusi K NPUMEHEHHUIO

NHIykimst peMUCCHH | TTOAICP KU BAIOIAS TEPAMusl CISIYIONNX 3a00JICBaHUNA:

e ocTpbIiit TUMGOOTACTHBIN JICUKO3;
®  OCTpBII MHUEJIONEHKO3;
® XPOHUYECKHHA MHEIIOJIICUKO3.

4.2. Pe:kuM 103MpPOBAHUS M CIIOCO0 MPUMEHEHUS

Jleuenue MCPKANTOIIYPHUHOM JOJIKHO HAaYUWHATHCA W TPOBOAHUTHCA I1OJ Ha6JIIO,Z[€HI/I€M Bpaya,
UMCIOIICTO OIIBIT JICUHCHHUA ITAallUCHTOB C JICHKO3aMHU.

PesxuM no3upoBaHus

Bspocnvie

OOBIYHO TS B3POCTBIX J03a cocTaBisier S0—75 Mr/m? unu 2,5 MI/KT B CyTKH; /1032 U JUIUTETHHOCTh
MIPUMEHEHHUSI 3aBUCAT OT XapaKTepa M JI03bl JIPYTUX IUTOCTATHYECCKUX IMPEnaparoB, Ha3HAUaeMbIX
ogHoBpeMeHHO ¢ npenaparoM [lypu-Heton (cm. paznen 4.5).

Jlo3y HEoOXOOMMO THIATENBHO NOAOMpaTh A Kaxaoro mnauueHTta. HeoOxoaumo cBepsaTbes ¢
JEUCTBYIOIIUMU Ha JAHHBIA MOMEHT PEKOMEHJALUAMH 110 JICUCHUIO U JINTEPATyPOU.

[Ipenapar Ilypu-Heton MoxeT npuMeHSTHCS KaK B KaUe€CTBE MOHOTEpAINUHU, TaK U B KOMOMHALIUU C
JIPYTUMHU [TUTOCTATUKAMU B PA3JIMYHBIX J103aX B 3aBUCUMOCTH OT CXEMBI TePaITHH.
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Oco0Oble T'pYyHOIibl TAaNMEHTOB

COOTBETCTBYET SKCNEPTHOMY OTUYETY

Hayuenmvl ¢ HacnreocmeeHHbiM Oepuyumom Ui OMCYmcmeuem axKkmugHocmu gepmenma
muonypuumemunmpancgepasvl (TPMT)

VY manueHToB ¢ HACIEACTBEHHBIM IC(PHUITMTOM UM OTCYTCTBHEM akTUBHOCTH TPMT moBbIteH prck
TSDKEIOW TOKCMYHOCTH MEPKANTONMypHUHA MPU CTAHAAPTHBIX J103aX Mperapara, ¥ UM, KaK IpaBUilo,
TpeOyeTcsi 3HAYUTENbHOE CHIDKCHHE 03bl. OnTuMaibHas HadajlbHAs 1032 y TOMO3HTOTHBIX
HocuTesneln BapuanTa HepocrarouHoctd TPMT He ycraHoBieHa.

TIayuenmul ¢ nanuuuem nacreocmeennou mymayuu ecena NUDT15

VY nauMeHToB ¢ HajMuueM HaciencTBeHHoM Mytauuu reHa NUDTI1S noBblieH puck Tsokenon
TOKCUYHOCTH MEpPKaNTONypUHA. OTHM MalMEHTaM, KakK IpaBWJIO, TpeOyeTcsi CHUXKEHHUE I03bl,
0COOEHHO IPU TOMO3UTOTHOM HOocuTenbeTBe Bapranta NUDT1S.

Tlayuenmuol ¢ neuenouroU u/unu NOYEYHOU HeOOCMAMOYHOCHbIO
[TarueHTaM ¢ MEYEHOYHOUN W/UITK TIOYEYHON HETOCTATOYHOCTHIO 03y HEOOXOAMMO CHU3UTD.
Ilpumenenue 6 kKombuHayuu ¢ UH2UOUMOPAMU KCAHMUHOKCUOA3bL

IIpyn cCOBMECTHOM NPUMEHEHHMH C AJUIOIYPUHOJIOM 103y npenapara Ilypu-Heron ymeHbmaror 1o
25% oT craHgapTHOM J03bl, TaK KaK a/UIOMYpPHUHOJ CHHUXAEeT CKOpPOCTh MeTadoiu3Ma
MepKanTonypHuHa.

ﬂuua nOJ2HCUI020 803pacma

VY marueHToB MOXKHIJIOTO BO3pacTa PEKOMEHIyeTCs KOHTPOJIMPOBaTh (QYHKIMIO MEYeHH U Mouyek. B
Clyyae BBISBJICHUS MPU3HAKOB IMOYEYHOM WIJIM TEYEHOYHOM HEIOCTaTOYHOCTH 03y CIeIyeT
CHU3UTb.

CTH

Pexxum no3upoBanus s gereid B Bo3pacte oT 0 10 18 neT He OTIMYaeTcsi OT pexuMa T103UPOBaHUS
JJI B3pOCJIbIX.

VY nereit ¢ U30BITOYHON Maccoil Tena J103a MOXKET OBITh OJM3Ka K MaKCUMAaJbHOM CYyTOYHOH 103e.
[TosTOoMy pekoMeHayeTC s TIIATeIbHBI MOHUTOPUHT OTBETA Ha JiedeHue (cM. paszaen 5.2).

HccnenoBanus y jpereil ¢  ocTpbiM JUMGOOIACTHBIM  JIEMKO30M TIOKa3aldH, YTO IpPHEM
MEPKaNTOIlypHUHa BEYEPOM CHUKAET PUCK PELIMANBA IO CPAaBHEHUIO C IIPUEMOM IIpenapara yTpoM.

[Ipenapar [lypu-Herton cienyer npuMeHsTh C OCTOPOKHOCTBIO Y JIETE B BO3pACTE /10 2 JIET.

Cnocob npuMeHeHus

Bnytps. [Ipenapar Ilypu-HeTon MOKHO IPUHHUMATE € NUILEH WX HATOLIAK, HO ITALIUEHTHI TOJIKHBI
BCErAa MPUHUMATh €ro0 OJMHAKOBO, YTOOBI M30€XkaTh KoseOaHni B ypoBHE 3kcno3unuu. Ilpenapar
HE clleyeT MPUHUMAaTh BMECTE C MOJIOKOM MJIM MOJIOUHBIMM nponykramu. IIpenapar Ilypu-Heton
clelyeT MPUHUMATh, 10 KpaiHel Mmepe, 3a 1 Jac wim depe3 2 4aca mocyie yrnoTpeONIeHus B MUILY
MOJIOKA WJIM MOJIOYHBIX ITPOJYKTOB.

Mepvr npedocmopooichocmu, npuHumMaemvle neped NpuUMeHeHuem npenapama uiu npu pabome c
HUM

Nudopmarius mo padboTe ¢ MUTOTOKCHYECKUMH TIperapaTaMu MpuBeAeHa B pazuedne 6.6.
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4.3. IIporuBonoka3aHus

COOTBETCTBYET 2KCNEPTHOMY OTYETY

['unepuyBCTBUTENBHOCTh K MEPKANTONMYpUHY WJIM K JI0OOMYy M3 BCIIOMOTATEIbHBIX BEIIECTB,
MEePEYUCIIEHHBIX B paznene 6.1.

BaKHI/IHaHH}I JKHUBBIMH BaKIIMHaMK, B TOM 4YHCIIC BaKHHHOﬁ IMPpOTHUB JKeIITON JINXO0paaKu (CM.
pasnen 4.5).

[lepuon rpyaHOro BeckapMmiauBanus (cM. pasaen 4.6).

bepemennocTth (cM. pazzaen 4.6).
4.4. OcoOble yka3aHHMs M Mepbl PEeJ0CTOPOKHOCTH NPH NPHUMEHEeHHH

[Ipenapar [lypu-Heron momkeH mpuMeHSATHCS TOJIBKO MO/ HAOIIOAEHUEM Bpadeid, HMEIOMUX OIBIT
MNPUMCHCHUS NUTOCTATHKOB.

MoOHUTOPUHT

JleyeHue 1OKHO MPOBOAUTHCS MOJT TIIATEIBHBIM KOHTPOJIEM Pa3BEepHYTOTO OOILEro aHalIn3a KPOBH
(BO BpeMs MHIYKIMM PEMUCCHH PEKOMEHIYETCS €XKETHEBHBIN KOHTPOJb), & TAKKE «II€YEHOUHBIX)»
TECTOB (KaKIYI0 HEJIENIO B Hauajle Tepanuu, Kbl MeCsL B IEPHOJ MOAEPKUBAIOLIEN TEPAINN)
U COACPIKaHMsI MOYEBOM KUCIOTHI B CBIBOPOTKE KPOBH.

[Tpu npuMeHeHnH npenapaTa MoXeT HaOII0AaThCsl OTCPOYCHHOE MUEIIOTOKCHUYECKOE ICHCTBHE.

JleueHne MepKanTONMypPUHOM BBI3BIBAET YTHETEHHE (YHKIMHM KOCTHOTO MO3ra, 4YTO BEAET K
JIeKOTIeHNH, TPOMOOLIMTONICHUHN U, PEXe, K aHeMUH. B xone Tepanuu peKoMeHIyeTCsl TIATeIbHbIH
KOHTPOJIb T€eMaTOJIOTMYECKUX Moka3zaresneil. KomuuecTBo JIEUKOIMTOB U TPOMOOLIMTOB MPOIOJIKAET
CHIDKATbCS MOCJIC OKOHYAHUS JICUEHUS, MOATOMY IPHU MEPBBIX MPU3HAKAX aHOMAJIBHO OOJIBIIOTO
CHIDKEHHUS MX KOJIMYECTBA JICUCHHUE CIIeAyeT HEMEAJIEHHO MpepBaTh. YTHETEeHUE (PYyHKIIMHU KOCTHOTO
MoO3Ta 00paTHMO, €CIIM TEpansl MEPKANTOIypPUHOM MPEKpalieHa J0CTaTOYHO PAHO.

[TarmeHTEI ¢ HaCIeACTBEHHBIM aAeuuToM hepMeHTaTuBHON akTuBHOCTH TPMT

VY Takux JHI BO3MOXHBI HEOOBIYHO BBICOKAsh UYYBCTBUTENBHOCTh K MHEJIOCYIPECCHBHOMY
JEUCTBUIO MEPKANTOIypUHAa M OBICTPOE yrHEeTeHHE (QYHKLMU KOCTHOIO MO3ra IOCjie Hayaia
neyeHus npenaparoM. [IpoGreMy MOXeT yCyryOUTh OIHOBpPEMEHHasi Teparus JIEKapCTBEHHBIMH
cpencrtBamu, uwHTHOUpyromumu  TPMT, Hanpumep  oscajga3sdHOM, MeECala3HHOM WM
cynb(acanazuHoM. B HEKOTOpPbIX 1abopaTopusX MPOBOAUTCS aHANINU3 Ha Hanuuue Aepunura TPMT,
XOTsl IOOOHbIE aHAJIN3bI, KaK OBbLIO MOKAa3aHO, BBIABISIIOT HE BCEX MALIUEHTOB C PUCKOM TSXKEION
TOKCUYHOCTH. [103TOMy HEOOXOIMM THIATENbHBI MOHUTOPUHI MOKa3arened kposu. Ilanuentam c
roMo3urotHbeiM neurutom TPMT, kak mpaBumino, TpeOyercs 3HAYUTEIBHOE CHUXCHHUE J103bI
npernapara Bo H30exKaHue yrpoXKaroIeH )KU3HU CyIpecCHH KOCTHOTO MO3Ta.

Coo0manocs 0 BO3MOKHOW CBSI3M MEXAY CHHXEHHOW akTuBHOCThIO TPMT u pa3Butuem
BTOPUYHBIX JICUKO30B U MHUCJIIOAUCIIIA3UU Y TCX, KTO IOJYyYaJl MCPKAIITOIIYpPHUH B KOMGI/IHaI_[I/II/I C
JPYTUMU IUTOTOKCUYECKUMU TIpenaparaMu (cM. pazaen 4.8).

Tepanus Bo BpeMst HHIAYKIIMH PEMUCCHH IIPH OCTPOM MHETIO0IACTHOM JIEHKO3€

Bo Bpems HHIYKIIMH PEMHCCHH OCTPOTO MHUEIO0IACTHOTO JIEWKO3a Y MAIlMEHTOB YacTO OTMEYaeTC st
NEepUOoJ] OTHOCHUTEIBHOM amja3ui KOCTHOTO MO3ra, YTo TpeOyeT MpOBEICHHsI COOTBETCTBYIOIICH
MOAACPKUBAIOIICH TEparunu.

Jlo3y MepkanTomypuHa MOXET ObITh HEOOXOJMMO CHU3HTh, €CIIM ATOT Mpermapar Ha3HAYaeTcs B
KOMOHMHAITUH C IPYTUMHU JICKAPCTBEHHBIMHU CPEACTBAMH, IEPBHYHBIM WJIM BTOPHYHBIM TOKCUYECKHM
NEeNCTBUEM KOTOPBIX SIBIIsIETCS MUeNlocynpeccus (cMm. pasnen 4.5).
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COOTBETCTBYET SKCTNEFTHOMY OTHETY

MCPKallTOITYPUHOM IIpHU CHUKCHHUU YUCTId HeﬁKOHHTOB n TpOM6OI_[I/ITOB HHWKC JOIMMYCTUMOI'O0 YPOBHH,
CKJIOHHOCTH K KPOBOTCUYCHUAM, IMMOABJIICHHUHU XKCIITYXW W APYTUX IMMPHU3HAKOB I'€IIaTOTOKCUYHOCTH.

B xome MHIyKIIMU PEMUCCHH, KOTJa MPOUCXOAUT OBICTPBINA JTH3UC KIETOK, HEOOXOAMMO CICAUTH 3a
YPOBHSIMH MOYEBOM KHCIOTBI B KPOBH M MOYE, M3-32 BO3MOXHOCTH Pa3BUTHUS THIEPYPUKEMUU
W/WJH TUIIEPYPUKO3YPHH C PUCKOM MOUYEKHCTIONW HedponaTuu. [ MUHUMU3AIAHA TOTEHITUATBHBIX
MTOYEYHBIX OCIIOKHEHUIN PEKOMEHYETCs THApaTalys 1 NOAIIeIa4uBaHUE MOYH.

ITanueHThl ¢ HOYEYHON W/WIIH IIEYEHOYHON HENOCTATOYHOCTRIO

[Ipu Tepanuu MepKanTOMypHUHOM Yy MAIlEHTOB C MOYEYHON W/WIIM NMEYEHOUYHOI HEeA0CTaTOYHOCTHIO
PEKOMEHIYeTCsl COOMI0IaTh OCTOPOKHOCTE. ClielyeT pacCMOTPETh BOZMOXKHOCTh CHIDKEHHS J103BI Y
3TUX TMAalUWEHTOB W BHHUMATEJIbHO KOHTPOJUPOBATh TIeMaTOJIOTMYECKHUE IOKa3aTelld y JTUX
MAIMEHTOB.

[lpemapar  MOXET  TOBBIIATH  PHCK  BO3HUKHOBCHHS  BTOPUYHBIX  3JI0Ka4€CTBEHHBIX
HOBOOOpa30BaHMiA, a Takke Hedpomaruu, oOyCIOBIEHHOW MOBBIICHHEM OOpa30BaHUS MOUYEBOU
KHCJIOTHL.

Coo0manocs 0 ciry4asx pa3BUTHs NaHKpearuta ¢ dactotoid ot > 1/100 mo < 1/10 («uacto») y
MAIMEHTOB, MOMYYAlOIIUX Ipernapar Mo He3aperuCTPUPOBAHHOMY ITOKAa3aHHUIO BOCIAIHUTEIBHBIC
3aboneBanus kumieunuka (B3K).

[TamenTs! ¥ puck TuMbonpoIudepaTHBHBIX 3a001eBaHU

Y HanueHTOoB, MONYYAaOIIMX HMMYHOCYIPECCHBHYIO TEpaluio, BKIIOYAs MEPKANTOIYpHH,
MOBBIIIEH PUCK Pa3BUTUS JTUM(ONPOIU(PEpaTUBHBIX 3a00N€BaHUN M JAPYIMX 3J0KaueCTBEHHBIX
HOBOOOpPA30BaHMii, B YaCTHOCTU OMyXOJIEH KOXH (METaHOMBbI M JApYrux), capkomsl (Kamomu u
JIPYTHUX) U paKa MIeHKU MaTKH in Situ.

[ToBbIlIEHHBIA ~ PUCK, TO-BHIMMOMY, CBsI3aH CO CTEMEHbIO U  MPOJODKUTEIBHOCTHIO
UMMYHOCYIIPECCHH, a €€ TMpeKpalleHHe MOXeT OO0ECIeunTh YacTHYHBIH  perpecc
auM@onponnpepaTHBHOTO 3a00JIeBaHHUS.

[TosTOMy CXEMBI JIeUeHUSsI, COepPKAIIIE HECKOIBKO HMMYHOICTIPECCAHTOB (BKIIFOYAst THOITYPUHBI),
ClieyeT TPHUMEHSITh C  OCTOPOXHOCTBIO,  TOCKOJIBKY  3TO  MOXET  TMPUBECTH K
muMdonpormpepaTHBHBIM  3a00JICBaHUSM, B HEKOTOPBIX CIIy4asX C JICTQIbHBIM HCXOIOM.
KomOMHaimss  HECKOJIBKMX  MMMYHOCYNPECCHPYIOIIUX  MpPErnapaTtoB  MOBBIIIAET  PUCK
nuMdonponudepaTuBHBIX 3a00J€BaHNN, ACCOITMUPOBAHHBIX ¢ BUpycoM DnmTeitHa — bapp (BOb).

B numdonurtax nepudepuueckoldl KpoBH NAIMEHTOB C JICHKO3aMHU, C XPOHUYECKOH OO0JIE3HBIO
MOYEK, MOy4yaBIIuX npemnapar B go3ax ot 0,4 mo 1,0 Mr/kr/cyT, u manueHTa ¢ moYeYHOKICTOUHBIM
paKoMm, MOJIy4aBLIETO0 MEPKANTOIYPUH B HEYCTAaHOBJICHHOM J03€, HAOII0JaIOCh YBETUUYEHUE YHCTIa
XPOMOCOMHBIX abeppariuii.

C yyeroM ero aeiicTBusl Ha JAe30KcUpuOOHYyKiIenHOBYI0 kucioty ([IHK) kmetox mepkamromypux
o0nasaeT MOTEHUMAJIbHBIM  KAHLEPOI€HHBIM  JEHCTBHEM, IO3TOMY CJIEIyeT Y4YHUTHIBaTh
TEOPETUUYECKUI PUCK KaHILIEPOTEHE3A.

HaHI/IeHTI)I C CUCTCMHBIMH UMMYHOBOCIIAJIUTCIIbHBIMU 3a00JIEBAHUAMU

3aperucTpupoBaHbl COOOIICHHUS O MPUMEHEHUH a3aTHOINPHHA W MEPKANTOIyPUHA y TAIUEHTOB C
B3K (6one3nb Kpona, si3BeHHbIi kKouT). Y nanuentoB ¢ B3K (He3apeructpupoBaHHOE MOKa3aHUE),
MOJTyYaBIIUX TEPAIUIO0 a3aTHOMPUHOM (IIPOJEKAPCTBO MEPKANTOIYPHUHA) MU MEPKANTOITYPUHOM B
komOuHarmu ¢ anTu-OHO-0 nmpenaparamu, OTMEUaIUCh CIIy4an Pa3BUTHS T'eMaTOCIIICHUYeCKo T-
kinerouyHo auMmdombl. Takas penkas ¢opma T-xierounoit nuMEGOMBI  XapakTepusyeTcs
arpecCUBHBIM TEUYEHHEM 3a00JeBaHMs M, KaK MPaBUIIO, MPUBOAUT K JIETAJIbHOMY HCXOIy (CM.
paznen 4.8).
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COOTBETCTBYET . -'I'i'l"_EF'TH"'H-' OTUETY

MOXET Pa3BUTHCA y MALMEHTOB C ayTOMMMYHHBIMU 3200JI€BaHUSMH, B YACTHOCTH, y TMAI[UEHTOB C
B3K, 1 moTeHnnasbHO MOXKET BCTPEYaThCs MOBBIIIEHHAS BOCIPUMMYUBOCTD K €r0 PA3BUTHUIO IIPH
IIpUMeHeHUH MepkanTonypuHa. [Ipu pazsutun CAM nnu nopo3peHuu Ha HETO CIENyeT KaK MOYKHO
paHbllle HayaTh OOCIENOBAaHUE M JIEYEHUE, a TEPalUI0 MEPKANTOIypUHOM CIEAYyeT NPEKpaTuTh.
Bpaun n1omxHbI ObITh BHUMATEIbHBI K CHMIOTOMAaM Takux MHQeKIHii, kak BOb u nutomeranosupyc
(IIMB), mockonbKy OHM SIBISIOTCSA Tpurrepamu pa3zsutus CAM.

ITaneHTHI ¢ HETOCTAaTKOM HUKOTHUHOBOU KUCIOTBI

Haznauenue aHajioroB mypuHa, a3aTHONpPHHA M MEPKAaNTOIypHHAa MOXET HapyllaTh MeTabosn3M
HUAIMHA, TOTEHIIMAIBHO MPUBOAS K JC(PHUINUTY HUKOTUHOBOM KUCIOTH (memiarpa). CooOmianoch o
Clly4asXx pa3BUTHsI TeEJJIarpbl IpU NPUMEHEHWU AaHaJoroB IypHWHA, OCOOEHHO Yy TMAalMEeHTOB C
XPOHUYECKUMH  BOCHAJHMTEIbHBIMH  3a00JI€BaHUSIMM  KHUIIEYHUKA. JlMarHo3  mesuiarpsl
YCTaHABIIMBAaETCS Ha OCHOBaHUM JIOKAJIW30BaHHOW MMUTMEHTUPOBAHHOM ChIMM  (JepMaTHT),
racTpO’HTEPUTAa WJIM HEBPOJIOTMYECKMX HApyLIEHWH, BKJIOYas KOTHUTUBHbIE. Tepamuio
HeoOXOMMO HauyMHAaTh C MpHeMa HUAlMHA/HUKOTHHamuaa. JluarHo3 memjiarpa cieayeT UMETh B
BUJY y TAIMEHTOB C JOKAJIM30BAaHHOW MUTMEHTHPOBAHHOW CHINBIO (IEPMATHUT), TACTPOIHTEPUTOM
(Inapest) WM HEBPOJIOTUYECKUMHU HAPYIICHUSIMHU, BKIIOUAs CHUKEHHE KOTHUTUBHBIX CLIOCOOHOCTEN
(memenuusi). Ecnum mammeHTy Ha3HayeHO COOTBETCTBYIONIEE JIEYEHHE C J00aBICHHEM
HUAIMHA/HUKOTUHAMKIA, TO CHIDKEHHE [03bl WM TpEeKpallleHue JICUeHUS MEpPKanTOypUHOM
MOXeT He moTpedoBarbes. OHAKO B KaXKJIOM KOHKPETHOM Cilydae TpeOyeTcs TIaTeldbHas OIEHKa
COOTHOIIEHUS MOJIb3bI U PUCKA.

[Taumentsl ¢ HacnencTBeHHo myTtauuen rena NUDT15

VY namuenToB ¢ HaciencTBeHHOM MyTtanued reHa NUDT1S noBblllieH pUCK TAKETO0H TOKCUYHOCTH
MepKanTonypuHa (paHHee pa3BUTHUE JIEUKONEHUU W aJOMELMH) MPU MPUEME CTaHIAPTHBIX 103
npernapara. MM, kak mnpaBmio, TpeOyeTcss CHMKEHHE J03bl, OCOOEHHO IPH TOMO3UTOTHOM
HocutenbcTBe Bapuanta NUDT15. YactoTa aHHON MyTaIliui MMEET 3THUUECKYI0 BapuabeIbHOCTb,
cocrapisonlyto npubnuzurenbHo 10 % y xwureneit Bocrounoit Asum u 0,2 % y eBpomeiines. B
T000M citydae HeoOXOUM TIIATeNbHBIN KOHTPOJIb TTOKa3aTeNeil KPOBH.

[TatmenTsl ¢ cunapomom JI€ma — Huxena

OrpaHu4yeHHbIE JaHHBIC YKa3bIBAlOT Ha TO, YTO HHM MEPKANTOIypPUH, HU €ro IMpOJEKapCTBO
azaTHONpuH He O(GQEKTUBHBl Yy TMAIMEHTOB C pEIKUM HACIEACTBCHHBIM 3a00JIeBaHUEM,
OOyCIIaBIMBAIOLINM  TIOJIHOE OTCYTCTBHE THIIOKCAHTUH-TyaHHH-(ochopudosuntpanchepassl
(cunnmpom Jléma — Huxena). [Ipumenenne MepkanTorypiHa WM a3aTHONPUHA y THX IAIlIEHTOB
HE PEKOMEHTyeTCH.

V¥ nmanmeHToB, nomyyaromux npenapar Ilypu-Heros, noBbiena 4yBCTBUTEIBHOCTD K COJIHEYHOMY
ceery. BosnelictBue conHedHoro cBera U Y®D-u3ilydeHHs CIEQyeT OIpaHUYMBaTh, CIELYET
PEKOMEHIOBaTh IAallMEHTaM HOCUTb OAEXKAY C JUIMHHBIMM pPyKaBaMH M HCIIOJIb30BaTh
COJIHLIE3ALIUTHBIE CPEACTBA C BEICOKUM (PaKTOPOM 3aIHUTHI.

[TarueHTKH BO BpeMsi OepeMEHHOCTH

B nepno;[ JICUCHU A J'IIOGOI‘O N3 ITIOJOBBIX HapTHepOB peKOMeHI[yeTCH HUCIIOJIB30BATh HAACKHBIC
METOJIbI KOHTpanenuuu (cM. pazaen 4.6).

B HekoTOphIX ciydasx cooOIIaJoch O pa3BUTUU XOJecTa3a BO BpeMsi OEpEMEHHOCTH B CBS3H C
Tepanuer aszathonpuHOM (TIpoJIeKapcTBO 6O-MepkanrtonypuHa) (cm. pasnen 4.6). Bo Bropom
TpUMecTpe OEPEMEHHOCTH NPU HAJMYMUU KOKHOTO 3YJla U TOBBIIIEHHOTO YPOBHS OOLIUX >KETYHBIX
KHCJIOT B CBIBOPOTKE KPOBU MAaTepH CJIELyeT paCCMOTPETh BO3MOKHOCTb ITPOBEIEHUSI MOHUTOPHUHTA
ypoBHs 6-meTunMepkantonypusna (6-MII) nns panHel IMarHOCTUKY M MUHUMH3ALUN BO3AECHCTBUS
Ha ion. [Ipu noarBepkaeHnN XosecTaza OEpeMEHHbBIX HEOOXOAMMO MPOBOAMUTE OLIEHKY B KaXKJIOM
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OTMCHA/CHUKXCHHUE JI03bI).

BcnomorarensHBIC BEIIECTBA

IIpenapar Ilypu-Herton comep:xur nakro3sl MoHoruapar. [lanueHTtam ¢ penko BCTpedarollencs
HACJIeICTBEHHON HENEePEHOCUMOCTBIO TaJIaKTO3bl, 1€(UIMTOM JIAKTa3bl MU IIIOKO30-TalaKTO3HON
ManbabcopOIMe He caeyeT MPUHIUMATh 3TOT Mpernapar.

eTu
[Ipenapar [lypu-Heton cienyer npuMeHATh ¢ OCTOPOXKHOCTBIO y JIeTel B BO3pacTe 10 2 JIET.

VY Bcex nmereit ¢ ocTpbIM TUMGOOIACTHBIM JEHKO30M, MOTYUYaBUINX MEPKANTOIYPHH, HAOIIOIaIICh
Clly4ad CHMIITOMATUYECKOW THUMOTIUKEMUHU. BONBIIMHCTBO COOOMIAEMBIX CIy4aeB OTMEUYEHBI Y
JeTei MJIa/Ile MEeCTH JIET WM ¢ HU3KUM MHJIEKCOM MaccChl Tela.

4.5. BzaumopneiictBue ¢ JAPYrMMH JICKAPCTBEHHBIMH IpenaparamMM W Jpyrue BHABI
B3aNMMOJAeHCTBHS

MeToTpekcar B 03¢ 20 MIr/M> BHYTpb YCHIINBAJ JeHCTBHE MEPKANTONypHHA (ILIONIAIb IO KPUBOI
«xoHIeHTpanus — Bpems» (AUC)) mpumepro Ha 31 %, a B 103e 2 uam 5 r/M> BHYTPUBEHHO
yBennunBan AUC mepkantonypuna Ha 69 % u 93 % coorBercrBerHo. [losToMy mpu HazHaueHUU
MEpKaNnTonypuHa OJHOBPEMEHHO C BBICOKMMH JI03aMU METOTpeKcara 03y MepKalTollypuHa
CIIeZTyeT CKOPPEKTUPOBATh.

ANIIOIYpPUHOJ, OKCUITYPHHOJ, THOIIYPUHOJ M a3aTUONPUH CHIKAIOT MHTEHCUBHOCTH MeTa0o0sIn3Ma
MEpPKaNTONMyprHA 3a CUeT OJOKAIbl KCAHTUHOKCH A3, [Ipr KOMOMHAIIMK C JAHHBIMU TIpermapaTamMmu
no3y mnpemnapara Ilypu-Herom HeoOXomuMo CHWKaTh 1O YETBEPTH CTAHIAPTHOW JO3bI (CM.
paznen 4.2).

Cnenyer u3berarb OAHOBPEMEHHOTO MPUMEHEHUS MEPKAaNTONypHWHA C IPYTMMH HHTHOMTOpaMU
KCaHTHHOKCH/Ia3bl, HampuMmep, GpedyKcocTaToM, MOCKONIBKY JaHHBIX, MO3BOJISIONINX OIMPEACIHTh,
HACKOJIbKO HY)KHO CHIXKaTh /103y MEpKANTOIypHHa B 3TOM ciyyae, HeAocTaTouHo. OTMmeueHo
B3aMMOJICHCTBHE MEXIY a3aTHONPUHOM, MPOJIEKAPCTBOM MEPKANTONMypHHA, U HHPIUKCUMabom. Y
MAIMEHTOB, MOJIYYaIOIINX a3aTUONPUH, OTMEUAETCSl KPAaTKOBPEMEHHOE MOBbIIeHUE ypoBHs 6-TT'H
(6-THOTYaHHHOBOTO HYKJIEOTH/A, aKTUBHOTO METa0OIHMTa a3aTHONpPHHA) U CHUKCHHE CPEIHEro
KOJIMYECTBA JICUKOIIMTOB B IMEpBble Heneiau mnociie uHQy3un nH@aukcumada ¢ BO3BpALIEHUEM K
HCXOJIHBIM TOKa3atesiaM depe3 3 mecsiua. [losToMy npu onHOBpEMEHHOM MPUMEHEHUHU Iperapara
[lypu-Heton c¢ wunHdaukcumMaboM HeOOXOOUM TINATEIbHBII MOHHUTOPUHI TI'eMaTOJOTHYECKUX
MOoKa3areseu.

[TanmeHThl, MONMyYaBIIME MEPKANTONYPHUH B BHJEC MOHOTEPANMH WJIM B KOMOMHAIMH C JPYTUMH
MMMYHOJICTIPECCAaHTaMH, BKJIIOYasi KOPTUKOCTEPOHIbI, HIMEIOT MOBBIIICHHYI0 BOCHPUUMYHUBOCTH K
BUPYCHBIM, TPHOKOBBIM M OaKTepHalbHBIM HH(EKIUSAM, BKIOYAs TSDKEIbIe WM ATUIHYHBIC
MHOEKINN, a TAaK)KE PEaKTUBAIMIO BUPYCHbIX HHOexkuuil. MHpekunonHeie 3aboneBaHuss ¥ HX
OCJIOKHEHHUS Y 3TUX MAlMEeHTOB MOTYT IPOTEKaTh TsDKelee, YeM y TeX, KTO He IOJTydJaeT JICUCHHUS
yKa3zaHHBIMH Tpenaparamu. llepen HauanoMm Jie4eHUS MEPKANTONYPHHOM CJEIyeT MPUHATH BO
BHUMAaHHE TPEIIICCTBYIOIINI KOHTAKT WM 3apakKEHHE BHPYCOM BETPSIHOM OCIBI, a TaKkKe
BO3MOXHOCTH CEPOJIOTHYECKOTO TECTUPOBAHUS HAa HAIWYKE renarura B.

Ecnm manueHT WHOGUIIMPOBAH B XOAC JICUEHHUS, HEOOXOAMMBI COOTBETCTBYIOIINE MEPHI, KOTOpPHIE
MOTYT BKJIFOUaTh MPOBEICHUE AHTUMUKPOOHOH U MOIEPKUBAIOIIECH Teparum.

Coo0mianocs 0 MOAABIEHUN AHTUKOATYJISIHTHOTO JEWCTBUS MEpPOpPajbHBIX aHTHUKOATYISHTOB IpPU
COBMECTHOM Ha3HAYeHHUHU C MEPKAIITOIYPHUHOM; MTO3TOMY MOTYT OBITh HEOOXOIUMBI O0JIee BHICOKHE
J03bl OTHUX AHTUKOAryJlIsiHTOB. PEKOMEHIyeTCcsi THIaTeNIbHbId KOHTPOJb 3a IOKa3aTelsiMu
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MPUMCHCHUHN AaHTUKOAT'yJITHTOB U MCPKAIITOITYPUHA.

[luToTOKCHUECKHE Tpermaparhl MOTYT CHW)KaTh BcachblBaHHE (EHUTOMHA B  KHIICYHHUKE.
Pexomenayercsi TIIATENbHBIE MOHUTOPUHI YPOBHSI (DEHHTOMHA B CHIBOPOTKE KpOBHU. B0O3MOKHO
TaKOe K€ BIMSHUE IIATOTOKCHYECKUX MPENapaToB Ha BCAChIBAHUE IPYTUX MPOTHBOIMHICHTHYECKUX
JIEKApCTBEHHBIX CpeACTB. Bo BpeMs Jie4eHHMs MEpPKAaNTOIypHUHOM  CIIEAYeT TIIATEIIBLHO
KOHTPOJIUPOBATh YPOBEHb MPOTHBOAMHJICTITHYECKHX CPEICTB B  CHIBOPOTKE KPOBH, TMIpH
HEO0OXOMMOCTH KOPPEKTUPYSI 103Y.

[Ipemaparel, MONABISAIONIME KOCTHOMO3TOBOC KpPOBETBOpEHHE (B T. 9. KO-TPUMOKCA30),
OUTOCTATUKH, a TAKIKC nyquaﬂ TepaHI/IH YCI/IJ'II/IBaIOT BBIpa)KeHHOCTB HeﬁKOHCHI/IH 158
TPOMOOIIUTOTICHHUH.

ITpu oHOBpEMEHHOM NMPUMEHEHUH C TIIFOKOKOPTHKOCTEPOUIAMH, a3aTHONPUHOM, XJIOpaMOyIIHIOM,
KOPTUKOTPOIIMHOM, LUKI0(OC(hHaMUIOM U HUKIOCIOPHUHOM MOBBIIIAETCA PUCK PAa3BUTHUS MH(DEKIIUU
Y BTOPUYHBIX OITyXoJieH (YCHUIEHHE HMMYHOAETIPECCUBHOTO IEHCTBUA).

OnHOBpEeMEHHBI MpUEM C JOKCOPYOMLIMHOM 3HAYUTEIbHO YBEJIWYMBAECT PHUCK Pa3BUTHUSA
renaTroTOKCUYHOCTH.

OtmeuaeTcsi TEpeKpecTHas YCTOWYUBOCTh KJIETOK K MEpKanTONypuHY M K IMPOU3BOIHBIM
THOTYaHHHA.

[Ipy onHOBpEeMEHHOM MPUMEHEHUU TMpernaparoB, WHIHOMPYIOLUUX THOIypUHMETUITpaHChepasy
(HampuMmep, oJcana3uH, Mecalla3uH, Cynb(dacana3uH), W MEpKalnTollypuHa OTMedaeTcs Oosee
ObIcTpO€  pa3BUTHE  MHelocynpeccud. HeoOxogumo  paccMOTpeTh  CHIDKEHHE 03Bl
MEpKanTOMypHHA.

PuGapupun wnrHOupyer depmernT mHozmHMoHOpochar-neruaporenasy (IMPDH), uro Bemer k
CHIDKEHUIO BBIpaOOTKM akTuBHBIX 6-TI'H. Coobmanoch 0 TsDKEIOW MHEIOCYIPECCHH TOCIe
OTHOBPEMEHHOTO TMPUMEHEHHUS IMpoJjeKapcTBa MeEpKanTomypuHa W puOaBUpPUHA, [OITOMY
OJTHOBpEMEHHAs Tepanusi puOaBUPHUHOM M MEPKANTOIyPUHOM HE PEKOMEHTyeTCH.

B coueranuu c XHMBBIMH BHPYCHBIMU BakKIMHaMH IMpuMeHeHue npemnapara [lypu-Heronm moxer
BBI3bIBAaTh MHTCHCH(PHUKAIMIO MPOIecca PEIUIMKAIIMM BaKIIMHHOTO BHUpyca. BO3MOXKHO ycuIeHHE
MOOOYHOr0 AEMCTBUS BAaKLUMHBI U CHUKEHUS BBIPAOOTKM aHTUTEN B OTBET Ha BBEJACHHUE KaK KHUBbIX,
TaK ¥ MHAKTUBUPOBAHHBIX BAKIIVH.

Bo Bpems neueHns M Kak MUHUMYM B T€YEHHE 3 MECALEB MOCIE OKOHYaHUS TEPANMM MPErnapaTom
[lypu-Heton mnaumeHTy cieayer OTKa3aTrbCsl OT BaKUMHALIMM JKMBBIMU BaKIIMHAMH, BKJIIOYas
BaKIMHY TMPOTUB JKENTON JIMXOPaaKU, U U30erarb KOHTAKTOB C JIIOJbMH, UMMYHU3WPOBAHHBIMU
JKUBBIMU BAKI[MHAMH.

Bo Bcex ciydasx nmanMeHThl B PEMHCCHU HE JOJDKHBI IIOJy4yaTh *KUBbIE BAaKLUHBI, IIOKa HE Oyner
SCHO, 4YTO y INalME€HTa BO3MO)KEH HOPMAJIbHBI MMMYHHBIN OTBET Ha BakUUHY. MIHTepBan MexzIy
IIPEKpaIleHUeM XUMHOTEpPAUd U BOCCTAHOBICHUEM CIOCOOHOCTH MMMYHHOM CHUCTEMBI MalMeHTa
pearupoBarh Ha BakKLMHY 3aBUCUT OT HMHTEHCUBHOCTM XHMMHOTEpAalNMM M THIIA IIPENaparos,
BBI3BIBAIOLINX UMMYHOCYNIPECCHIO, OCHOBHOTO 3a00JI€BaHMSI U APYTHX (PaKTOPOB.

OnHoBpeMEeHHOE Ha3HayeHHE pHOaBUpPHHA W MEPKANTONypHHA HE peKoMeHayercs. PubaBupun
MOXKET CHIKATh 3((EKTHBHOCTH U TIOBBINIATH TOKCHYHOCTh MEPKaINTOmyprHa (cM. pazaen 4.3).

4.6. ®epTUIBLHOCTD, 0€PEMEHHOCTD M JIAKTALUSA

bepemeHnHOCTh

MepkanTonmypuH M €ro MeTa0OJIUThI MOTYT IpPOHUKAaTh uepe3 IUIAlEHTy B aMHUOTHYECKYIO
KUIKOCTh M OPraHU3M IUIOZA.
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Kak u mpu mnpoBeneHuu 000N IHMTOTOKCMYECKOH XWMHUOTEpANHH, CIEIYeT peKOMeH,Z[OBaTb
aJICKBaTHbIE MEphl KOHTpAICIIIMU B Clydae, €CIM OIWH W3 TapTHEPOB IOJydaeT TaOJeTKH
MEpPKaITOIIypHUHA, B XOJ€ JICYCHUS U B TEYCHUE, 110 KpalHEW Mepe, TPeX MECSALEB I0Cie Ipuema
MOCJIETHEN 103bI Mpenapara.

Coobmanoce 0 ciaydasx pOXKACHUS HOPMAJIBHOTO IOTOMCTBA IIOCJIE€ MOHOTEpANUU IpernaparoMm
[Mypu-Heton B mepuonm OepeMEHHOCTH, OCOOCHHO €CIH JICUEHHE IpernaparoM Ha4YWHAIOCH [0
3a4aTHsl WM TIOCIIE IEPBOr0 TPUMECTpA.

CooOmaniock 0 BBIKHJBINIAX W MPEKIEBPEMEHHBIX pOJax IOCie BO3ASHCTBUS Iperapara Ha
opranu3M OepeMeHHOU >KeHIMHBI. ONUCaHbl MHOXKECTBEHHBIC MOPOKU PAa3BUTHUS Y IUIOAA TMOCIEe
JeyeHus: OepeMEHHBIX MEpPKaNTOMYypUHOM B KOMOMHAIMM C JpYrMMH Tpenaparamu  JUis
XUMHOTEPAIUH.

B HEKOTOpHIX Cilydasix cOOOMANIOCh O Pa3BUTHHU XOJIeCTa3a BO BpeMsi OCPEMEHHOCTH B CBSI3U C
Tepanuel azaTuonpuHOM (TMPOoJIEKapcTBOM 6-MepkanTonmypuHa). [Ipu moaTBepikIeHHUH XolecTasa
CIIeZlyeT TMPOBOIUTH TIIATEIBHYIO OIICHKY TOJNB3bl UII MaTepd M BO3ICHCTBHS Ha IUIOA (CM.
paznen 4.4).

JlakTamus

MepkanTollypuH MOXKET BBIAEIATHCS C IPyAHbIM MOJIOKOM. IIpumenenue npenapara Ilypu-Heron B
IIEPUOJ T'PYJHOTO BCKAapMIIMBAaHUS IPOTHBOIIOKa3aHO. Ha Bpems jedeHHs mIpenaparoM CilexyeT
MPEKPaTUTh KOPMIICHUE TPYIbIO (CM. pa3zaen 4.3).

DepTHIBHOCTE

BnusiHue Tepamuu MepKanTONYPHMHOM Ha (EpTHWIBHOCTH Y 4YelloBeKa Heu3BecTHO. Mmerorcs
COOOIIEHNss O TOM, YTO IOCJIE JIEYEHUS B JAETCTBE WM IOAPOCTKOBOM BO3pacTe NalMEHThI
BITOCJIC/ICTBUH YCIICIIHO CTAHOBWJIMCH MaTepsiMHu Hiu oTuamu. CoolIanoch 0 KpaTKOBPEeMEHHOU
OJIMTOCIIEPMUU TIOCJIE BO3AEHUCTBUS MEPKANTOIypHHA.

OnucaHpl MOPOKM PAa3BUTHS M BBIKMJBIIIN IIOCIE BO3AECHCTBHUA MEPKANTONypMHA HAa OpraHU3M
Oymy1ero oTIia.

4.7. BiusiHue Ha CHOCOOHOCTH YNPABJATH TPAHCHOPTHBIMHM CpeICTBAMH W padorarh ¢
MeXaHU3MaMHu

Her nansbpix mo BnusHHIO npenapara [lypu-Heron Ha crnmocoOHOCTh yHpaBisTh TPaHCHOPTHBIMU
cpeAcTBaMM U paboTaTh ¢ MexaHu3MaMu. Mcxons u3 papMakoIoruuyeckux CBOMCTB JIEKaPCTBEHHOTO
npernapara, HeBO3MOXKHO ITpeJicKa3aTh HeOIaronpusTHOE IEHCTBHE HA 3TH CIIOCOOHOCTH.

4.8. HexkennaresabHbIe peakunuu

TabinuHOoE pe3roMe HeXKeIaTeIbHbIX DeAKLIUHI

HJ’IH OMpeACIICHUSA YaCTOThlI BCTPECYACMOCTHU HCKCIIATCIIbHBIX peaKuHﬁ HCIOJIB3YIOTCA CJICAYIOIIUC
KaTeTOPHH:

o4eHb yacTo (> 1/10);

gacto (> 1/100, vo < 1/10);
Hevacto (> 1/1 000, HO < 1/100);
penko (> 1/10 000, vo < 1/1 000);
odeHb peako (< 1/10 000);

4aCcTOTa HEN3BECTHA (HA OCHOBAHUHU MMEIOLIUXCS JaHHBIX OLIEHUTh HEBO3MOXKHO)
8
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CHCTEMHO-OPraHHbII KJacc

Yacrora

HesxkenarejbHbIe peakiuu

WNudexkunn v nHBa3un

HECYaCTO

OakTepuadbHble W BUPYCHbIE  HH(EKIHH,
WH(EKIHU, CBI3aHHBIC C HEUTPOTICHUEH

JloOpokauecTBEHHEIE,
37I0Ka4eCTBEHHbBIE u
HCYTOYHCHHBIC
HOBOOOpaszoBaHusl  (BKJIIOYAst

KHUCTBI U TTOJIUIIBI)

OY€Hb PEJIKO

BTOPUYHBIC JICUKO3EI 1 MHUCIIOAUCILIIAa3UA

penKo

HOBOOOpa30BaHUs, BKJTFOYAS
muMponponudepaTuBHbIe 3a00JI€BaHUS, OITYXOJIN
KOXKU (MEJTaHOMBI U WHBIE), capkoMbl (Kamomm u
MHbBIE) U paK HIEWKH MATKH in situ

qacToTa
HCHU3BCCTHA

rernarocrieHndeckas T-kierounass numdoma y
naupentoB ¢ B3K (He3apeructpupoBaHHOE
MOKa3aHWe) MPH Ha3HAYEHWHW B KOMOWHAIIUH C
antu-®HO npenaparamu

Hapymenust co  CTOPOHBI | OUYEHb YAaCTO | yTHETCHHE  (YHKIUHM  KOCTHOTO  MO3Ta,
KpOBU U  JUMQaTHYeCcKOn JICHKOTIEHUS, TPOMOOIIMTONICHHS
CHCTEMBbI 4acTo aHeMHUs
Hapymenuss co  CTOPOHBI | HEYACTO pEaKuy TUIEPYYBCTBUTEIBHOCTH: apTPaNTHS,
UMMYHHOU CHUCTEMBI KOYKHAsI ChITIb, JIGKAPCTBCHHASI TUXOPAIKa

penko peaxIusl TUIEPYyBCTBUTEIIEHOCTH B BUIE OTEKa

auna

Hapymenust merabonmsma | | 4acTo aHOPEKCHUs
MUTaHUS 4acToTa TUTIOTTIMKEMHUS Y ACTEH, Tesarpa

HEHM3BECTHA
Hapymienuss co  CTOpPOHBI | 4acTo TOITHOTA, PBOTA, MAHKPEATUT y TMAIUEHTOB C
KEITYIOUHO-KUIIIEYHOTO B3K (He3apernctpupoBaHHOE TOKA3aHHE)
TpakTa penko U3BS3BICHUE CIU3UCTOW OOOJIOUKH TOJIOCTH

pTa, maHkpeaTtuT (MpU 3aperucTPUPOBAHHBIX
MOKa3aHUsX)

OY€Hb PEIKO

HU3BA3BICHUC KUINICYHHUKA

qacToTa CTOMAaTHUT, XCHIIUT
HEU3BECTHA
Hapymienuss co  CTOpOHBI | 4acTo 3aCTOM JKEITYH, TEIAaTOTOKCHYHOCTh
IICHCHU U JKCIYCBBIBOIAIIIUX PECAKO HCKPO3 NICUCHU
myTeit! 4acToTa xosecTas 0epeMeHHBIX
HEU3BECTHA
Hapymienust co cTOpOHBI KOXH | PEIKO aJIOTICITHSI
1 ITOAKOXHBIX TKaHeu qacToTa CBCTOYYBCTBUTCIILHOCTD, Y3JI0BATasA SpUTCMa
HEH3BECTHA
Hapymienuss co  CTOpOHBI | penko TPaH3UTOPHAS OJIUTOCTICPMUS
PENPOAYKTUBHOM CHUCTEMBI U
MOJIOYHBIX JKeJie3
OOmue HapyIIeHUs U PEaKIuy | 9acToTa BOCHAJIEHUE CIU3UCTON
B MCCTE BBEJCHHUS HEH3BECTHA
JlaboparopHsbie U | 4acToTa CHW)KCHHE aKTUBHOCTH (DaKTOPOB CBEPTHIBAHHUS
WHCTPYMEHTAJIbHBIC TAHHBIE HEH3BECTHA KpOBU

! MepKanTommyprH renmaToTOKCUYEH ISl )KUBOTHBIX M YEIOBEKA. | HCTONOTMYIECKHE N3MEHEHHS Y YENIOBEKA BBIPAKAIOTCS
B HEKpO3€ MEYEHH M 3aCTOE B JKEIUEBBIBOSIIMX MyTsX. YacToTa renaroTOKCHYHOCTH CHIIBHO BapbHPYeT M BO3MOXHA
pu J1000# 103€e, HO Yalle BO3HUKAET MPH MPEBBIIICHUN PEKOMEHTyeMOH T03BI B 2,5 MI/KT/CYTKH WA 75 MT/M?/CyTKH.
MOHUTOPUHT TOKa3aTeie (YHKIUH TIEYCHH MOXKET IO3BOJIUTHh BBISBUTH ICIATOTOKCUYHOCTh HA PAHHHUX CTAIUAX.
VYBenuuenue ypoBHs ramma-rytamuirpancgepassl (I'TT) B mma3me KpoBU yKa3blBaeT Ha HEOOXOIUMOCTH OTMCHBI
TEparuy BBUAY TI'CHNAaTOTOKCUYHOCTH. [ eMaTOTOKCMYHOCTh OOBIYHO OOpaTuMma, €CiIH TEPalui MEPKANTOIyPHHOM
MPEKPAINAIOT JOCTATOUYHO OBICTPO, HO OMUCAHBI CIIyYau MOPAKEHUS MEUCHH C JICTATLHBIM UCXOJIOM.
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COO6I.H€HI/IG 0 MOAO03PEBACMBIX HEXKCIIATCIIbHBIX PCAKIINAX

BaxxHo cooOmare 0 TMOHO3pEBAaCMBIX  HEXKENATENbHBIX PEaKIUsAX TIOCIe PETUCTpaIiH
JIEKapCTBEHHOTO Tpemnapara ¢ Lelblo O0ecreueHuss HeMpephbIBHOTO MOHUTOPHHIA COOTHOUICHHS
«ImoNib3a — PHUCK» JIEKAPCTBEHHOIO Tmpernapara. MeOuIMHCKUM pabOTHUKAM pPEKOMEHIYeTCs
co001IaTh O JIOOBIX MMOI03PEBAEMbIX HEXENATeNbHBIX PeaKIHIX JIEKAPCTBEHHOTO Mpernapara uepes
HAaIlUOHAJIBHBIC CHCTCMBbI COO6H_I€HI/I}I 0O HCKCIATCIIbHBIX PCAKOUAX TOCyAapCTB — UYJICHOB
EBpasuiickoro 3KOHOMHUYECKOTO COI03a.

Poccuiickas ®enepanus

®denepanpHas cayk0a o Haa30py B cdepe 3ApaBoOXpaHEHUS

109012, Mocksa, CnaBsiHCcKas Tuiomaas, 1. 4, ctp. 1

Tenedon: +7 800 550-99-03

OnekrpoHHas nouta: pharm@roszdravnadzor.gov.ru wim npr@roszdravnadzor.gov.ru

Caiit B WH()OPMAITMOHHO-TEICKOMMYHHUKAITHOHHON ceTu «HTepHe™:
https://www.roszdravnadzor.gov.ru/

4.9. Ilepeno3upoBka

CUMIITOMBI

D¢ dexTsl co cTOpoHBI KemynouHo-kumeqnoro Tpakra (OKKT), Bkitouast TOIIHOTY, PBOTY, AWAPEIO U
CHWKEHHME alllleTUTa, MOryT OBbIThb paHHUMU CHMITOMAaMH Iepelo3UpoBKU. (OCHOBHBIM
TOKCUYECKHM JICHCTBHEM SIBIISIETCS yTHETeHHWEe (YHKUMU KOCTHOTO MO3ra, MpPHBOAALIEE K
muenocynpeccud. ['emaronorndyeckass TOKCHYHOCTb INPU XPOHMUYECKOM IEPENO3UPOBKE, CKOpee
Bcero, Oyner Oosiee BBIPAKEHHOHM, YeM NPU OJHOKPATHOM IpHEME MEpPKaNTOIMypHHAa BHYTPb.
Bo3MoxHBI Takke HapylleHue (yHKIMY [IEYEHH U TaCTPOIHTEPHUT.

Puck mepemo3upoBKH MOBBIMIACTCS TAKXKE, €CIIM OJHOBPEMEHHO C MEPKAINTOIyPHUHOM HAa3HAYAIOT
ajutonypuHo (cM. pasaen 4.5).

JleueHue

Cumnromatuyeckoe. AHTUIOT Heu3BecTeH. B mepBbie 60 MUH TOcNie momajaHus Mpemnapara B
KEJTYIOYHO-KUILIECYHBIA TPAKT MOYKHO IPUMEHATh BHYTPb AKTUBUPOBAHHBIM yroJib WJIM IIPOBECTH
MPOMBIBAHHUE KeNyaka. JIOMKHBI MPOBOAUTHCA OOLIME TOAJEPKUBAIOIIUE MEpPbl BMECTE C
HGOGXO,Z[I/IMBIMI/I MEepCInBaHUAMHA KPOBH.

Jleaenne JOJDKHO OCHOBBIBATHCS Ha KJIMHAYECKOM KapTHHE UJIM BECTUCH COINIACHO PEKOMCHAAIIUAM
HallMOHAJIBHOTI'0 TOKCUKOJIOTUYCCKOI'O LICHTPA.

5. DPAPMAKOJIOTTYECKHE CBOVICTBA
5.1. ®apmakoguHAMHYECKHE CBOMCTBA

dapmakoTepaneBTUUYeCcKasi TpyIIa: MPOTUBOOIYXOJEBbIE CPENICTBA; AHTUMETAOONMUTHI; aHAJIOTU
MypUHa.

Kon ATX: LO1BBO02.

MexaHNU3M AEUCTBUS

[Ipemapar Ilypu-Heron oka3piBaeT NPOTUBOOMYXOJIEBOE M HMMYHOACHPECCUBHOE JICHCTBHE.
MepkanTomypuH SBIsieTCs CylTb(QruApUIbHBIM aHAJIOTOM ITyPUHOBBIX OCHOBaHHMW TMIIOKCAaHTHHA
U aJeHUHa U JIEHCTBYET KaK IUTOTOKCUYECKUI aHTHMMETa0oIuT. MepKanTomypuH MOJABEPraeTcs
BHYTPHUKJIETOYHOH TpaHCPOPMAINH 1O TUTYaHWHOBBIX HYKJICOTH/I0B, KOTOPBIE, BMECTE C IPYTUMHU
MeTaboIUTaMU MEpPKaNTONypuHA, WHTHOUPYIOT CHHTE3 IIyPHHOB U KOHBEPCHUIO MEXIY
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MypPUHOBBIMU HYKJICOTHIAMH B KieTKax opranusmal Kpome ': %&w&%&%&%&g&%ﬂf :'

BCTPAMBAKOTCAd B HYKJICHUHOBLIC KHUCIIOTHI, CHOCOGCTBYH TaKuUM 06pa30M IUTOTOKCUYCCKOMY
3¢ dexTy MepKanTonypurHa.

MepkanTolmypuH — SBJISIETCS.  HEAKTUBHBIM  IIpOJIEKApCTBOM.  LlUTOTOKCHUECKOoe — eHCTBUE
MEpPKaNTOIlypuHa MOYKET 3aBUCETh HE OT KOHUEHTPALUU B IUIa3Me KPOBH, a OT YPOBHs HAKOIUICHHUS
ero MeTabOJIUTOB B 3PUTPOLIUTAX.

5.2. ®apMakoKMHeTHYECKHE CBOIICTBA

AbcopOrus

Mexny  manueHTamMu — HaOMIOmaeTcss — 3HAUMTENIbHAs  BapUaOCIBHOCTh  OMOMOCTYITHOCTH
MepKanToIlypHHa TpU TpHeMe BHyTpb. Ilpu HasHadenuu B 1o3e 75 mr/m> y 7 nereit
OMOJOCTYITHOCTh COCTaBjsIa B cpeaHeM 16 % OT BBeACHHOW A03bI ¢ Auamna3zoHoM oT 5 1o 37 %.
BapuabenbHOCTh OHMOMOCTYITHOCTH, BEpPOSITHO, CBS3aHA C TEM, 4YTO 3HAYUTENbHAs 4YacTh
MEpKaITOmypruHa MEeTa00IU3UPYETCS TIPH TIEPBOM MTPOXOXKICHUH Yepe3 TCUCHb.

Iocsie mpremMa BHYTPh MEpKANTONMypuHA B 03¢ 75 Mr/m> y 14 nmeTeii ¢ ocTpbiM 1uM(OOIACTHBIM
JIEHKO30M cpemHssi MakcuMaibHash KoHIeHTpanus (Cmax) coctarmsuia 0,89 MKMOIB/JT ¢ TMara3oHoM
0,29-1,82 MKMONB/JI, @ BpeMsl JOCTHKCHHUS MaKCUMalbHOW KOHIEHTpauu (Tmax) COCTaBISIO
2,2 gaca ¢ nuanazonoM 0,5—4 gaca.

Cpennsist oTHOCUTENIbHAS OMOIOCTYITHOCTh MEPKANTOIYpHUHA ObLIa MPUMEPHO Ha 26 % HMXKe 1mocie
IpueMa BMECTe C IUILEH, B TOM YHCIE ¢ MOJOKOM, IO CPAaBHEHHUIO C IIPUEMOM HATOLIAK I10CI]IE
HOYHOTO rojiofiaHusi. MepKkanTonypHH HecTaObuJIeH B MOJIOKE; KCAHTHHOKCH/1a3a MOJIOKA pa3pyliaet
MepKanTonypuH (cM. pazuen 4.2).

Pacpenenenue

Konnentparusi MmepkantonypuHa B CIMHHOMO3roBoH kuakocTu (CMIK) mocne B/B BBeACHUS WITH
npueMa BHYTpb HU3Ka WK npeHeOpexnmo mana (otHomenne CMIK: mia3ma KpoBH COCTaBISET OT
0,05:1 ngo 0,27 : 1). Konnenrpanuss mepkantonypuHa B CMJK BpIlie mociie MHTpaTeKaabHOTO
BBEJICHUSI.

Bbruorpancdopmarms

MepkanTomypiH UHTEHCUBHO MHOTOCTYIIEHYATO METaOONM3UPYeTCs 0 aKTUBHBIX U HEAKTUBHBIX
MeTabomuToB. M3-3a ClOKHOTO MeTabojM3Ma MHTHOMpPOBAaHHME OMHOTO (GepMeHTa HE OOBSICHSET
BCEX CiydaeB HEI((PEKTUBHOCTH W/WIM BbIpaXEHHOW Mmuenocynpeccur. OCHOBHBbIE (EpMEHTHI,
KOTOpBIE OTBEYAIOT 3a METa0OJIM3M MEpPKANTONMypuHA WM €ro MeTa0OJIHMTOB: TOIMMOP(HBINA
depment TtHOMypUH-S-MeTuntpancdepaza (TPMT), kcaHTHHOKCHIA3a, WHOZHHMOHO(OCHAT-
JNETHIPOTeHa3a W TUIMOKCAHTHUH-TyaHHH-(pochopubozuntpanchepaza.  JlOmoIHUTETEHBIMU
dbepMeHTaMH, y4acTBYIOIIMMHA B 0Opa30BaHUM AKTUBHBIX M HEAKTUBHBIX META0OIHMTOB, SBISIOTCS
ryaHo3suHMoHO(ocharcuaTeTa’a  (IMOCPEACTBOM  KOTOPOW  OOpasyroTcsi  THOTYaHWHOBBIC
nykieoruasl (TT'H)) u wunosuntpudocharmupodocdaraza (MTdaza). Nmeercs Takxke psin
HEAKTHUBHBIX METa0OJIUTOB, KOTOphIE OOpa3yroTCs TOCPEACTBOM JIPYTHX TyTel oOMeHa
MEpPKaNTomypHrHa.

EcTth nanHbpie 0 TOM, 4TO MOJUMOP(PU3M IFeHOB, KOAUPYIOIIUX pa3Hble PEepMEHTHI, Y4aCTBYIOLINE B
MeTa0oIM3Me MEpPKAaNTONYpPHHA, MOXET ObIThb NPOTHOCTUYECKHM (aKTOpPOM HEXKelaTeIbHbBIX
JIEKapCTBEHHBIX PEaKIMi Ha Tepanmuio Mepkanronypunom. Hanpumep, y mun ¢ nedururom TPMT
JIOCTUTAIOTCSL OYEHBb BBICOKME UTOTOKCHYECKUE KOHLEeHTpauu TT'H.
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ONMMUHAINS

COOTBETC TEn'ET SKCTNEPTHOMY OTYETY

[lepuon momyBbIBeneHUsT MepKanTomypuHa coctabiseT 90 + 30 MUH, HO aKTUBHBIE METaOOIUTHI
HMEIOT 0oJiee JITUTEIbHBIN MEePUOJl TOMYBBIBEACHHS (MMPUOJU3UTEIBHO S 9acoB), YeM HCXOIHOE
coenunenue. Kaxymuiics KiupeHc B opranusMe cocrasiuseT 4832 + 2562 mut/mMun/m>,

OCHOBHBIM IyTEM BbIBE/ICHUSI MEPKANTOMYPHHA SIBJIIETCS METa00IN3M.

B uccnenoBanuu y 22 B3pOCIBIX NAIIMEHTOB CPEAHUIN KIMPEHC U MEPHOJ MOTYBBIBEICHUS TIOCIIE B/B
MH}Y3MH MepKanTONMypHHA COCTaBIAIH 864 Mia/MuH/M> U 54 MHH coOTBEeTCTBeHHO. CpeHHmil
noyYeyHblil KaupeHc y 16 u3 3THX manuenToB coctasasan 191 mu/mun/m®. Oxono 20 % 1036l
BBIBOJIMJIOCH C MOYOM B BHJI€ HEM3MEHEHHOIO mpenapara. B uccnenoBanum y 7 aeted cpeaHuid
KIMPEHC U TEepUOJ] TMONyBBIBEICHUSI TMOcCiAe B/B HH(Y3UH MEpKanTONypUHA COCTaBIISUIH
719 £ 610 m1/Mun/M? U 54 £ 18 MUH COOTBETCTBEHHO.

CTH
,ZZemu C U3OBIMOYHBIM 6ECOM

B xnmmHnueckoM uccnenoBanuu, mposeaeHHoM B CIIIA, 18 nmereit (B Bo3pacte ot 3 1o 14 net) 6putn
PaBHOMEPHO pa3AeyieHbl Ha JBE€ TPYMIIbI; HE3aBUCUMO OT TOTO, SIBJIAETCS JIU COOTHONIIEHHE Beca U
pocTta BbIlle WU HWXKE 75-T0 mporeHTuiss. Kaxnbiii peOCHOK HaxOmWics Ha MOIICPKUBAIOIICH
Tepalnuy MEPKANTOIYPUHOM B J03€, PACCUYMTAHHOM HA OCHOBE IUIOIIAAM IMOBEPXHOCTH Tea.
Menuana AUC (0-00) MepKanTonyprHa B IpymIe AeTe ¢ MPOLEHTHIIEM BbIIIE 75-T0 MPOLEHTHIIS
Oblna B 2,4 pa3a HUXKE, YeM B TPYIITIE HUXKE 75-TO MPOIEHTHUIIS.

5.3. laHHble JTOKJIUHUYECKOH 0e30IacHOCTH

I €eHOTOKCHYHOCTE

6-MII, kak W JOpyrue aHTUMETaOONHTHI, SBISETCS MYTareéHHBIM M BBI3BIBAET XPOMOCOMHBIE
abeppaluu in vitro u in vivo y MBIIIEH U KPBIC.

Kanneporennoctsb
BBuny cBoero reHorokcuueckoro noreHuana 6-MII sBisieTcs MOTeHIMaIbHO KAaHIIEPOTCHHBIM.
TeparoreHHOCTB

VY MblIlIen, Kpbic, XOMSIKOB U KposmkoB 6-MII B 103ax, HETOKCHUYHBIX JIsI MaTepH, SBISETCA
SMOpPHOJIETANIBHBIM U BBI3BIBACT TSDKENbIE TepaToreHHble 3P QekThl. CTeneHb SMOPUOTOKCUYHOCTH U
XapakTep TMOPOKOB Pa3BUTHS 3aBHCAT OT JO3bI U CPOKAa OEpPEMEHHOCTH HAa MOMEHT IPHUMEHEHHUS
npernapara.

6. PAPMAIIEBTUUECKHUE CBOMCTBA

6.1. Ilepeyenb BcnoMorare/ibHbIX BelIECTB

JlakTO3B1 MOHOTHIPAT

Kpaxmain kyKypy3HbIii

Kpaxman xkykypy3HbIi MOTU(DUITIPOBAHHBIN
Maruus creapar

CreapuHoBas KucioTa
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i

6.2. HecoBMecTHMOCTD

He nmpumenumo.

6.3. Cpok ronHocTH (CPOK XpaHEeHHs )

5 ner.

6.4. OcoOble MepbI MPETOCTOPOKHOCTH NPH XPAHEHUH

XpaHuTh Npu TEMIeparype He Boile 25 °C B 3alUIIIEHHOM OT CBETa MECTE.
6.5. Xapakrep u coaep:kaHne YIIaKOBKH

ITo 25 TabneTok BO (akoH TEMHOTO CTEKJIa ruapoiauTudeckoro kiuacca Ill, 3anasHubil MeMOpaHoii
Y YKYIIOPEHHbI HABUHUYMBAIOIIECUCS KPBIIIKON C YCTPOMCTBOM MPOTUB BCKPBITHUS J€THMH.

[To 1 ¢akoHy B KAPTOHHYIO MMaYKy BMECTE C TUCTKOM-BKJIQIBIIIEM.

6.6. OcoOble Mepbl NMPEIOCTOPOKHOCTH NMPH YTHJIN3AUMHU MCIOJb30BAHHOIO JIEKAPCTBEHHOIO
npenapara WM OTXOI0B, NMOJYYEHHBIX MOCJIe NMPUMEHEHHUs] JEeKAPCTBEHHOr0 Mpemnapara, u
Apyrvue MAHUMYJISIIIUM C IPeNnapaTomM

Crenyet cobmofarh mpaBuiia OOpaIIeHus C HUTOTOKCHUYECKUMU TpenapaTaMu U UX YTHIU3AIHH.

Mephl IpeaoCTOPOKHOCTH, IPUHUMAEMbIC TIEpe] MPUMEHEHHEM Ipenapara Uil Ipu pa60Te C HUM

Pexomennyercss mpu oOpaiieHMd ¢ TabJeTKaMu MEpKalToIypuHa CIEAO0BaTb MECTHBIM
peKOMEHIaMsIM W (W) HOPMAaTUBHBIM TPEOOBAHUSM 10 OOPAIICHUIO C IUTOTOKCHUYECKUMU
nmpenaparaMM M HMX yTWiIM3auuu. BceM nuunaMm, KOHTakTupyrowwum c¢ npenaparoMm I[lypu-Heron,
HE0OXOMMO MBITh PYKH JI0 M TOCII€ MPUMEHEHUsI 103bl. J{7s CHUKEHUs pUCKa BO3JACHCTBUS MPH
obpamiennn ¢ npenapatom I[lypu-Heton nmammenTam u nunam, OCyIIECTBISIONIUM YXOH, CIEIYET
HCIIONh30BaTh OHOpPA30BbIe mepyarku. Cremyer m30erath KoHTakTa mperaparta I[lypu-Herom c
KOXeW W ciau3ucTbiMu obonoukamu. Ilpum momamanuum mnpemapara Ilypu-Hetonm Ha koxy wmm
CIIM3UCTBIE OOOJOYKH CJIEeAyeT HEMEUICHHO W TIIATeNbHO MPOMBITh HMX BOJOW C MBUIOM.
bepeMeHHBIM JKEHIIMHAM, XCHIIMHAM, IUIAHUPYIOUIUM OCpEMEHHOCTbh WM KOPMSILUM TPYAbIO,
cinemyer u3derarb KoHTakTta ¢ mpenaparoMm I[lypu-Heronm (cm. paszmen 4.6). Pomurensm/nuimam,
OCYLIECTBIIIOIIMM YXOJI, U MallMeHTaM cleAyeT XxpaHuTh npenapar Ilypu-Heron B HegoctynmHOM
UIs AeTeid MecTe, MPEANOYTUTEIbHO B 3akpbiToM Mikady. CiyuaiiHoe mHporiaTrbIBAHHE MOXKET
IIPUBECTH K JIETAJIbHOMY MCXONy Y ACTEH.

Vrummsanms

Bech ocraBmmiicss JeKapCTBEHHBIM Mpenapar M OTXOAbl CIEAyeT YHUUYTOXUTH (YTHIIM3UPOBATh) B
COOTBETCTBUM C TpeOOBAaHUSAMM 3aKOHOAATENbCTBA TOCYIapcTB — wWieHOB EBpasuiickoro
SKOHOMHUYECKOI'O COH3a.

7. AEPXKATEJIb PETUCTPAIIMOHHOI'O YIOCTOBEPEHUS
Upnanaus

Acnien @apma Tperinuar Jlumuren

3016 Jleiix [IpaiiB, CutuBect buznec Kammnyc, yonun 24

7.1. llpencraBuTeb Aep:KaTe/isl PEriCTPANMOHHOIO YI0CTOBEpEeHM s

[Iperen3uu norpeduTeneil HaNPaBIATH 110 ATPECY:
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Poccuiickas ®@enepanus

00O «Acnen Xaac»

123112, . Mocksa, [IpecHenckas Hal., 1. 6, cTp. 2
Ten.: (495) 969 20 51,

daxc: (495) 969 20 53

OnekrpoHHas nouta: ru-info@aspenpharma.com

8. HOMEP (HOMEPA) PETUCTPAIIMOHHOI'O YAOCTOBEPEHMUSA

JITI-Ne(010768)-(PT-RU) ot 01.07.2025.

9. KATEI'OPUA OTITYCKA JIEKAPCTBEHHOTI'O ITPEITAPATA

JlexapcTBeHHBIN TpenapaT OTHOCUTCS K KaTErOPUH OTITYCKa MO PELEITY.

OOmrast xapakTepucTHKa JekapcTBeHHoro mnpemnapara [lypu-Heron moctymHa B eauHOM peecTpe
3apEerHCTPUPOBAHHBIX JICKAPCTBEHHBIX CpeACcTB EBpasmilckoro 3KOHOMHYECKOTO C€OM03a W Ha
ounmansHOM caiite YIOJTHOMOYEHHOTO oprasa (9kcmepTHOM OpraHu3aIim)
https://Ik.regmed.ru/Register/EAEU_SmPC.
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