ot 01.12.2023 N2 25400
MMUHUCTEPCTBO 3JIPABOOXPAHEHKSI pOCETiteReIf SETEMAT TR

COOTBETCTBYET 2KCNEPTHOMY OTYETY

MHCTPYKIINA
[10 MEJIMITMHCKOMY TTPUMEHEHHIO JIEKAPCTBEHHOI'O ITPEITAPATA

JluzuHONpHI

PerncrpannoHHbIi HOMED

JITT-001207

Toprosoe HAMMEHOBAHHE

JIu3uHONIpUII

Me:k1yHapO/IHOE HeNIATEeHTOBAHHOE HANMEHOBAHHE

Jluzunonpui

JlekapcrBennas gpopma

Tabnerku

CocrtaB

1 TabsieTKa COACPIKHUT:

delicmeylowjee 6euyecmeo — JTIM3UHONPHIIA JTMTH/PAT 5.44 mr, 10.87 mr, 21,74 Mr (9KBHBAJICHTHO
5,00 mr, 10,00 mr, 20,00 Mr 1H3HHOIIPHIIA);

gcnosozamenvivle eewjecmsa: Kansuus ruapopocdar 6e3sonbii 33,31 mr/27,88 mr/55,76 mr,
Kpaxman Kykypy3subiit 31,97 mr/31,97 mr/63.94 mr, MaHHHTOI 18,00 mr/18.00 mr/36,00 wmr,
Kpaxmasl npexejaTtnHu3upoBanbiii 1,35 mr/1.35 mr/2.70 mr, maraus creapar 0,90 mr/0,90
mr/1,80 Mr, KpacuTesb kele3a ok KpacHbli 0,25 Mr/-/-, KpacHTEb Keie3a OKCHIL KENThIH
-/0,25 mr/0,50 mr.

Onucanune

J103MpOBKa S MI: KpyTJible, ABOSKOBBINYK/IbIE Ta0JICTKH, CBETIO-KPACHOIo IBETA, € rpaBUPOBKOH

«L» Ha 0/IHO# CTOPOHE W IPABMPOBKOH «5» HA JIpyroi CTOPOHE ¢ pas/ie/IMTeIbHOMN JIMHUEH.

Jlo3upoBKa 10 MI': KpYTJIbIE, JIBOSIKOBBIITY KJTbIE TadJIETKH., CBETJIO-KEJTOr0 1BETA, C I'paBHpOBKOﬁ

«Ly Ha 0/HO# cTOpOHE U rpaBHpOBKOH «10» Ha Jpyroi CTOPOHE.

Jlo3upoBka 20 wmr: KariCcyJIOBH/IHBIC, JIBOSIKOBBIITYKJTBIC TabJIeTKH, CBETJIO-XKEJITOro IBETa, C

rpaBupoBKOil «L» Ha OJIHOI CTOPOHE M IPaBHPOBKOH «20» Ha ApyroyM CTOpPOHE.
dapmakoTepaneBTHYECKas IPyMna

WUnruGurop auruotensunnpespamatoniero gepmenta (AlD)

Kox ATX

C09AA03

dapMakoJI0rHYecKHe CBOHCTBA

DapmakoOuHamuKa
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COOTBETCTBYET 3JKCNEPTHOMY OTYETY
ot 01.12.2023 N2 25400
Mexanusm oeticmeus (Bxoamwmit M3 N=4247173)

Jlusunonpun  wHrHOMpyeT (epMEeHT  menTHAMINenTHAAa3Yy (aHrHOTEH3UHITPEBPAIIAOIIHH
depment  (AII®)), KOTOpbI  KaralMsupyer — MpPEBpPAICHHE — aHTMOTCH3WHA I B
Ba30KOHCTPHKTOPHBIH nentu/t, anrnotensun 11 Anruorensus II Takke cTUMyInpyeT CCKPELHIO
anpocTepoHa Kopoit HaanoueunukoB. Hurubuposanme AIID  mpuBOIMT K - CHIKCHHIO
KOHLIEHTpalMii anruoTensuna II, B pesysbrare 4ero CHWKACTCs Ba30NpeCcOpHas aKTHBHOCTH H
YMEHBIIAETCs CEKPELHsl allb0cTepoHa. CHHKEHHE MOCIIETHET0 MOKET IPHBOAUTD K yBEIHICHUIO
coJiepKaHHsl KaJIusl B CBIBOPOTKE KPOBH.

Knunuveckas s¢pghexkmuenocmn u 6e30nacnocmo

o Apmepuanvuas unepmen3us

Cunraercs, YTO B OCHOBE MEXaHM3Ma, IOCPEJACTBOM  KOTOPOIO JIM3UHONPHII CHHKACT
aprepuanbHoe jasieHne (AJl), JeKMT, NpexKAe BCEro, YrHETEHHE PCHHH-AHTHOTEH3MH-
AJIBIOCTEPOHOBOM CHCTEMBIL, JTH3HHONPUI cHIKaeT AJl Jake y MHalMEHTOB C apTepHaIbHOM
HIEpPTeH3Nel ¢ HU3KOH KOHIEHTpanuel penuna. AlID WICHTHYEH KMHUHA3C I, ¢pepmenrty,
KOTOpBIHi  paspymiaer  OpajiMKMHMH,  SABJSIOIUMACS ~ MOLIHBIM  Ba3O/M/IATATOPHBIM
menTi1oM. JIM3MHONPUIT MPETSITCTBYET Jierpajialnu OpajMKHHHHA.

Hauasio aHTHIHIIEPTEH3MBHOTO JeicTBHs - yepe3 1 uac. MakcHMalIbHBIH sdpdext nadmonaercs
yepe3 6-7 wacoB M coxpaHsercs B TeueHue 24 yacoB. lIpOIOKHTENBHOCTE sdexra TaKKE
3aBHCHT OT BEJIMYMHBI 7103b1. [Ipn aprepuanboil runeprensut pGext oTMedaeTes B EpBbIC AHA
[ocJie HAYAsIa JIedeHus, cTabuIbHOE JeiicTBre pasBuBaeTcs yepes 1-2 mecsua. [Ipu UHTETHHOM
[IPUMEHEHHH JTN3MHONPHI YMEHBIIACT BBIPAKEHHOCTh HIEPTPOGUH  MHOKapia W CTCHOK
apTepuii pesuctusHOro Thna. [Ipn pe3koil OTMEHe JTM3MHONPUIIA He HAO/O/IACTCs BEIPAKEHHOTO
nosbimenus AJl.

e Xponuueckas cepoeuHas HeOOCMAMOYHOCMb

BiusHue JH3AHONPWIA Ha 3aboneBaeMocTh H cMeprHOcTh 1pu XCH ObUI0 M3YHEHO MyTeM
CPABHEHHMS BHICOKO#H M HM3KOH JI03b1 JIM3HHONPHIIA (32,5 MI MM 35 MT OJIMH pa3s B ICHb & 2,5 mMr
WM 5 MT OJMH Pa3 B JIeHb) P CPEIHEM IEPHOJIC TOCIEYIOEro Hab/oIeHHA, PaBHbIM 46
mecsiiiaM (U1 BBEDKMBIIMX TalMEHTOB). Bbicokas j03a JM3HHONpPHIIA obecrnieunBaia 12 %
CHIDKEHHE pHCKa MO KOMOMHHPOBAHHOH KOHEYHON TOYKE: CMEPTHOCTH OT BCEX MPHYHMH H
rocrTanu3anus no scem npuursam (p = 0,002) u 8 % cHikeHne pucka CMEPTH OT BCEX TIPUIHH
1 TOCTIHTAIM3AIMHE TI0 TIOBOJLY CepieuHo-cocyucToro 3abosesanus (p = 0,036) o cpaBHEHHIO C
HU3KOIA 110301, Habmoaan0ch CHIDKEHHe pucka cMepTu oT BeeX mpuunH (8%; p = 0,128) u cmepTH
0T cepaeuHo-cocyaucroro 3adonesanus (10%: p = 0.073). B peTpocneKTHBHOM aHAJIN3e
KomuecTBo rocruranusaumii no npuuune XCH cansunocs Ha 24 % (p = 0,002) y nauueHTos,

I10JIy9aBIIMX BBICOKHE JI03bI JIM3UHOIIPHUIIA TTO CPABHEHHIO C rarMeHTaMH, 1nory4aBluMu HU3KHE
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COOTBETCTEYET 2KCNEPTHOMY OTUETY
ot 01.12.2023 N2 25400
10361, OOmIHEe MPODUIM HEKeIaTeIbHBIX ABICHUH Y nanucTeBr HE Y dab i BhloGkue Hm

HU3KME JI03bI JIM3MHONpPUIIA, ObUIM CXOKMMH KaK 110 XapakTepy. Tak M T10 KOIHYCCTBCHHBIM
mapaverpam. [IporHosupyeMbie  HeKenaTelbHbIC —ABICHUS, BO3HHKIIME B - pe3yJbTare
urrnéuposanuns AllD, Takue Kak aprepHaibHas THIOTEH3Hs MM HapyICHHUE (GYHKIH [109€EK,
XOpOIIO TIO/UIABAIMCH KOPPEKIMH M PEIKO MPUBOJMIM K OTMEHE JICUCHMSL. Kamenb pexe
BCTpEUaICsl y NAlMEHTOB, MOJYYaBIIMX BbICOKHE JI03bl JIM3UHONpPHIA, YeM Yy TalUCHTOB,
T10JIyYaBIINX HU3KHE JIO3bL.

Wurubutopsl AII® yUIMHSIOT IPOJAO/DKHTEIBHOCT KH3HH y MAllHCHTOB C XCH, 3ameisitor
mporpeccupoBanie JMCHYHKIMK JIEBOIO JKETYI04Ka Y [AUMCHTOB, MEPEHECIINX uH(apKT
MHOKap/1a 6€3 KIMHUYECKUX NPOSBJICHHH CepeTHON HE0CTATOYHOCTH.

o Ocmputii ungpapkm muoxapoda

JIuzusonpun  yjydmiaeT — KpPOBOCHAOXKEHHWE — MIICMH3HPOBAHHOrO  MHOKap/a. Ouenka
spdexTuBHOCTH U GezonacHocTH Im3uHonpuia (10 10 MI/CYTKH) IPOBOJIMJIACH Y MAIUEHTOB C
ocTpbiM uHpapkTom Muokapaa (OVM). Jlusunonpui, Ha3HavaeMblil B repBbie 24 yaca nocie
OUM. B TedyeHue 6 Heuelb MPUBOAMI K CTAaTHCTHYCCKH 3HAYUMOMY CHHXKCHHIO o0mien
cmepraoctr Ha 11 % (2p = 0.03).

o Jluabemuueckas negpponamusi

[loMuMmo cHikeHuss AJl JIM3HHONPHI yMeHblIaeT anbOymMuHypuio. B JBOHHOM  cliernoM
PAHIOMH3HPOBAHHOM MHOTO LIEHTPOBOM HCCIIE/I0BAHHMH, B KOTOPOM CPaBHHUBAJIM JTH3UHOIPHI €
610KkaTOpoM "MeJUICHHBIX" KaJIbIIMEBBIX KAHAIOB Y MAlMEHTOB € apTepUaIbHOMN THIEPTEH3HUEH 1
caxapHpiM JuaferoM 2 THNAa ¢ HauanbHOW CTajmeil Hedporaruy, NPOSBIIAIONIEHCS  Kak
MHKpoaIs0yMuHypust, npuem 10-20 mr smu3uHONpUIIA 1 pa3s B cyTkd B Tedyenue 12 mecsues
CHIKAT CHCTOJIMYECKOe / JIMACTOJMYECKOe apTepuanbHoe AaBienue Ha 13/10 MM pr. CT., a
SKCKpelHIo ab0yMuHa ¢ Mo4oii Ha 40 %.

V NalMeHToB ¢ THIEpIIMKeMueil JIM3HHONPUI CHOCOOCTBYET HOPMATH3AlHK dyHKIMH
TIOBPEIKICHHOTO TJIOMEPYJIAPHOTO SHA0TEHUS.

JIu3uHONpPHII HE BIMAET HAa KOHIEHTPALMIO IIIIOKO3bI B KPOBH Y NAIMCHTOB € CAXapHbIM qabeToM
M HE MPUBOJMUT K yYaIlIEHHIO CIIy4aeB IHIOTITMKEMHUH.

DapmakoKuHemuKa

Beacwisanue

Cpeansisi crereHb adbcopOLUMKM JU3UHONPHIA COCTABISAET OKOJIO 25 %, npu 3HAYMTEIbHOH
MEXHH/ MBIy alIbHO# BapuaGenbHocTH (6-60 %). [Tnia He BIMACT Ha BCAChIBAHHC JTM3HHONPHIIA.
Pacnpeoenenue

[Mocne mpuema BHYTpb MakcuMaibhas KoHUEHTpauus (Cmax) JM3HHONPHIA B ILIA3ME KPOBH

gocTuraetcss uyepes 7 4acoB. JIM3MHONPHI HE CBA3BIBACTCA C OenkamMy IU1a3Mbl KpPOBH, 3a
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COOTBETCTBYET 2KCNEPTHOMY OTYETY
ot 01.12.2023 N= 25400
MCKITIOYEHHEM [HPKYIUPYIOIIEro aHTHOTEH3HH npespamamiﬁéﬁﬁﬁRl;&pﬁéﬂﬁ‘d’:l*—'l&;b?xhi&iea«ocu

yepe3 reMaTodHIeaTHUIeCKNi U TLIAlleHTapHbIi Oapbep HU3Kas.

Memaboausm

JIu3uHONpPUII HE METabOJIM3UPYETCH.

Buigeoenue

JIu3MHONPHI BBIBOAMTCS MMOYKaMH B HEH3MEHCHHOM BHIC. [Tocie MHOTOKpPaTHOroO MpHeMa
>QdEeKTHBHBI MEPHO  MOJYBLIBEJACHUs JIM3HHONPHIA  COCTABIACT 12,6 uyaca. Kimpenc
JIM3HHONPMJIA Y  3/I0POBbIX  JI0OPOBOJIBLEB  COCTABIISACT npubausurensio 50 MI/MHAH.
JIu3MHONPHI MOXKeET OBbITh BbIBEICH U3 OPraHH3Ma MOCPE/ICTBOM reMOHAIIM3A.
DapMakoKuHemuKa y OmoeibHblX epynn RAyueHmos

Hayuenmoi ¢ XI)OIILI'-IE'CI\'OZ} cepoeyHou HeooCmamo4HoCmoio

V narmmentoB ¢ XCH abcopbuus W KJIMPEHC JIM3HHONPUIIA CHUIKCHDI. VY J1aHHOM KaTeropuu
[alMeHToB abcoOTHAS OMO/IOCTYTHOCTD JIM3HHONPHIIA CHHKAETCSA PUMEPHO Ha 16 %; oxHAKO
AUC (ruiomajpb 101 KpHBO# "KOHIEHTpalMs-BpeMs ") YBEIHIHBACTCS B CPEIHEM Ha 125 % no
CPaBHEHHIO CO 3/I0POBBIMH JI0OPOBOJIBLIAMH.

Iayuenmol ¢ ocmpoim Lmd)aplcmo.u MUOKaApOd

V HaiMeHToB ¢ OCTPHIM HH(APKTOM MHOKap/a BpeMs JOCTHKCHHS Cimax (TCmax) JTU3UHOIIPHIIA
coctannsiet 8-10 yacos.

Tayuenmsl ¢ ROYEUHOU HEOOCMAMOYHOCNbIO

Hapyuienue QyHKUMM TI0YE€K [PHBOIHUT K YBEIHUYCHHUIO AUC u mnepuo/ia NOJyBbIBEICHHA
JIM3MHONPHJIA, HO 5TH M3MCHCHMs CTAHOBATCH KIMHMYECKH 3HAYMMBIMU TOJIBKO TOT/A, Korja
ckopocTh Kiy6oukoBoil duibrpaimn (CK®) cHuKaeTes HIKE 30 mu/mun/1,73 M IUIOIIAAH
nosepxHocTH Tesa. [Ipu Jierkoii 1 yMepenHoii mo4euHol HEI0CTaTOMHOCTH (KJIMpeHC KpeaTHHHHA
(KK) ot 31 z10 80 mir/mun) cpesnee 3navenne AUC yBenmyuBacTes Ha 13 %, B TO BpeMsl KaK Ipu
rskenoil moyeunoi Hemocratounoctn (KK or 5 g0 30 mui/muH) HaO/o1aeTCcsl yBEJIMYCHHE
cpeanero 3nadenus AUC B 4.5 pasa.

Hlayuenmsl ¢ neyeHouYHoOU HeOdOCmMamo4HoCmbio

V NaiMeHToB ¢ IHPPO30M IEUECHH BCAChIBAHUE JIM3UHONPHIIA CHHKACTCS (npuOIM3HTENBHO HA
30 %), oxHako dkcrosuums npenapara (AUC) yBenmMuuBacTes (npubamsutensHo Ha 50 %) no
CPaBHEHHMIO CO 3/[0POBBIMH JI0OPOBOJIBLIAMH H3-3a CHIKCHHSA KIHPCHCA.

Tayuenmol NOXCUIL020 803pACmMA (cmapuse 65 1em)

V [AMHEHTOB MOKUJIOr0 BO3PAcTa KOHLEHTPALHM TM3UHONPHIIA B IJIa3Me KPOBH H ILIOMIA/IE 110/
KpHBOI "KOHIEHTpALUsA-BpeMs" B 2 pa3a BBIIlIE, YEM Y NAIHECHTOB MOJION0TO BO3pacra.

Iloka3anud K NPpUMEHEHHIO



COOTBETCTBYET 2KCNEPTHOMY OTYETY
ot 01.12.2023 N2 25400
Apmepuanvnas 2unepmensus (B MOHOTEPAIUH H{IA B KOMOUH AR RPN M FAE S T HBHBIMU

npenapaTamu).

Xponuveckasi cepoeunas neoocmamoynocms (B COCTaBe KOMOMHHUPOBAHHOW Tepanuu s
JleYeHus MAIMEHTOR, TPUHUMAIOIIMX CePICUHbIE TITMKO3H/Ibl W/HIIH Iy PETUKH).

Pannee reuenue ocmpo2o ungapkma muoxapoa (B nepsbie 24 4, o CTabUIbHBIMHU O0KA3aTCIAMH
IeMOAMHAMUKH JUIA TOUIEP/KAHMsS HTHX TMoKasateneil n mpodUIaKTHKH JHCHYHKIHMH JIEBOrO
KEJTy/I04Ka M CePAEUHOMN HEJI0CTATOUHOCTH).

Jluabemuyeckasn nepponamus (CHUKEHHE allbOYMUHYPHH Y TIALIMEHTOB € CaXapHbIM naberoM 1
THIA ¢ HOPMAMBHBIM AJl M y [MAlMEHTOB ¢ CaxapHbIM JHabeTOM 2 THna ¢ apTepHalbHOM
TUTICPTEH3UEH).

IpornBonoOKa3aHus

e [loBbIICHHAS YyBCTBUTEILHOCT K TM3HHONPHILY, APYTMM KOMIIOHEHTaM Ipenapara
uim apyrum uaruouropam Alld;

e AHIMOHEBPOTHYECKHIl OTEK B aHaMHe3se (B T.4. M OT NPUMEHCHHS JPYyTHX HHIHOUTOPOB
AllD);

e  HACJEACTBEHHBIH oTek KBHHKE MM MIMONATHYECKUH aHTHOHEBPOTHYCCKUH OTEK;

e  0JHOBPEMEHHOE IPUMEHEHUE C ATMCKUPEHOM H penapaTamu, COICpKalliMH aTHCKUPEH,
y NAlMEHTOB C CaXxapHbIM JMA0ETOM H/WIIM YMEPEHHBIMU WJIM TSKCIBIMA HAPYIICHACM
dyHKImMH novek (ckopocTh Ki1y6oukoBoit Guibrpatmu (C K®) menee 60 mu/mun/1,73 m2
[JIOIIA/M TOBEPXHOCTH TeJla);

e  0JHOBPEMEHHOE IPUMEHEHHE C HHIHOMTOPaMH HEHTPATbHOH SH/IONCTITHAA3b] (Hanpumep,
¢ mpenaparamu, COJEpKAIIMMH CaKyOMTpUi) B CBSI3H C BBICOKMM PHCKOM pasBUTHA
AHTMOHEBPOTHUYECKOTO OTEKA;

e 0JIHOBpPEMEHHOE MPHMEHEHHME C AHTArOHUCTAMH PELECNTOPOB aHTHOTEH3MHA I (APATID)y
MalMeHTOB ¢ aradeTnueckoil HehponaTuei;

e Bo3pact j10 18 et (3 dekTHBHOCTH 1 OE30MaCHOCTh HE YCTaHOBJICHBI);

e OepeMEHHOCTb, NIEPHO/L IPYHOTO BCKAPM/IHBAHHUSL.

C 0CTOPOKHOCTHIO

AopTanbHBIl CTEHO3, runeprpoduyeckas O0OCTPYKTHBHAA KapAMOMHOMATHL, MHTpaJILHBINA
CTEHO3, JBYCTOPOHHHMH CTEHO3 IOYEYHBIX apTEpHii, CTEHO3 apTephH €/IMHCTBEHHON II0YKH,
COCTOSHHE MOCIIE TPAHCILTAHTAIMH TI0uKH, rodedHas nepocrarounocts (KK menee 30 mi/MHH),
TEePBUYHBINA [UIEPAIbIOCTEPOHN3M, apTephalbHas THIOTCH3HS. YIHCTCHUC KOCTHOMO3TOBOI'O
KPOBETBOPEHHsI, HMMYHOCYIPECCHBHAs TEPAIus, 0/IHOBPEMEHHOE NPUMCHCHHIE IOy pHHOJIA

WM TIpOKanHamMuJa, HUIH KOMOHMHALMS YKa3aHHBIX OCJIOKHAIOMIHNX (baKTOpOB (pHCK pa3sBUTHA

~
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COOTBETCTBYET 2KCNEPTHOMY OTYETY
ot 01.12.2023 N= 25400

HEHTPONEHHHU U arpaHyIo0LUTO3a), THIIOHATPHEMHUS ( noabuueﬁﬁ-ﬁ,ﬁ'ﬁ'%ﬂé’ilﬁﬁﬂ%%&g%E;lé_'g‘n;la.nbnoﬁ
p

FUTMIOTEH3MH Yy TNAlMEHTOB, HAXO/SUIMXCH HAa MalocosieBoi  umu  GeccosieBoi  mere),
FHTIOBOJIEMHYECKHE COCTOSIHMSL (B TOM 4MCIe JiMapes, pBOTA), CHCTeMHbIe 3a00jeBaHMs
COETMHHUTELHOM TKaHHU (B TOM YHMCIIC CHCTEMHAsl KpacHasi BOJYaHKa, CKJIEPO/IEPMHMs ), CaxapHbIH
nuabeT, mojarpa, THIEPYPHKEMHs, THIEpKaIMeMHs, HiueMudeckas 0Oose3Hb — cepaua.
nepebpoBacky/isipupie  3aboneBanusi (B TOM  4MCIE€  HEJIOCTATOYHOCTH  MO3TOBOIO
KpOBOOOpAIIeHHs ), XPOHHYECKAs Cep/leuHas HeJI0CTaTOYHOCTh, TEMOJIHAIIN3 ¢ HCIT0JIb30BAHUEM
BBICOKOTIPOTOUHBIX JIHATH3HBIX MeMOpaH ¢ BBICOKOH mnpoHunaeMocThio (AN69IR), moxuIioi
Bo3pacT (crapiue 65 jieT), 0JHOBPEMEHHOE IPUMEHEHHE ¢ KaauiicOeperalonmmMu J1ny peTHKaMH,
npenaparamMi Kajiusi, KaaHicoJepkKallliMH 3aMEHUTENISIMH [HIIEBOH COJIM, OJIHOBPEMEHHOE
MpPUMEHEHHE ¢  TIpernapaTaMd  JIMTHS, OTATOIICHHBIH — @UIEProJIOTHYCCKHH  aHAMHE3,
OJIHOBPEMEHHOE MPOBE/ICHHE JICCEHCHOMIH3AIMU aJUIEPIeHOM M3 sijla NeperoHYaToOKpbUIBIX,
O/IHOBPEMEHHOE NPOBEACHHE Mpolie/lypbl adepesa aunonporenHoB Hu3Kkoi minotnoctn (JINTHIT-
aepe3a) ¢  HCIOJIB30BAHMEM JICKCTpaH cyibara, NpHUMEHEHHE BO  BpeMs  OOJIBIIHX
XHPYPrHYECKHX BMEIIATEIbCTB WM [PH [POBEJCHHHM OOLICH aHeCTe3uH, MPUMEHEHHE Y
MalUEHTOB HErPOUHOM pachl.

Ipumenenue npn GepeMeHHOCTH H B IIEPHO FPY/IHOI0 BCKADMJIHBAHUS

bepemennocmo

[IpuMeHeHHe JIM3MHONpPHIA TpH  OEpeMEeHHOCTH NpPOTHBONOKa3aHo. [lpu ycTaHOBJICHHH
OepeMeHHOCTH npUeM npenapara HYKHO NPEKpaTUTh KaK MOXKHO
panbiie. JIN3MHONPUI IPOHKMKAET Yepes ruiaueHTapHbiii 6apbep. [Ipuem nuruduropos AIID Bo Il
u I11 TpumecTpe GepeMeHHOCTH OKa3biBaeT HeOIAaronpuaTHOE BO3IEHCTBUE HA 11710/1 (BO3MOXKHbI
BRIpAKEHHOE CHIKeHne AJl, noyeunHas HeJ0CTaTOYHOCTh, TMIIEPKATIMEMHUS, IHIIOTIIA3HsT KOCTEH
yepena, BHYTPHYTPOOHAs CMEPTh). DIHIEMHOJIOIHYCCKHE JaHHbIE O PHCKE TEpaTOr€HHOCTH,
CBA3aHHOM ¢ npremoM MHrHOHTOpoB AIID BO Bpems | TpumecTpa OepeMEHHOCTH, HE ABIAIOTCS
yOeMTEIbHBIMM, OJHAKO HEOONbIIOE YBEIWYCHHE PHCKA HE MOXKET ObITh HCKIIOYEHO. 3a
HOBOPOK/ICHHBIMH M TPYIHBIMH JICTEMH, KOTOPBIC NOJIBEPIJIMCH BHY TPHY TPOOHOMY BO3JCHCTBHIO
unruouropos All®, pexomenjyercs BecTH HaOJIOJCHHE JUIS CBOCBPEMEHHOTO BBISABICHHS
BBIPKEHHOTO CHWKEHHs AJl, 0JIMTrypHH, THIIEPKATHEMHH.

Ilepuoo epyonoeo 6ckapmauean s

Bo Bpems JiedeHus npenapatoM JIM3nHOMpPHI HEOOXOAMMO OTMEHHTD I'PY/IHOE BCKapMJIMBaHHE
(HET JIaHHBIX O IPOHHUKHOBEHUH JIN3UHOMPHIIA B IPYIHOE MOJIOKO).

Crnocod npuMeHeHHs H 103bl

BuyTpb, | pa3 B CyTKH yTPOM, HE3aBUCHMO OT MPUEMa ITHILH, TPENOYTHTEILHO B O/THO U TO XK

BpeMs.
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PexoMenyeMas HauaibHas [103a JIM3UHOMPHIA /U MAIMEHTOB, HE MOJYHAIOUMX JpyrHe
runoreHsuBHbie npenapatsl - 10 Mr 1 pas/cytku. [Ipn oTCYTCTBHH TEPANEBTHYECKOTO spdexra
103y TOBBINAIOT KaXble 2—3 JiHA HA 5 MI JI0 CPCIHEH TepaneBTHYECKOi /103bl 20 MI/CYTKH.
OGbI4Has MOIEPKUBAIONIAs CyTouHast J03a coctapiaset 20 mr. MakcumaibHas CyToYHas 1032 -
40 mr 1 pa3 B cyTKHM (B KIMHHYECKHX HCCIIE/I0BAHNSAX MAKCHMAJIbHAs CYTOYHAs J103a JIM3HHOIPUIIA
cocTaBisia 80 MI B CYTKH, 0/IHAKO YBEJIHYEHHE J103b1 CBbILIE 40 MI' B CYTKH 00BIYHO HE BEJIET K
nanpHeimemy cHwkenuto AJl). Jlis 1mojHoro passuTus ydekra Moxer norpedosarbes 24
HeJeMM, YTO CIEAyeT YUMTBHIBATL [PH MOBbIIEHMHM J103bl. Eciu npuMeHeHue mnpenapara
JIM3UHOMPHII B MAKCHMAIIBHO# /103€ HE BBI3bIBACT I0CTATOYHOIO TEPANEBTHHUCCKOTO s dexTa, TO
BO3MOJKHO JIONOJIHHTEIBHOE Ha3HAaYeHHE JPYTroro runoTeH3MBHOIO JIEKAPCTBCHHOTO CPEICTBA.
V NanMeHToB, MOJy4YaBIINX MPe/BAPUTEIBHO JHYPETHKH, HEOOXOMMO HX OTMEHHTD 32 2-3 nus
J10 HaYaIa npuMenenus nperapara. [Ipn HEBO3MOKHOCTH OTMEHbI Iy PETHKOB HAYATILHAA 11034
npenapata JIM3MHONPHIT J10/DKHA COCTABIIATE He Oosiee 5 mr/eyrT.

TMocite mpHeMa NepBoii 103bl HEOOX0 MO HaOIIOICHNE Bpaua B TEHUEHHE HECKOIBKMX HACOB, TaK
KaK MOJKeT BO3HHKHYTh BHIPOKeHHOE cHIKeHHe AJl.

Penosackyisapnas unepmensus. wiu opyeue cocmosinus ¢ ROBBLIUEHHOU AKMUGHOCMbIO PEHUH-
AHRUOMEH3UN-AILOOCMEPOHOBOU CUCMEMbI

HauanbHas /103a npenapara JIM3uHOIpHII coCTaBseT 2,5-5 MI/CYT MOJL KOHTPOJIEM AJl, byHxumuu
MOYeK, COepKaHNs HOHOB KaJlisi B CHIBOPOTKE KpOBH. [10/U1epKHBAIOLLYIO 1103y yCTaHaBIMBAKOT
B 3aBUCHMOCTH OT JiuHaMukH AJl.

Xponuueckas cepoeunas HedocmamoyHocmsy

Ilpu XCH navasnbHas 1032 JIM3HHONPHIA COCTABIACT 2.5 mr 1 pa3 B cyrku. IlepBbiil mpuem
JIM3MHONPHUIIA HEOOXOMMO HAYHHATH M0/1 MPUCTAILHBIM BpayeOHbIM HaOIIOICHHEM U1 TOrO,
qTOGBI OLEHMTH BJMSHME [penapata Ha aprepuanbHoe jaasieHue. B JajipHeiemM 103y
JIM3HHONPHJIA CJICAYET MOCTENECHHO yBEINYnBaTh Ha 2.5 Mr ¢ HHTEpBaioM 3-5 jHeit g0 5-10-20
Mmr B cyTku. He pekoMeHtyeTcs mpeBbliliaTh MAKCHMaJIbHYIO CyTOUHYIO JI03Y JIM3HHOTPHIIA 20 Mr
(B KIMHMYECKMX HCCIIEJOBAHMAX MAKCHMaIbHAA /103 JIM3HHONPHIA y [AIHCHTOR ¢ XCH
cocTapisiia 35 mr 1 pa3 B CYTKH).

[To BO3MOKHOCTH /IO HAadaja NpHEMa JIH3HHOIPHIA ClIe/yeT YMEHbUINTD 103y JHYpETHKA. Jlo
HAYATA JICUEHHs JIM3HHOMPUIOM U JIalee B XOJ1e JICUEHHs CIIe/lyeT PeryisipHo KOHTPOJIMpOBATh
AJl, pyHKIMIO OYEK, COEPKAHNE KAIUsl U HATPHsl B CIBOPOTKE KPOBH BO u30eKaHue pasBUTHS
apTepHaTbHON TMIIOTCH3MH U CBA3AHHOIO ¢ HeH Hapy CHHUS (byHKIIMH [TOYEK.

Pannee 1eyenue 0cmpo20 uHGapkma Muokapoa

Cmapmosas mepanus (nepéoie 3 cymok ocmpoz2o unGhapkma Muokapoa).
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B nepsbie 24 yaca nocie octporo uHdapkra yuHokapa H&WHJ@ yﬁﬁ?dj?p;la%\bnpuna

oaHokpaTHO. Yepes 24 yaca (1 cyTKH) Ha3HAYAIOT S5 M JIM3HHOIPHIA OJTHOKPATHO, Yepe3 48 yacos

(Boe cyTOK) — 10 Mr JIM3MHONPHIIA 0JIHOKPATHO. Helb3s HauMHATD JICYEHUE ITPU CHCTOTHYECKOM

AJl menee 100 MM pr.cr. [Tannenram ¢ Hu3kuM cucrosimueckum AJI (<120 mm pr.cT.) B Havyane

JIEYEHHs. M B TEUYEHHE MEPBBIX 3-X CYTOK MOcie OCTporo HH(papKra MHOKapjia HasHAvaloT

MEHBIIIYIO /103y JIM3UHONpHUaa — 2,5 MI' 1 pa3 B CyTKH.

Ioooepxcusarowjas mepanus

[ToutepxuBarolnas j103a Ju3uHonpuia cocrasiuser 10 mr 1 pas B cytku. Kypc siedenus — He MeHee

6 Henenb. B panbHelmeM cieayeT OLUEHHTh Leleco00pa3sHOCTb MPOAOJIKCHHS TEpaIHH.

[laMeHTaM ¢ CUMIITOMAMH CEp/IeYHON HEJI0CTaTOYHOCTH PEKOMEH/IYETCs 11PO/I0/KaTh NMPHEM
| nu3uHONIpHIa. B ciyuae passuTHs aprepuanbHOil rumnotensuy (cucronmueckoe AJl <100 mm

PT.CT.) CYTOUHYIO JI03Y JIM3MHONPHJIA BPEMEHHO CHIIKAIOT JI0 5 MT, TIPH HEOOXOMMOCTH — 110 2,5

wmr. B ciyuae jumtesbHoro Beipakennoro cumkerus AJl (cucromueckoe AJ[ urke 90 MM pT.CT.

B TeyeHHe Oosiee | 4) MpUMEHEHHE JIM3HHONPHIIA HEOOXO0IMMO TTPEKPaTUTb.

JTuabemuueckas negponamus (cnudicenue arbGyMunypuul y RAyUeHmos ¢ caxaphvim ouademom |

MURG Npu HOPMAILHOM APMEPUAILHOM OABIEHUU U Y NAYUEHMOE € CAXApHbLM Ouatemom 2 muna

¢ apmepuaibHou 2unepmen3uei)

Hauanphas 1032 JH3HHONPHIA cocTapiser 10 Mr B CYTKH, KOTOPYIO IpH HEOOXOIMMOCTH

noBeIAl0T A0 20 MI B CYTKM JIO JIOCTHIKEHHMs LEJIEBbIX 3HAYCHHH JIMACTOIMYECKOro

apTepuanbHOro jasieHus (anactonuyueckoe AJl Huke 75 MM PT. CT. B TOJIOKEHHH «CHISY Y

MaIlMeHTOoB ¢ caXxapHbiM AuabeToM 2 THIA).

Ilpn napymwenun ¢ynxunn novex (KK menee 80 mu/muH) HauaiabHas jio3a ONpeieisercs B

3aBUCHMOCTH OT KJIMPEHCAa KpeaTHHHUHA (CM. HHKE).

Hapywenue ¢ynxyuu novex

HauasibHyI0 103y ONpeensioT B 3aBucumMocTs ot Kanpenca kpeatnauna (KK): KK 30-80 mn/muH

—5-10 mr B cyTkn, KK 10-29 ma/mun — 2.2-5 mr B cyTki, KK menee 10 mu/mMus — 2.5 M B CyTKH.

[Moyiep/KuBatoLas 103a ONpe/iessieTes B 3aBHCHMOCTH OT YPOBHS A/l 10J1 KOHTPOIIEM byHKIHH

MOY€EK, KOHIIEHTPAIIMH KU U HATPHS [1J1a3MbI KPOBH.

IMoGounoe eiicTBHE

YacToTa HEXKeIaTe/IbHBIX peakiuii, KOTopble HaO/IOJaIMCh WM BO BpeMs [POBEJICHHUA

KIMHAYECKHX NCCIIE/I0BAHNI OPUIMHAILHOTO ITpenapara, in/u ObUIH Oy YeHbI U3 CIIOHTAHHBIX

COOOIIEH T B IOCTPErHCTPALIMOHHOM MEPHO/IE, KIACCH(HIMPOBAaHa COIIACHO PEKOMCHAALHAM

BcemupHO#i  opranusanuy  3J[paBOOXpaHEHUSA: OYEHb HaACTO (>1/10); wuacto (>1/100,<1/10);

gegacto (>1/1000.<1/100); peaxo (>1/10000.<1/1000); oueHb peaKo (<1/10000); wactoTa
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Hen3BecTHA (ACTOTY BO3HMKHOBEHHS Hexenarerpnplx pdakifaFuieRddMokdd 4diéauTy na

OCHOBAaHHH MMEIOLIMXCS JaHHbIX).

Hapywenus co cmoponbl Kposu u IuM@amuieckou cucmempl. peIKo — CHIKCHHE reMorjio0uHa,
CHW)KEHHE TeMAaTOKpHMTA: OYeHb pPEeIKO — YrHeTeHHe (YHKIHH KOCTHOrO MO3ra, aHeMud,
TPOMOOIMTONEHHS, JICHKONECHUS, HEHTPOIICHNS, arpaHyJIOUHTO3, 503MHO(HITHS, IPHTPOIIECHHUS,
reMoIMTHYeCKast aHeMHUs, JTMM(Ooa/IeHONaTHs, ay TOMMMY HHbIE 3a00JICBaHHS.

Hapywenus co CMOpPOHbI UMMYHHOU cucmembl: OueHb peKo -
anaduakTHYecKas/anauiIaKTon/1Has peaKkius.

Hapywienus co cmoponbl IHOOKPUHHOU CUCMEMbL: PEJIKO — CHH/IPOM Hea/IeKBaTHOH CEeKpEeLHH
aHTHAMYpeTHYeckoro ropmona (AJIl).

Hapywienusi co cmoponsl 00MeHa 6euyecms u nUmManus: 04€Hb peJIko — rHHOTITHKEMHUL.
Hapywenue co cmoponbt HepEHOU CUCMeMbl: 4aCTO — FOJIOBOKPYIKEHHE, IOJIOBHAsA 00JIb; HEYaCTO
— 1aOWIBHOCTh HACTPOEHHs, MAPECTe3nsl, M3MEHEHUS BKYCa, HapYIICHUs CHA, ra/UIIOIHHALIIH,
BEPTHIO; PEJAKO — CHYTaHHOCTH CO3HAHWS, HapyIICHHE 00OHAHUS, ACTCHUYECKUH CHHJIPOM,
CYZOPOXKHBIE MI0JIEPrHBAHMS MBI KOHEYHOCTEH U ry0, COHIMBOCTB, OYCHB PEIKO — CHMIITOMEI
Jienpeccuu, 0OMOpoK.

Hapywenus. co cmoponbl cepoya: Hevacto — MH(papKT MHOKapaa HiH 1epeOpoBaCKy IAPHbIH
HHCYJILT, BO3MOKHO BTOPHUHBIH M3-32 BBIDOKEHHOTO CHHXKEHHS apTCpHANLHOrO JIABICHHA Y
MAIHEHTOB TPYIIbl BBICOKOTO pPHUCKA, TaXUKap/us, OIIYIICHHE cep/icOneHus; PeaKo —
Opanukapaus, ycyryOJleHHe CHMIITOMOB CEPJCUHOH  HEN0CTATOIHOCTH, napymenue AV
MPOBOIMMOCTH (ATPHOBEHTPHKY IAPHOH IIPOBOMMOCTH), 60J1b B Py /M.

Hapywenusi co cmopoHbl cOCy006: 4acTo — OPTOCTATHIECKUE 3¢ dekThl (BKII0YAsA THIIOTEH3HUIO);
HeqacTo — cuHipom PeiiHo.

Hapywenusi co cmopoHbl ObIXAMENbHOU CUCMEMbL, 0pedNos 2PYOHOU KIeMKU U CPeOOCHEHUS.:
4acTO — Kallle/b; HEYacTo — PHHHMT; OYEHb PEIKO — CHHYCHT, OpoHXOCTasM, aIepPruYecKui
AJIbBEOTHT/ 203MHO(DUIIbHAS THEBMOHUS, OJIBILIKA.

Hapywenus. co cmoponbl Jce1y00uno-kueyHoe0 mpakma.: 9acto — JMapes, peota, HEYacTo —
TOLIHOTA, HCIICIICHS, 6OJIb B KHBOTE; PEIKO — CYXOCTD CTM3HCTON 000JI0UKH 110JI0CTH PTa; 0UCHb
pelKo — TNAHKPeaTHT, JKeiTyXa (remarouesunojispHas Hin xoJiecTaTuyeckas), TeraTur,
[Ie4eHOYHas HeJA0CTaTOYHOCTh HHTECTUHHAIbHBIH OTEK, aHOPEKCHS.

Hapywienus. co cmoponbl KOJCU U ROOKOJICHbLX MKAHEU: HEYACTO — KOJKHBIN 3YJ1, KOJKHAsH ChITlb!
PEIKO — IHIIEPYyBCTBUTEILHOCTD/ AHTHOHEBPOTHYECKHUI OTEK: AHTHOHEBPOTHYECKHH OTCK JIHIA,
KOHEUHOCTEH, ry0, si3bIKa, FOPTAHH H/HJIH [IOTKH, KPAIMBHHILA, TOTIELHS, [ICOPHA3; O4CHb PEIKO
— [OBBIIIEHHOE MOTOOT/IE/IEHHE, BACKYJIMT, My3blpyarka, GOoTOCeHCHOMTH3ANM, TOKCHYECKHH

onmaepManbHbll  Hekposnu3  (cunapom  Jlafiesna),  CHHAPOM Crusenca-/KOHCOHA,
9
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My IbTH(HOPMHAS dpUTEMA, NCEBIOIMMPOMA KOKH. Coo6mag%lé'giéq‘ﬁfg'xgwgﬂﬂgt?%mem B

cebst OJMH MM HECKOJIBKO CHMIITOMOB: JIAXOPAJIKa, BACKYJIMT, MHAJITHS, apTpPaIrus/apTpuT,
IOSBJICHUE MOJIOKUTEILHBIX aHTHHYKJIeapHbIX aHTHTell (AHA), yBeruenue CKopocTu oce/1anus
sputporutoB (COD), s03uHOGMIHS M JICHKOLMTO3, ChIllb, (OTOCEHCHOMIM3AINA WIH Jpyrue
KOYKHBIE ITPOSBICHHS.

Hapyulemm CO CMOPOHbBL CKeNeMHO-MbIUEYHOU U COCOUHUMEIbHOU MKaHU. YaCTOTA HEU3BECTHA
— apTpaIrusi/apTpuT, MUAITHS.

Hapywienus co cmoponst nOYek U MOY€EbI600AWUX NYMEIl: YACTO — HApyIEHHUE (YHKIIMH MOYEK;
HEYacTo — YPEeMHs, OCTpasi MouyeyHas HEJA0CTAaTOYHOCTh, OYCHb PEKO — aHYpHs, OJHIYDHS;
INPOTEHHY PHSL.

Hapywenust ¢o cmopoHbl NO106bIX OP2AHO6 U MOIOYHOU JiCele3bl. HEYacTo — CeKCyalbHas
JUChYHKIMSA; PEIKO — THHEKOMACTHS.

Obwue paccmpoicmed u HApyWeHus 6 Mecme 66e0eHus. HEe9acTo — aCTeHHA, NMOBBIICHHAs
YTOMIISIEMOCTb.

Jlabopamopuvie u UHCMPYMEHMANbHbIC OQHHble: HEYaCTO — TIOBBIIICHHE KOHLECHTPAIHH
MOYEBHHBI B KPOBH, THIEPKPEATHHHHEMHS, THICPKAIHEMHS, [OBBIIICHHE aKTHBHOCTH
"meyeHOUHBIX" TpaHCAMHHA3; PEJIKO — TUNepOMIMpyOHHEMHUS, THUIIOHATPHEMHS, IOBBIIICHAC
COD, nosoKUTEIIbHBIE Pe3y/IbTaThl TECTA HA AHTHHYKJICAPHbIC AHTUTEIA.

IlepexozupoBka

Cumnmombi. BBIPAKEHHOE CHIKeHHE AJI, CYXOCThb CJIM3MCTOH 000JIOYKH MOJOCTH pTa,
HapyIIEHHE BOJAHO-JIEKTPOIMTHOro Hananca, noyevyHas Hel0OCTaTOYHOCTD, YYalllCHHE JIbIXaHH,
TaxuKap/ius, ollylieHne cepaneduenne, Opaaukap/ius, roJIOBOKPYKEHHE, COCTOSHHE TPEBOTH,
Kalielb, COHJIMBOCTB, 3ajepiKKa MOYEHCITyCKaHHsi, 3arnop., OecrnokoicTBO, IMOBBILICHHAs
pa3apaKHTEIbHOCTD.

Jleyenue: CHMIITOMATHYECKAs TEPAUS, TPOMBIBAHHE JKeJTy/1Ka, IPUMEHEHHE SHTEPOCOPOCHTOB H
crabutenbHbIX cpeicTs, 0,.9% pacTBOp HATPHS XJIOPH/JA BHYTPHUBEHHO, NPH HEOOXOJHMOCTH -
Ba301PECCOPHbIC JIEKAPCTBEHHBIC CPE/ICTBA, KOHTPOIIb AJL, BOJHO-3JIEKTPOIHTHOTO Oananca. B
ciryyae yCTOHYHMBO#H Opasmkap/uu HeoOXoMMa MOCTAaHOBKA BPEMEHHOI0
ynekTpoKapanoctumysisitopa.  Ilpu  peskom cHwkennn AJl manueHty Cieayer NpHHATH
FOPH3OHTAILHOE TOJIOKEHHE, 1e1eco00pasHo  NPOBEJICHHE  BHYTPHBCHHOM MHY3UH ¢
npumenennem 0,9% pacTBopa HAaTpHs XJIOpHAA (C LEbIO yBeauueHHs o0bema LIMPKYJIAPHOM
KpPOBH).

["emomanns 2 pexTHBeH.

B3aumo/eiicTBHE ¢ JIPYTHMH JIEKAPCTBEHHBIMH CPe/ICTBAMH

Jlgoiinas 6:10Ka0a peHUH-AH2UOMEH3UH-ATbO0CMepoHo60l cucmemst (PAAC)
10
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ot 01.12.2023 N= 25400
V namnMeHToB € aTepoCKIePOTHUECKHM 3a00sEBaHHEM, Légﬂgﬁfbﬁpﬂéﬁ§#5435ﬁadﬁ;b HJTH

caxapHbIM JIMabeTOM ¢ MOPaKEHHEM OPraHOB-MHILCHEH, 0/IHOBPEMEHHAs Teparus HHTHOUTOPOM
AII® u anraronucramu peuentoposanrunorersunall (APA II) ces3ana ¢ Oosiee  BBICOKOH
YaCTOTON pPa3BUTHS APTEPHATBHOH THIOTEH3HH, 0OMOpPOKA, THIEPKATHEMHH H YXY/IIICHHA
GyHKIMH 04YeK (BKIIOYAsA OCTPYIO NOYEUHYIO HEJI0CTATOYHOCTD) MO CPABHEHHMIO C IPUMEHCHHEM
TOJIBKO OJIHOTO npenapara, Biusitoniero Ha PAAC.

JlBoitHas Giokana (Hanpumep, npu couetanun unruobutopa AIlD ¢ APA II) nomkuna ObiTh
OrpaHHYeHa OT/ICJAbHBIMM CIIYYasMH C TIIATEJbHBIM MOHHTOPHHIOM —(DYHKIIMH TOYEK,
COJIEPKAHHS KNS M PEryIspHbIM KoHTpoiem AJl.

OnnoBpemeHHoe npuMmeHenne wuHrubutopos AllD ¢ nekapcTBEHHBIMH  CPEACTBAMH,
COJEPKAIIMMH ATHCKUPEH, NMPOTHBOMNOKA3aHO y MAlMEHTOB C CaXapHbIM [Ha0ETOM W/HIH ¢
YMEPEHHOH MJIM TSOKEJIOH MOYEYHOH HEJI0CTATOUHOCTBIO (CK® menee 60 mu/mun/1,73 M2
TUTONIA/H ITOBEPXHOCTH T€Ja) U HE PEKOMEH/IYETCS Y JIPYTHX NAlMeHTOB.

OnHoBpeMeHHOE MpuMeHeHHe HHrHOuTopoB AIID ¢ aHTaroHUCTaMH pelenTOpoB aHTHOTCH3HHA
I (APA 1) npoTHBOIOKA3aHO Y MAIMEHTOB ¢ nabeTHyecKoil HepponaTueil  He PEKOMEHTYETCs
y APYTHX NalHeHTOB.

Kanuiicbepezatowue ouypemuku, npenapamol Kaius, Kauucooeplcaujue 3amenumenu nuwesou
conu u Opyaue JIeKapcmeeHtble nPenapamvl, cROCOOHbIe YEeIudueamo cooepiycanue Kanus 6
CHIBOPOMKE KPOGU

[lpr OIHOBpPEMEHHOM NPHMEHCHHH JIM3MHONMPHIA C KalnicOeperaiommmMu Ji1ypeTHKaMu
(CIMPOHOJIAKTOH, ~ TPHAMTEPEH,  AMMJIOPHJ,  OIUICPEHOH),  MpernaparamMu  Kaius Wi
KauTHiicoIepKallidMH 3aMEHHTEIISIMHU TTHIIEBOH [OBAPEHHOH COM M JIPyTHMH JICKAPCTBCHHBIMH
npenapaTaMi, CloCOOHBIMM YBEIMYMBATL COJACPIKAHUE KalMd B CHIBOPOTKE KPOBH (BKIIIOUAs
AHTarOHHMCTBI PELENTOPOB K aHrHoTeH3uny I, renaput, TakpoIMMyC, IHKJIOCTIOPHH; PENaparhl,
cofepKaime KO-TPUMOKCA30/ [TPUMETONpHM +  Cyiib(haMeToKcaso]), MOBBILIACTCS  PHCK
pa3BUTHS IHIEPKATHEMHH (0COOEHHO Y MALHEHTOB ¢ HApYIICHHAMHA ¢Gyukunn noyek). Iosromy
JaHHbple KOMOMHAIMHM HA3HAYalOT ¢ OCTOPOKHOCTBIO, MO/I KOHTPOJEM COJICPKAHUS KalHd B
mia3Me U QPYHKIUH TTOYEK.

V [OJKHIIBIX NAIMEHTOB M NAMEHTOB ¢ HapylmeHneM (yHKIHU TOYEK OJIHOBPEMEHHbIH NPHEM
uarubuTopos  AIl® ¢  cynbhamMeTokcazoIoM/TPUMETONIPHMOM  CONPOBOKAAICA TSOKEIIOH
rUMepKaTHeMHueid, KOoTopas, Kak cuuraercs, Obila BbI3BaHA TPUMETONPHMOM, TO5TOMY
JM3HHONIPHI  CIIEAYET TMPUMEHATh €  OCTOPOKHOCTBIO € Mpenaparam, —COJACPKaIMMA
TPUMETONPUM, PErYJISIPHO KOHTPOJIMPY s COACPKAHNE KU B I11a3ME KPOBH.

Kanuunecoepeearowue ouypemuxu
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COOTBETCTBYET 3JKCNEPTHOMY OTYETY
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[Ipy OJHOBpPEMEHHOM NPHMEHEHMH JIM3MHOM[MIA C kannaHEEGPEr I B S peruxamu

FHIIOKAJIMEMHUs], BbI3BAHHASA MX TPUMEHECHHEM, MOXKET ObITh YMEHBILICHA.

Jlpyeue 2unomen3uGHbie 1eKaApcmeennble cpeocmed

[lpy  OIHOBPEMEHHOM MpPUMEHEHHH ¢  BasoiaMiatatopamu, —Oera-ajpeHOOIOKATOPaMH,
6JI0KATOPaMH «MeJUICHHBIX)» KaTbIIMEBBIX KAHATIOB, /IMYPETHKAMHHI JIPYTHMH THIIOTCH3HBHBIMH
JIeKapCTBEHHBIMH CPE/ICTBAMH  YCHJIMBACTCS BBIPAKEHHOCTh AHTHUTMIICPTCH3MBHOTO JICHCTBUS
JIM3UHOTIPHIIA.

[Ipenapamuor numus

[Ipu 071HOBPEMEHHOM MPHMEHEHHH JIM3HHOIPHIA C lIperapaTamMyi JIMTHS BbIBEJACHHC JIMTHA U3
OpraHu3Ma 3amMe/UIeTcs (PHCK YCHIICHHS KapJIHOTOKCHYECKOr0 U HEHPOTOKCHYECKOTo JICHCTBUA
nuths). OZHOBPEMEHHOE TIPHMEHEHHE JIM3HHOINpPHIIA C MPerapaTaMu JNTHs HE PEKOMCHIYeTCA.
B ciayuae HEOOXOAMMOCTH MPHMCHCHMS JaHHOH KOMOWHAHMHM  CJICIYET  PEryJsipHO
KOHTPOJIMPOBATH KOHIEHTPAIHIO JIMTHS B T1J1a3M€ KPOBH.

Hecmepouonvie  npomusosocnaiumensivie  npenapamot  (HIIBII),  éxnouas — ceiekmusHble
uneubumopnl yuknookcueenasvl-2 (1JOI-2) u evicokue 003bl ayemuicaluyuio80u Kuciomol
(=3 2/cymku)

Hecrepouibie 1pOTHBOBOCIAIMTE/BHBIE MIPENaparhl (B TOM YHCIIE CEICKTHBHBIC MHTHOUTOPBI
[{OI'-2 1 aneTHICAIMIIAIOBAs KMCJI0Ta B J103ax Oosee 3 I/CYTKH, CHUKAIOT AHTHI MITEPTEH3MBHBIH
3 dexT TM3UHONpHIIA.

V HEKOTOpbIX MAIMEHTOB ¢ HApyIIeHHOH QYHKUHMEH N0YeK (HanpuMep, y MOKHIILIX MAlUEHTOB
WIN TALMEHTOB ¢ 00€3BOKHBAHMEM, B TOM YHCIIE TPHHUMAIOIINX /IHY PETHKH ), IOJTY 4aIO LM X
tepanuto HIIBIT (B TOM umciie CEJICKTHBHBIMH unrnoburopamu  1{OI-2), 0aHOBpEMEHHOE
npumenenue uuruduTopo AIID nin APA Il MmoxeT BbI3BaTh natbHelee yxy/enne GyHKIuu
[I0YeK, BKJIIOYAs Pa3BUTHE OCTPOii MOYEYHOH HENOCTATOYHOCTH, H IMICPKATHCMHIO. Jlanneie
3pdekTsl 00b1HO 00paTHMbL. OJIHOBPEMEHHOE TPUMEHEHHE unaruoutopos AIl® u HIIBII
JIOJDKHO TIPOBOJINTHCS € OCTOPOKHOCTHIO (OCOOCHHO y MOKHIIBIX MALMEHTOB Wy MALHUEHTOB €
HapylmeHHoH (QyHKimedr nodek). llauuentsl JODKHBL TI0JYHaTh  aJCKBATHOC  KOJIHHCCTBO
KHJIKOCTH.

PekoMeHIyeTcsl TIIATEIbHO KOHTPOJINPOBaTh QYHKIHMIO MMOYEK, KaK B Ha4YalIe, TaK U B IIpOLECCE
JICYCHHUS.

He mpOTHBONOKA3aHO MPHMEHEHHE IJIM3MHONpPHIA B KOMOMHAIMHM C ale THJICATHLIMIIOBOM
KHCJIOTO# B KQueCTBE aHTHAIrPEraHTHOrO Cpe/ICTBa.

Tunoeaukemuyeckue 1eKkapcmeentole cpeocmed

OHOBPEMEHHBII MPHEM JIM3HHOIPHIA H HHCYJIMHA, a TAKKE epopalbHbIX FHITOTIMKEMHYECKHX

CpEACTB MOXET IMPHBOIUTHL K Pa3BUTHK THIIOTIMKCMHH. Haunbonpmmii PUCK PpPa3BHTHA
12




COOTBETCTBYET 2KCNEPTHOMY OTYETY
ot 01.12.2023 N2 25400
HaGIOaeTCA B TEUEHHE MepBbIX Heenb coMdcTHOro npubreieRmsibil rhioliey fibliftiiTos ¢

HapyIieHueM (YHKIMH M0YeK.

Tpuyukiuyeckue —anmuoenpeccanmol/ HeupoIenmuku/ cpeocmea  Ois obwen anecmesuu/
HapKomu4ecKkue cpeocmed

[Tpu 0/1HOBPEMEHHOM IIPHMEHEHHH C TPHIMKITHYCCKHMH aHTH/ICTIPECCAHTAMH, HEHPOJICNITHKAMH,
cpescTBaMu JUlst 001Iel anecTe3nu, GapOuTyparaMu, MHOpEJIaKCaHTaMH HabJ10/1aeTCs yCHIICHHE
AHTHUTUIIEPTEH3UBHOIO ACHCTBHS JIN3HHOINPHIIA.

Anvpa- u 6ema-aopenomumemuru

Anbda- 1 Gera-apeHOMUMETHKH (CHMIIATOMHMETHKH), TaKHC KaK synuHepuH (a/IpeHATHH),
M30MPOTEPEHON, J00YTaMHH, JIOMAMHH, MOIYT CHHXaTbh aHTUTHIEepTeH3uBHbINH S dexT
JTU3UHOTIPHIIA.

baknogen

Vennupaer anTHruneprensupublii  sdpdexr unrnburopos  Alld.  Ciegyer  TIATEIBHO
KOHTpOIMpoBaTh AJl 1, B cllydae HEOOX0/IMMOCTH, KOPPEKTHPOBATH 103y aHTHIHIICPTCH3HBHBIX
Ipenaparos.

Dmanon

[Ipy OAHOBPEMEHHOM TPHUMEHEHMH OTAaHOIA YCHIMBACTCH AHTHUTHIICPTCH3MBHOC JieficTBHE
JIM3UHOITPHIIA.

Dempoeenvl

DeTporeHbl 0CHA0MIOT AHTUIHIIEPTEH3HBHBIH ypdeKT TUIMHONPUIIA BCIICACTBHE 3a/ICPIKKH
HJIKOCTH.

Anonypunon, npokauHamuod, yumoCcmamuky, UMMyHOOenpeccanmol, 2NOKOKOPMUKOCMEPOUOb
(npu cucmemMHOM NPUMEHEHUU)

CosmecTHOe npumeHenne uurnouropos  AlldD ¢ awIonypuHOJIOM,  MpOKAHHAMHIIOM,
[MTOCTATUKAMH YBEIHYHBAET PUCK PA3BUTHS HEHTPONIEHUH/ arpaHy I0LUTO3a.

IIpenapamu! 3010ma

[1py 0/IHOBPEMEHHOM TIPUMEHEHHH JIM3HHONPUIIA U TIPENapaTos 30J10Ta BHYTPHBEHHO (HaTpus
aypoTHOMAJIaT) ONMMCAH CHMITOMOKOMILIEKC, BKJIOYAIOLIHI THIIEPEMHIO JIHIIA, TOIHOTY, PBOTY
u cumkenue AJl.

Cenexmugnvie uHaubumops 06pamno2o 3axeama cepomoHuHd

COBMECTHOE MPUMEHEHHE JIM3HHOIPHIIA C CEJICKTHBHLIMH MHrHOMTOpaMH OOpaATHOrO 3axBaTa
CEpPOTOHHHA MOXKET HPUBO/IUTH K BHIPAKECHHOH THIIOHATPHEMHH.
Hneubumoper mTOR (mammalian Target of Rapamycin — Muwens panamuyund 6 KJ1emKax

.mel\'()nmnamu;ux) (uanpu.wep, memcupoiumyc, CUpoIUMYC, 36(;’])().711.11_}’(')




COOTBETCTBYET KCNEPTHOMY OTYETY
ot 01.12.2023 N= 25400
Y nauMeHToB, NMPHHHUMANOIIHX OJHOBPEMEHH( HHI’H6HTOE§IKD}§'F['&HJ% "E}Hﬁﬁ&élﬂs 'mTOR

(TEeMCHPOJIMMYC, CHPOJIHMMYC, 9BEPOJIMMYC). HaAOIIOJAIOCh YBEJIHYEHHE YacTOThbl Pa3BUTHA
AQHTHOHEBPOTHYECKOTO OTEKA.

Hneubumoper  ounenmuouinenmuoaszet IV muna (JAIN1- 1V) (enunmunst),  nanpumep,
CUMA2TUNMUHN, CAKCACTUNMUH, BUIOACIUNMUH, TUHATURMUN

Y  nauMeHToB, [PUHMMABIIMX  OjHOBpeMeHHO HHrubutopsl AllD  u  MHrHOMTOpBI
JunenTapinentuaazsl 1V o tuna (raMntuHel), HaOM01an0ch YBEJIHYEHHE 4acTOThl Pa3BUTHSA
AHTHOHEBPOTHYECKOIO OTEKa.

Dempamyemun

VBennueHre 4acToThl Pa3BHTHS aHTHOHEBPOTHYECKOTO OTEKA IIPH OJIHOBPEMEHHOM ITPUMEHEHHH
¢ uarudouropamu AllD.

Hueubumopur neumpainsnoi snoonenmuoasst (HII)

Coobmajioch 0  NOBBILEHHOM PUCKE Pa3BUTHS  AHTHOHEBPOTHYECKOrO  OTE€Ka  IpH
O/THOBPEMEHHOM npuMenenuu  uuruduTopo  AIl® u  panekanorpuia (MHTHOHTOP
sHKe]aTMHa3bl).

[Ipy onHOBpeMEHHOM MpHMeHEHHH HHIHOMTOpoB AIID ¢ sieKapCTBEHHBIMH TMpENapaTaMH,
CoJepKalMMU  CakyOUTpHa  (MHTHOMTOp — HENpPWIM3WHA), BO3PACTACT PHCK  Pa3sBHTHA
AHTHOHEBPOTHYECKOTO OTeKa, B CBA3M, C YEM OJIHOBPEMECHHOE IPUMEHEHHE YKa3aHHbIX
npenapatoB npotuBonokazano. Muruburopsr AIID cieyer HasHayaTh HE paHee, YeM depes 36
YacOB M0CJIE OTMEHBI IIPENAPATOB, COJCPKAILINX CaKy OUTPHIIL.

[IpOTMBONOKA3aHO  HA3HAYCHHE  IPENapaToB,  COACPKALIMX  CaKyOMTpHI,  NalHEHTaM,
nonyuatonm HHruoHTopel AIID, a Takke B TeyeHue 36 4acoB MOC/IE OTMEHDI UHIHOUTOPOB
ATlD.

Tkanesvie akmueamopwl NAA3MUH02eNd

B  oOcepBalMOHHBIX  MCCICJOBAHMAX  BBISBICHA  IOBBIIEHHAA — 4acTOTa  pasBUTHA
AHTHOHEBPOTHYECKOTO OTEKAa Y MALMEHTOB, NPHHUMABUIMX HHIHOUTOPDI All®, mnocne
MPUMEHEHHs alTeNiasbl U1 TPOMOOIMTHYECKOH TEPATUK HILIEMHYECKOr0 HHCYJIbTA.
DapmakokuHemu4ecKue 63aumMo0etcmeus

AHTAIM/Ibl M KOJIECTHPAMHH CHIDKAIOT BCACBhIBAHME JIM3MHOINPHIIA B IKEITY10YHO-KHIICYHOM
TpaKTe.

Ocobbie ykazanus

Apmepuanvnas 2unomensus

Yame Bcero BhIpakeHHOE cHUAKeHHe AJ] BO3HMKAET NPH CHIKEHHH 00beMa LIMPKYIHpPYIONIEH

kposu (OLIK), BbI3BaHHOTO Tepanue JuypeTHKaMH, YMEHBIICHHEM CO/ICpKaHHs MOBAPEHHOM
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COOTBETCTEYET 2KCNEPTHOMY OTUETY
ot 01.12.2023 N2 25400
COMM B NWINE, JMATH3OM, jMapeeil mim potoii, a Takke [Priamenitod 2 dEdekelibie pennn-

3aBUCHMOM apTepHAILHON rHIIEpPTEH3HE.

[Ipy  XPOHHMYECKOH  CEpJCYHO  HEJOCTATOUHOCTH,  C OJIHOBPEMEHHOH  [OYEYHO#H
HEOCTATOYHOCTHIO WIHM 0e3 Hee, BO3MOKHO BblpakeHHoe cHmwkenuwe AJl. Yame Bcero
BHIPAKEHHOE CHIDKEHHE AJ] BBISBIAETCS Y NALMEHTOB C CEPICYHOH HEJI0CTATOYHOCTHIO B
TSDKEJI0H CTEeNEeHH, KaK CIACJACTBHE MPHUMEHEHUS «IICTJIEBBIX» JIMYPETHKOB B BBICOKHX J103dX,
FHIOHATPHEMHH HMJIM HapyIIeHHs GYHKIMH MOYeK. Y TAKHMX NAlMEHTOB JICYCHHE MPENapaToM
JIM3HHONPHI HAJO HAYMHATH IOJ CTPOTMM KOHTPOJEM Bpaya (C OCTOPOKHOCTBIO IPOBO/INTEH
110100p J103bl Mpernapara u My peTHKOB).

[To0OHBIX NpaBWil CIeAyeT TPUACPKUBATBCA MPH  HA3HAYCHHM [perapara JInzuHONpHI
naupentam ¢ MBC, nepeGpoBacKy IsipHOil HE0CTATOYHOCTBIO, Y KOTOPBIX PE3KOE CHHKCHUE AJl
MOYKET IPHBECTH K HH(APKTY MHOKap/ia WK HHCYJIBTY.

TpaH3uTOpHas TMIOTCH3WBHAS PEAKIMs HE SBJISCTCS NPOTHBONOKA3AHHEM JUISL  TpHEMA
clie/ly1o1IeH J103bl Tpernapara.

[Tpn npumenennu npenapara JIM3HHONPHIT Y HEKOTOPbIX MALKCHTOB C XPOHHYECKOH cepevYHOMH
HEZOCTATOYHOCTBIO, HO ¢ HOPMAJIbHBIM HJIH CHIKEHHBIM AJl, MOXKET OTMEUaThCs CHHIKECHUC All,
4TO OOBIYHO HE SABJIAETCS IPHYMHON JUTS TIPEKPAICHUA JICUCHHUS.

Jlo Havyana nedeHus mpenapatoM JIM3MHONPHIL, TI0 BO3MOKHOCTH, CICAYCT HOPMaJIU30BaTh
KoHueHTpaimio Harpus Wi Bocnonnuts  OLK,  TiaTeabHO  KOHTPOJIMPOBATH JIeHCTBHE
HayaIbHOI 10361 npenapara Jinunonpui Ha AJl nauenTa.

[1p1 BO3HMKHOBEHHH CHMIITOMATHYCCKOH apTepHATBHOMN THIIOTEH3HH MOKET ObITh HEOOXOMMO
CHMJKCHME J103b] WJIM ITPEKpallieHHe NprUeMa JIM3HHOIPHIIA.

Apmepuansnas 2unomeH3us npu OCMpPoM UHGApKmMe Muokapoa

[lpn ocTpom MH(ApKTe MHOKAapia Hellb3s HAYMHATL TCPANHio JIM3HHOMPHIOM, eciim M3-3a
[pe/IbUIYIIEro JIeYeH s COCY10PaCiuMPSIOIIHMH NIpenapaTaMi CyIeCTByeT pHCK JlalIbHEHIIEro
CEPHE3HOT0  YXY/IIEHHs [EeMOJMHAMHYECKIX mokasareieii. JTO Kacaercs TalMEHTOB C
CHCTOJIMYECKMM apTepHaibHbiM JaBnenueM < 100 MM pT. CT. WK € KapAHOTCHHBIM mokoM. B
mepble 3 JHA mocie MHpapKTa crueayeT CHW3MTb JI03y Ipelriapara, ccii CHCTOJIMYECKOE
aprepuanbhoe naienne < 120 mm pr.cr. [lpy CHCTONHHYECKOM apTEpHAILHOM JIaBJICHUH
<100 MM pT. CT. MOUIEPKHBAIOILYIO J03Y CIEyeT CHH3HTB J10 5 MI' WM BPEMEHHO JI0 2,5 MT.
[pu ycTOifuMBOIi apTepHasIbHOM MMIOTEH3HH (CHCTOIMYECKOE apTEPHAILHOC nasjierue < 90 MM
PT. CT. Ha IPOTsDKeHUHU Gostee 1 yaca) TEparuio JIM3HHOIPHIIOM CACAYCT MPEKPaTHTh.

[Moka3aHo NpUMeHeHHe CTaHAapTHO# Teparuy (TPOMOOJIMTHKH, ALETHICATHIHIOBAR KHcoTa (B

J103aX, IPAMEHSACMBIX B KQUeCTBE AHTHAIPETaHTHOTO CPE/ICTBA), B-anpenobi0KkaTophbl).




COOTBETCTEYET 2KCNEPTHOMY OTUETY
or 01.12.2023 N2 254:'9
Bo3moskHo npumenenue npenapara Jiusunonpufi conmectro & BRI THHHE MR A EliéhM nwm ¢

MPUMEHEHHEM TEPareBTHYECKUX TPAHCIEPMAIbHBIX CHCTEM HUTPOTJIMIIEPHHA.

Aopmanbnelit u MUMPAT6HBII CMEHO3bL/IUNEPMPOPUIECKAR KAPOUOMUORAMUA

Kak m B ciaydae ¢ apyrumu uHrubutopamu AllD, JM3HHONPHI CEAyeT INPUMEHATH C
OCTOPOKHOCTBIO y MAIMEHTOB CO CTEHO30M MHTPAILHOTO KianaHa u o0CTpyKIHEeH BEIHOCAIIETO
TPAKTa JICBOTO JKeJTy104Ka (IPH A0PTAILHOM CTEHO3€ HIIH THNIEPTPOPUUECKON KApIHOMHOTIATHH).
Hapywenue gpynxyuu novex

V nanmeHToB ¢ HapymenneM (yHKuuu novek (kimpenc kpearununa (KK) menee 80 MJI/MHH)
HagaTbHas J103a JIM3HHOIpPHIA J0JKkHa ObITh nojoOpana B cootsercTBuM ¢ KK naunenta (cM.
pasznen «Crioco® NpUMEHEHHs: W J103b1»). PeryJisspHblii KOHTPOJb Kajivs W KOHLCHTpPAIMH
KpeaTHHHHA B [Ia3Me KPOBH SIBJISAIOTCA 0053aTe/IbHOM TAKTHKOH JICYCHUS TAKUX MALHCHTOB.

V nauuentoB ¢ XCH, aprepuanbHas THUIOTEH3MS, BO3HHKINAs BCJICACTBHC [PHMEHECHHA
uHrHGUTOpoB ATID, MOKET NPUBECTH K J@ibHEHIIEMY HapyIICHHIO (YHKIMH MOYEK. VY Ttakux
MAIMEeHTOB OMMCAHbI CITyYau OCTPOil MOYEYHON HEJ0CTATOYHOCTH, OOBIYHO OOPATHMOH.

[Ipu cTeHo3e mo4yeyHbIX apTepHii (B 0COOEHHOCTH 1PH JIBYCTOPOHHEM CTCHO3E HIIH IIPH HAJTAHH
CTEHO3a apTepHH €/MHCTBEHHOH IMOYKM), a TAKKe MPH HEA0CTATOYHOCTH KpOoBOOOpaIleHHs
BCJIC/ICTBHE HEJOCTATKA MOHOB HATPHS M/WIM KMIKOCTH, IPHMEHEHHe npenapara JInsuHonpui
MOJKET MPHBECTH K YBEJIHYCHHIO KOHIEHTPALHMH CHIBOPOTOYHOIO KpeaTHHHHA M MOYCBHUHBI B
[U1a3Me KpOBH, HapylIeHHIO (GYHKIHMHM I0YEK., OCTPOH MOYEHHOH HEJI0CTATOYHOCTH, KOTOpasd
00BIYHO OKa3bIBAaETCs HEOOPATUMOH 10CIIe OTMEHBI ITpenapara.

[Ipu HaIMYMH PEHOBACKYJISAPHOH IMIEPTCH3HH BBICOK PHCK Pa3sBHTHSA TSHKEJIONH apTepHalIbHOM
FUIOTEH3MH M MOYEYHOH HeA0CcTaTOYHOCTH. JIid TakuX NalMeHTOoB JeUeHUe Cle/lyeT HauuHaTh
O TIATETbHBIM ME/MIMHCKAM HAOIIONCHHEM C MAIBIX /103, KOTOPbIE JOJDKHBI ObITH TOYHO
nono6pansl. [1ocKOIbKY AMYPETHKH MOTYT BHECTH BKIIAJ B ONHCAHHYIO BBILIC KIMHAYCCKYIO
JIMHAMHKY, B TCUCHHE JICYECHHUS JIM3HHONIPHIOM HX TIPHEM JIOJDKCH OBITh NpeKpallieH, a GyHKIHs
MOYEK HYKIAETCs B TIIATEIbHOM HAOIIO/ICHUH B TCUCHHE TIEPBBIX HE/ICID.

Y HeKOTOPbIX MAIMEHTOB ¢ apTepHabHOI runepTeH3ueii 0e3 sBHOro 3a00JIeBaHMs COCY/I0B IIOYEK
IpHeM JH3HHONPUIIA, 0COOCHHO Ha (GOHE Iy PETHKOB, BBI3bIBACT MOBBIIICHHE YPOBHS MOUCBHHEI
B KPOBH M KpeaTMHHHAa B CBIBOPOTKE KPOBH; OTH H3MCHCHHMS, KaK [paBHio, ObIBAOT
HE3HAYMTETBHBIMU M NPEXO/AIIUMH. BepoaTHOCTL X BO3HMKHOBCHHS BBIIC Y MALUCHTOB €
HapyiieHueM (yHKIHMHA noyek. B Takux cirydasx MOXKET BOSHHKHYTh HEOOX0/IMMOCTh B CHHIKEHHH
J103b1 W/HIIK TIPEKPAILICHHH TIPUEMa My PeTHKa H/HIIH JIH3HHOTIPUIIA.

[Tpu ocTpoM HH(pApKTE MHOKap/a TeparHio TH3HHOMPUIOM HE CIeyCeT HaYMHaTh [alueHTam ¢

MpU3HAKaMH HapyUICHHA Q))'HKLUH/I TIOYEK, T.€. IPpH KOHUEHTPAIHH KpeaTUHHHHA B 11a3sMe KpOBH

177 mxmouns/n wiwm npoteunypun 500 mr/cyt. Eciu QyHKINS MOYEK HApyIIacTCs Ha (one
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COOTBETCTBYET 2KCNEPTHOMY OTYETY
ot 01.12.2023 N= 25400

NPUMEHEHHs JIM3HHONPHIA  (KOHLEHTpPALHs kpearnunnd O HAAGE 3dfubit hipesbimaer

265 MKMOJIB/JT MM Y/IBAHBACTCS €€ 3HAYCHHE JI0 Havasla JIeYeHUs ), HEOOXOAUMO PEIIMTH BOTIPOC
00 oTMeHe mpernapara.

Pe(lk’l{llll ¢’lll’lep'-l_}/’(f('m&’llln(,’.'lbII()C"Ill/ZIIl?Ll()HG()’])()IHllllL’Cl\'ll[l OmekK

AHIHOHEBPOTHUECKHIT OTEK JIHIIA, KOHEYHOCTEH, ry0, A3bIKa, [JIOTKH H/HJIM TOPTaHH, KOTOPBIH
MOKET BO3HHKHYTbH B JIHOOOi MEPHOJL JICUCHHS, PEIKO OTMEHAICs Yy MalMEHTOB, JICUHBIIMXCA
uaruouTopom AlID, BKioyas JIM3HHONPHIL. B TaknX cirydasx Je4eHue MpernapaTom He0OX0IMMO
KaK MOJKHO CKOpEe MPEKPaTHTh, a 3a NALMEHTOM YCTAaHOBHThL HAOIOCHHE JI0 TIOJTHOH perpeccu
CHMIITOMOB.

Jlaxke B TeX CIIyyasx, KOI/Ia OTeK 3aTparuBacT TOJILKO S3bIK O€3 NPU3HAKOB HAPYLICHUS IbIXAHHA,
MOKET TOHAJ0OMTECS JUTMTENbHOE Habmo/IeHHe 3a MAlUEHTOM, IOCKOJIBKY — Tepallns
AHTHIMCTAMUHHBIMH TIPENapaTaMH | [II0KOKOPTHKOCTEPOH/IAMH MOKET ObITh HEJI0CTATOUHA.

B peakux ciaydyasx aHTHOHEBPOTHYECKHI OTEK ¢ OTCKOM TOPTaHH MIIM A3bIKA MOXKCT ObITH
neTanbHbIM. OTEK $3bIKa, HAATOPTAHHMKA MJIM FOPTAHH MOXKET ObITb MPHYHHOH 00CTpyKIHH
JBIXATENbHBIX  MyTeH, OCOOCHHO y NAlMEHTOB, paHee MEPEHECIINX  XHPYPrAvecKoe
BMEIIATE/ILCTBO HA OpraHax JbIXaHus, MOITOMY HEOOXOAMMO HEMEUICHHO TIPOBOIHTDH
coorsercrBytomyto Tepanuio  (0,3-0.5 mu 1:1000  pactBopa snuHedpuHa  (apeHanHa)
[OIKOKHO) H/MJTH MEpPB 110 00€CTIeYeHUIO TPOXOIMMOCTH JIbIXATE/BHBIX MyTeH. [TaimeHT 10IDKeH
HAXOIMTHCA TMMOJ TIIATEIbHBIM MEIHIMHCKHM HaOJoeHHeM JI0  MOJHOro M CTOHKOIO
MCYE3HOBEHUS CUMITTOMATHKH.

B peakux ciyuasx Ha oHe Tepanuu MHIHOHTOpPaMH ATI® passuBaeTCs HHTECTHHAIBHBIA OTEK
(QaHTHOHEBPOTHYECKHIT OTEK KHIIEYHHKa). [Ipn 9TOM y MaineHToB 0TMEHACTCA 00J1b B )KMBOTE KaK
H30/IMPOBAHHBIH CHMIITOM HIIH B COYETAHUH ¢ TOUIHOTOH H PBOTOI, B HEKOTOPBIX Ciydasx Oe3
Mpe/IECTBY FOIIET0 AHTHOHEBPOTHYECKOI0 OTEKa JIMIA U [PH HOpMATbHOM YPOBHE Cl-3cTepassl.
JlMarHo3 yCTaHABJIMBAETCS C MOMOMUIBIO KOMIBIOTEPHOH tTomorpadgun OpIOIIHOM MOJIOCTH,
yJIBTPa3ByKOBOTO HCCJIE/I0BAHHUS MIIM [IPH XHPYPrHYCCKOM BMCIIATE/ILCTRE. CHUMIITOMBI HCUE3aITH
roce npexpamienus npruema MHruOuTopos AIID. B0o3MOKHOCTh Pa3BUTUS MHTECTHHAILHOTO
oTeKka HeoOXOAMMO YUYUTBIBATH IIPH [POBEACHHH s depeHIMaIbHOM MarHocTuky Oonel B
KUBOTE Y MAIMEHTOB, TPUHIMAIONMX HHTHOuTOpbI ATID.

[larMenTsl, MMEIONMe B aHaMHe3e AHMMOHEBPOTHYECKHH OTEK, HE CBS3aHHBIH C [PUEMOM
unrubuTopoB  AII®, Moryt ObiTh B OOIbLICH CTENEHH MOJABCPKCHBI PHCKY DPa3BHTHS
AHTHOHEBPOTHUECKOTO OTEKa Ha (hOHE Tepanun HHrHOUTOpaMy AllD.

V NalMeHToB HEerPOMIHON pachl, IPHHHMABIIMX HHIHOHTOPBI AII®, aHrMOHEBPOTHYECKHH OTEK

HabI0/1a/ICA Yallle, YeM y MpeICTaBuTelIeH JIpyruX pac.
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OpHoBpemeHHOEe  npuMeHeHHe  uHrudburopgs  AllD faéﬂﬁw%%ﬂﬁ%%ﬁﬁé%}mnom

ITPOTHBOITIOKA3aHO HM3-3a IMOBBLIIICHHOTO PHCKA Pa3sBHUTHA aHTHOHEBPOTHYCCKOIO OTCKa. Jleuenne

caKyOMTpHIIOM/BaJiCapTaHOM HE CJIEAYeT Ha4uHATh paHee, 4yeM dyepe3 36 yacoB 1ociie nocjie/Hen
JI03b1 JIN3MHONPHIIA. JIedenune TM3HHONPHIIOM He JIOJKHO HAYMHATBCS paHee, ueM yepes 36 4acoB
MocJjie mociaeHel J103bl cakyOuTpuiIa/BajcapraHa.

VBejMYeHHe pUCKa pPa3BUTHS AHMMOHEBPOTHYECKOrO OTeKa HabIolanoch Yy [alMeHTOB,
OJIHOBPEMEHHO TpUHUMAIOUX HHTrHOMTOPHl AIlD M Takue JieKapCTBEHHbIE CpPEJICTBA, Kak
MHTHOMTOPBI mTOR  (Ttemcupoiumyc, CHUPOJIUMYC, 9BEPOJIMMYC), MHTUOMTOPSI
JMIENTH/MInenTuaa3sl [V Tina (CHTarjMnTHH, CakCarIMITHH, BHIATIMITHH, JIMHATIUIITHH),
ACTPaMYCTHH, MHIMOMTOPBI HEHTPANBLHON SHIONENTHIA3bl (palleKajoTpuil, cakyOuTpui) u
TKaHEeBbIC AKTUBATOPHI [1J1a3MHHOI€HA.

CreslyeT MposBJISATH OCTOPOXKHOCTH ITIPH Hawale JICYEHHs PalleKaJ0TpHIOM, HHIHOUTOpaMH
mTOR (HanpuMmep, CHPOTUMYC, IBEPOIUMYC, TEMCHPOJIMMYC) M BUJIIATTUIITHHOM Y MALMEHTOB,
y’Ke NpUHUMAIOKUX HHrHOuTOphl AIID.

Anagpurakmouonwvie peakyuu npu eemoouanuse

AHaUIaKTOMHBIE pEaKIMK OTMEYAITCs H Yy NalMEeHTOB, IOJBEPTHYTHIX TeMOJHAIHM3Y C
MCIIONIb30BAHMEM BBICOKOTIPOTOYHBIX /IMAJIN3HBIX MeMOpan (Harmpumep, AN 69®), Kotopbie
OJIHOBPEMEHHO TNpuHUMaOT HHruoutopsl AIlD. B rtakux ciayuasx Hal0 paccMOTPETh
BO3MOKHOCTB TIPHMEHEHHS JIPYroro THIa MeMOpaHbl JUIs JIMaIu3a U JPYTroro runoTeH3HBHOIO
CpescTBa.

Anagpunakmouonvie peakyuu npu npoéeoeHuu dagepesa 1unonpomeunos HUKou nIoMHOCMU
(JIITHII)

B peakux ciyuasx npu nposeennn apepesa JITTHIT ¢ ucnosnb3opanuem gexctpan cyibdara y
[MALMEHTOB, mojdydarommx HHrudoutopsr AllD, MoryT pasBUTbCS YIpoKarolKe HKH3HH
aHaduIakTOMAHbIe peakiuu. s npeaynpexiecHus pasBUTHS aHaduIaKTOMIHOH peakiuH
cllelyeT npeKpaTHTh npumeHenue nuruontopa AIID nepest kax/ v ceaHcom adepesa.
Jlecencubunuzayus

Y naiueHToB, npuHuMaonmx uHruonTopsl AII®, Ha doune aeceHCHOMIM3UPYIOLICH Teparvu
(HampHMep, TPOTHB /14 MIEPENOHYATOKPBLIBIX ), Pa3BHBAIOTCS aHADHIAKTOM/IHBIE PEAKLIHH. DTOTO
MOXKHO H30eXKaTh, €C/IM BPEMEHHO IIpeKpaTHTh JledeHue uuruouropom AIID nepen xaxao#
JeceHCHOMIM3alMell Ha TMMEHONTepe, OJHAaKo ciydaitHoe npumenenne AllD  moxer
CIIPOBOLIMPOBATH aHA(DMIAKTOH/IHYIO PEAKIIHIO.

Hapywenue ¢pynxkyuu nevenu

[Tpumenenne uHrHOUTOpoB AIID MOXKET NPHBOAMTH K Pa3BUTHIO XOJIECTATHYECCKOH KENTYXH C

IPOrpecCUpOBaHUEM BILIIOTH 10 (byHle/lHaHTHOI‘O HEKpoO3a I[IE4YCHHU, H (B PEAKHX C.IIy‘{aHX)
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JIETAILHOTO MCX0Ja. MexaHu3M pa3BUTHS 3TOfO cmapomaE HEARAH Mo Hole* fiddekommo

PEKPATHTh [IPHEM TIPErapaTa pH MOBbIILIEHHH aKTHBHOCTH I1€4YEHOYHBIX TPAHCAMHHA3 B IUIA3Me
KPOBH M MOSIBICHUN CUMIITOMOB XOJIeCTa3a.

Hetumponenusi/aecpanyioyumos

¥ MalueHToB, MPUHUMAIOIINX HHTHOUTOPBI AllD, MOTYT pa3BUBaTHCH
HeHTponeHus/arpany 10uuTo3, TpombounTonetns 1 anemus. [Ipu HopmMabHOH QyHKUNH T1OYCK
M B OTCYTCTBHH OCJIOKHEHHH HEHTPONICHUs pa3BUBaeTcs pe/iko. HelTponenus 1 arpaHyoluTos
06paTUMBbI M IPOXOJIAT MOCIIE TIPpeKpaiienus npuema uuruoutopa AIld.

C 0c060ii 0CTOPOKHOCTBIO HEOOXOMMO TIPHMEHSTh JIM3HHONIPHIT Y TIALMEHTOB ¢ 3200/ IeBaHHAMH
COEJMHUTEILHOW TKAHH, C COCYJMCTBLIMH [POSBICHUAMH, MPOXOJSIIMM Kype JIeYCHHUA
MMMYHOJIEIIPECCAHTAMH, @ Takke B KOMOMHALMH C aUIONYPHHOIOM WM NPOKAHHAMHIOM,
0COOEHHO y MAIMEHTOB ¢ HApylIeHHEM (DYHKIMH M0YEK.

V TakuX MalHeHTOB BCJIEACTBHE OOJIBINOI BEPOATHOCTH Pa3BHTHs BBIPAKEHHOH HEHTPOIICHNH H
arpaHyjIolMTo3a [OBBILICH PHCK PA3BUTHS THKENbIX HMHQEKUHIH, B HEKOTOPBIX Clydasx
YCTOHUYMBON K MHTEHCHBHON Tepanuu anTtHOMOTMKamMu. B ciyyae npuMEHEHMs Mpenapara
JIM3MHONPUI Yy TaKMX [MAlHEHTOB, PEKOMEHIYeTCs MPOBOAMTL PEryJspHbIi  KOHTPOIIb
JIEHKOLMTOB KPOBH, MPHYEM MalMEHTOB CIeAYeT MPEeLyNpeuTh 0 HEOOXOMMMOCTH CO0OIIaTh
Bpauy o0 JIOOBIX MPH3HAKaX HHOEKIMH.

Jlsotinas 610xkada penun-aneuomen3un-aiboocmeponoso cucmemst (PAAC)

Coobmanoch 0 cilyyasx apTepuaibHOl THIIOTEH3UH, 0OMOPOKE, HMHCYJIbTE, THIIEPKATUEMHH U
HapylIeHHsX (QYHKIMM — 1ouek  (BKIIOYas —OCTPYHO — MOYEYHYIO  HEJOCTAaTOYHOCTH) Yy
BOCIIPHHMYHMBBIX MAIMEHTOB 0COOEHHO TPH OJIHOBPEMEHHOM TPUMEHECHHH C JICKapCTBCHHBIMH
[perapaTamy, KoTopble BIUSIOT Ha 9Ty cnctemy. [Tosromy ssoiinas 61okana PAAC B pesysbTare
couetanus uaruoutopa AIl® ¢ APA Il nim amMcKHpEHOM HE PEKOMEH/TY€TCH.

OjHOBpeMeHHOe TpuMeHenne Haruouropos Alld ¢ npenaparamu, CoJ€pKallMMH aTHCKHPEH,
MPOTHBONOKA3aHO Y IALMEHTOB C CAXapHbIM AMa0eTOM W/UIIH YMEPEHHO# HITH TAKEIOH MOYEYHOM

2

‘negocratounocteio (CK® menee 60 ma/mun/1,73 M° miomaan HOBEPXHOCTH Tejia) M He

PEKOMEH/IyeTCs y JIPYTHX MMalHeHTOB.

OnHOBpeMeHHOE npuMeHeHne HHrHonTopoB Al ¢ aHTaroHUCTaMi peNenTOpoB aHTHOTEH3HHA
(APA II) npoTHBONOKA3aHO y MAIHEHTOR ¢ HA0ETHIECKOH HedpornaTHeil u He PEKOMEH/YeTCs Y
JIPYTHX MAllMEHTOB.

Pacoeasi npunaonesncnocnmo

Wuru6urtopsl AII® waiie BbI3BIBAIOT Pa3BUTHE AHTHOHEBPOTHYECKOIO OTCKa y MAIHCHTOB

HETPOMIHOM Pachl M0 CPaBHEHMIO C MAlMEHTaMU JPYroil PacoBOH NMPHHAUICHKHOCTH. Kak u

npyrue unru6uropsr AIlD, m3uHONpHI MOKET OBITH MeHee 5QPEeKTHBHBIM B CHHKCHUH
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apTepHaIbHOIO JIABJICHHS Y TALMEHTOB HErPPUIHOH paciF X HeAMeRA0S Bcdéddreit) Gonee

BBICOKOH YacTOTBI JIMI[ ¢ HH3KHM YPOBHEM PEHHHA B MOIMYJIAIMH AIMEHTOB HErPOMIHOH pachl,
CTPAJIAIONIMX APTEPHATbHOM THIIEPTCH3HEH.

Kawenw

[lpn npumenennn uHrubutopos AllD orMeuancs Kauielb. Kamienb cyxoii, JUIMTENbHBIH,
KOTOPBIi HCYe3aeT oc/1e MpeKpamenns nedenus uurudutopom AID. [pu muddepenumanbHOM
JMAarHo3e Kaluis Halo yIATHIBATH M Kalllellb, BbI3BAHHbIA npiMenenueM unruduropa AID.
Xupypeuueckoe emeuamenbcmeo/oduas anecmesus

[Tepes XMpyprudeckMM BMEIIATENLCTBOM (BKIIHOYAs CTOMATOJIOIHYECKYIO XHPYPIrHIO) CIIEAyeT
MHMOPMUPOBATH BPAua/aHECTE3MONOra O NPUMEHEHHH HHIHOMTOpA All®. Tlpn oOmupHBIX
XMPYPruyecKuX BMEIIATEILCTBAX, @ TAKKE IIPH MPUMEHEHHH JIPYTHX JICKAPCTBCHHBIX CPE/ICTB,
BEI3BIBAIOIINX CHIDKeHHe AJl, Im3uHONpui, 0j10kupys oOpasoBanue anruotensuna I, moxer
BBI3bIBATH BHIPAXKEHHOE HEMPOrHO3MPyeMoe cHukeHne AJl.

l'unepxanuemus

Uuruburopsr  AII®  Moryt BbI3bIBaThH THICPKAIMEMHIO, TTOCKOJIbKY — OHH MHTHOUPYIOT
BBICBOOOIK/ICHHE A/TBI0CTEPOHA. Y NAIMEHTOB ¢ HOPMAIbHOH ()yHKIHMEH 10YeK yhdext 0ObIaHO
He3HAYMTETbHBIH, 0/IHAKO Y MAIMEHTOB C HApYLICHUAMH (YHKIMHM MOYEK H/HJH y NalMeHTOB,
NPHHUMAIONINX  KAJIMACO/CpKaIe  MUIIEBbie  J100aBKH  (BKIOYas KaJIMico/IepxKaniie
3aMeHMTENM  Coin). KaauiicOeperaiomue — JAMYPETHKH, TPUMETONPUM,  KO-TPHMOKCA307l
[TpumeTonpuM+cyibhameTokcason], 1 0COOCHHO aHTArOHUCTBI ATBIOCTEPOHA HIIH O110KaTOPHI
PelenToOpoB AHIMOTCH3HHA BO3MOKHO BO3HHKHOBCHHE THIICPKATHEMHH. KanuiicOeperatouine
JUMYPETHKH M GJI0KAaTOPbl PELeNTOPOB aHHOTCH3MHA CIIE/lyeT NPHMEHATE ¢ OCTOPOIKHOCTRIO y
ManueHToB, moayyarommx MHruoutopsl AIID, a take ciegyerT KOHTPOIHPOBATEH MOYCHHYIO
(GYHKUMIO M COJICP)KAHHME Kajlusi B ChIBOPOTKE KPOBH. Ecim npuem 1epedrc/ICHHBIX BBIIIE
npernapatos Ha (one jsedenns uHruontTopom AlID npusnaeTcs HEOOX0/IMMBIM, PEKOMEH/TYETCs
peryisipHbIit KOHTPOJIb YPOBHS Kajlisi B ChIBOPOTKE KPOBH.

Iayuenmoi ¢ caxapublm Ouademom

V NalMeHTOB C CAaXapHbIM Ha0eTOM, MPUHUMAIOUMX THIOTIHKEMUYECKHE CpeICTBA HIIH
HHCYJIMH, HEOOXOIMMO TINATEIbHO KOHTPOJIMPOBAaTh YPOBEHb IUIFOKO3bI B KpOBH B TEYeHHE
NepBoro Mecsua jedeHns nuruouropom AID.

Jlumuu

OGBIYHO HE PEKOMEH/TYETCS COUYETATh [IPUEM JIMTHS H JIM3HHOTIPHIIA.

Toxcunou 6o3pacm

VY manuMeHTOB MOXKUIOro Bo3pacra NMpUMCHCHHC CTaHJAAPTHBIX JI03 MPHUBOIHT K OoJjiee BBICOKOH

KOHIEHTPALMH TperiapaTa B KpOBH, 1103ToMy TpedyeTest 0codast 0CTOPOKHOCTB IIPH onpeie/ICHUH
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710361 HECMOTPS Ha TO, YTO Pa3jIMyuuii B MMIOTEH3HBHOM aégé‘%ﬁa%ﬂ?pglréwﬁz%hpm y

MOXHJIBIX H MOJIOJIBIX MALIMEHTOB HE BbISBIICHO.

Tpancnaanmayusi NOYKU

OMNBIT NPUMEHEHHs TH3HHOMPHIIA Y MAIHEHTOB, HEIABHO NEPEHECIINX TPAHCTIIAHTAILHIO MOIKH,
OTCYTCTBYET.

Ankoeone

B mepuoj neueHds HE PEKOMEHJIyeTcs yHOTpeOJsiTh AIKOrOJbHBIC HANHTKH, T.K. 3TaHO]
YCHJIMBAET aHTHIMIIEPTEH3UBHOE JICHCTBUE HHTHOMTOPOB AllD.

Iepeuunblit 2unepanbOOCmMepoHUM

[Ipu MEepBHYHOM THIEPATBAOCTCPOHH3ME THIIOTCH3UBHbIE IPENApaThl, BO3/CHCTBAE KOTOPBIX
OCHOBAHO HA WHIMOMPOBAHMH PEHHMH-AHTMOTEH3WHOBOH CHCTEMbI, 3a4acTyio Hed(pQEeKTHBHE,
1103TOMY TIPHMEHEHHE JIH3HHOIPUIIA HE PEKOMEH/TyeTCH.

Bausinue Ha ¢cnocoOHOCTH YIPABJISTH TPAHCIOPTHBIMH CPE/ICTBAMH, MEXaHH3MAaMH

B mepuos JledeHHs CIEIYyeT BO3JIEPKATLCS OT BOMKIACHHS ABTOTPAHCIIOpPTAa W 3AHATHAMH
MOTEHLMAILHO ONACHBIMH BHIAMH JICATEILHOCTH, TPEOYIOIHMH MOBBIICHHOH KOHIEHTPALHH
BHUMAHHMA U OBICTPOTHI ICHXOMOTOPHBIX PEAKIHMi, TAK KAK BO3MOKHO Pa3BHTHC ¢1ad0CTH HIH
rOJIOBOKPYKEHHUS, OCOOEHHO B Ha4asie Kypca JIeueHus.

®opma BBINYCKA

Tabnerku, S mr, 10 mr, 20 mr.

ITo 14 tabaetok B 6imctep u3 asyxcioiinoi [IBX/TIBJIX nieHKu/amoMHHHEBOH (dosbru.

ITo 1.2, 3 wiu 20 GIHCTEPOB BMECTE C MHCTPYKILMEH 110 PUMEHEHHUIO B KAPTOHHOH NavKe.
YeoBHus XpaHEeHH

[Ipu Temneparype ne Bbie 25 °C.

XpaHuTh B HEJIOCTYITHOM JUIsl JICTCH MeCTe.

Cpok roanocTu

3 roza.

He npuMeHsTh 110¢jIe HCTEYEHHUs CPOKA FOTHOCTH.

YeiioBHs 0OTIYCKA

OTmycKaloT 110 pelenTy.

IMponssourens

Aypobuno ®apma Jlumuren

Moapasznenenue 111, yaactkn No 313 u 314, bauynauim, Bauynamum Manjan, okpyr Meuai-
Mankaukrupu, mrat Tenanrana, Mnjus.

Opranu3anus, NPUHAMAIIAs PETEH3HH 0T NoTpeduTeIeH

AHO "HaumoHabHBIH HayuHblil 1eHTp papmakoHaa3opa”
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105005, Poccus, . MockBa, yi1. baymanckas, 1. o, ¢Tp. 2, yTAR R AspuieObE3 N=4247173)

Ten.: 8-800-777-86-04

AJtpec J1EKTPOHHOM MOYTHIL: adversereaction@drugsafety.ru

Beymuit cnenaiucT 1no perucTpaniu Enumaxosa E.A.




