MHCTPYKLUA

no MeAULIMHCKOMY NPUMEHEHMIO NekapCTBEHHOro npenapara

NEPUHOONPUN

PeructpauvoHHbIit Homep: JICP-009398/09

ToproBoe HaumeHoBaHue: MepuHaoNPUN

MexayHapoAHoe HenaTeHTOBaHHOe HauMEHOBAaHWe: NepUHIoNPUn
JlekapcTBeHHas hopma: TabneTku

CocraB

1 TabneTka copepxuT delicmesyroujee 8ewecmeso: NnepuHaonpuna apeymMuH 4 mr.

BcriomozamernbHble ewecmesa: naktosa (caxap MOMouHbI) — 66,5 Mr; Lennono3a Mukpokpuctannmyeckas — 19,0 Mr, kpaxman KyKypysHblii —
7,0 Mr; noBUAOH (MONUBUHUNNUPPONUAOH) — 2,5 Mr; Markus cteapar — 1,0 mr.

Onucaunue: TabneTku 6enoro nnu nout 6enoro LBeTa, NIOCKOLMIMHAPUYECKON (POPMbI, C PUCKOI C OAHON CTOPOHBI U hacKo C ABYX CTOPOH.
®dapmakoTepaneBTMYecKas rpynna: aHrioTeHsmHnpespallaiollero epmenTa (AMNd) nHrubutop

Kop ATX: [C09AA04]
®dapmakonorvyeckme CBOMCTBa
®apmakoOuHaMuka
MepuHaonpun npeacTasnsieT coboit MHMMBUTOP hepMeHTa, NPeBPaLLAlOLLEro aHIMOTEH3UH | B @aHMMOTEH3WH |l - aHrMoTeH3NHNpeBpaLlatoLLero
depmeHTa (AMN®). AMND, nu kMHMHa3a, SIBNSIETCA 9K30MenTMAA30M, KoTopast OCYLLECTBISET Kak NpeBpalleHne aHrmoTeHauHa | B cocyaocyxusato-
Liee BeLECTBO aHMMOTEH3WH |, Tak 1 paspylueHne 6paavkuHuHa, 0bnaaatoLLero cocyAopacluMpsIoLMM AeACTBUEM, 40 HEaKTUBHOTO renTanenTu-
na.
Mopasnerve AM® NPUBOAUT K CHUKEHUIO COAEPXaHUSA aHrMoTeH3nHa Il B nnasme kpoBu, B pesynbraTe Yero noBbILLAETCH akKTUBHOCTb PEHWUHA B
nnasme KpoBy (BCIIEACTBUE YTHETEHUS OTpULATENbHON 0GPaTHOM CBSA3W, KOTOpast NPENsTCTBYET BLICBOGOXAEHWIO PEHIHA) U CHUKAETCS CeKpeLmst
anbaocTepoHa.
Mockonbky AM® nHakTMBUpyeT GpaankuHnH, nogasneHve Al conpoBoxaaeTCst NOBbILLEHNEM aKTUBHOCTU Kak LIMPKYNPYIOLLEN, Tak U TKaHeBoOW
KannuKpeuH-KUHUHOBOM CUCTEMbI, PU 3TOM aKTUBMPYETCS CUCTEMA NPOCTarnaHauHOB.
MepuHaonpun ymeHbluaeT obLuee nepudepuyeckoe cocyauctoe conpotusrieHne (OMNCC), 4TO NPUBOAMUT K CHIDKEHWIO apTepuanbHOro JaBrneHust
(AL). Mpu aTOM Nepudepuyeckuii KPOBOTOK YCKOPSIETCS, OAHAKO YacToTa cepAeyHbIX cokpalleHuii (YCC) He BospacTaeT.
MepuHgonpun okasbiBaeT TepaneBTUyeckoe AeicTBue Gnarofaps akTMBHOMY MeTabonuTy, nepuHaonpunarty. [ipyrue metabonutel nepuHaonpuna
He OKa3blBatoT MHMMBMpYHoLLero AencTeus Ha AN in vitro.
Knunuyveckas aghgh u
Apmey Hasi f
MepuHaonpun adheKTUBEH B Tepanun apTepuarnbHON rnepTeH3nuy niobor CTeneHmn TsxecTu.
Ha coHe npumeHeHusi npenapata OTMEYaETCs CHUXEHUE Kak CUCTONMYECKOro, Tak W Avactonunyeckoro Al B MOMOXEHUM NauMeHTa «nexay n
«CTOS».
MepuHaonpun ymeHbliaer OMNCC, YTo NPUBOANT K CHKEHWIO Afl, Npy 3TOM nepudepuyeckuin KPOBOTOK yckopsieTcs 6e3 namereHus YCC.
Kak npaBuno, nepuHAoNpun NpUBOAMT K YBENUYEHNIO NOYEYHOTO KPOBOTOKA, CKOPOCTL KIy6O04KOBOI (hUNbTPALIMM MpU 3TOM He U3MEHSIETCS.
AHTUIMNEPTEH3NBHOE [eiicTBME npenapaTta AocTUraeT Makcumyma udepes 4-6 4acoB MOCre OAHOKPATHOTO NMpUema BHYTPb W COXpaHsieTcst B
TeyeHue 24 4acos.
Yepes 24 yaca nocne npuema BHyTpb HabnoaaeTcs BblpaxeHHoe (nopsiaka 87%-100%) octaTouHoe UHrbuposaxue Ard.
MpekpallieHne Tepanum He CONPOBOXAAETCS Pa3BUTUEM CUHAPOMA KOTMEHBbI».
MepuHaonpun okasbiBaeT cocyaopaclumpsiollee AeNCTBUe, CNocoOGCTBYET BOCCTAHOBIIEHMIO 3MACTUYHOCTU KPYMHbLIX apTepui U CTPYKTYpbl
COCYIUCTOM CTEHKM MENKWX apTepuil, a Takke yMEeHbLIAeT runepTpocuio NeBoro xenyaodka. OAHOBPEMEHHOe MpUMEHEHWE TUasuaHbIX
[IMYPETUKOB YCUIIMBAET aHTUIUNEPTEH3UBHbIN achdekT. Kpome aTtoro, koMBUHUpOBaHWe uHrMbutopa AM® W TUasMaHOTO AWypeTuka Takke
NPUBOANT K CHYKEHWIO pUCKa Pa3BUTKSI TUMoOKanueMmun Ha hoHe npruema anypeTukoB.

p 3
MepuHaonpun HopmanuayeT paboTy cepaua, CHKas NpeaHarpysky 1 NOCTHarpy3Ky. Y NauMeHTOB C XPOHUYECKOW CepieHHON HeJ0CTaTOMHOCTbIO
(XCH), nonyyasLumx nepuHAoNpur, Gbino BbISBIEHO:

- CHIWKEHME AaBNEeHUs HaMOMHEHVs! B IEBOM 1 NMPaBOM Xeryaoukax cepaua;

- cHkeHune OMNCC;

- MOBbILLEHWE CEepAIe4YHOro BbIGpOCa 1 YBENNYEHNe CEPAEIHOro NHAEKCa.
WccneposaHue nepuHaonpuna no cpasHeHuio ¢ nnauebo nokasano, 4To uameHenus Afl nocne nepsoro npuema nepuHaoNpuUna y nalumeHToB ¢
XCH (lI-11l doyHKUMOHanbHBI knace no knaccudukauun NYHA), ctatucTuieckn 4OCTOBEPHO HE OTIMYanuCh OT usMeHeHuin Afl, HabnopasLmnxcs
nocne npuema nnaue6o.
Llepe6,
Uep F
Mpy NpumeHeHUn nepuHaonpuna TpetbyTunamuHa no 2-4 Mr/CyTku (3KBUBANEHTHO 2,5-5 Mr nepuHAoNpwUna apruHuHa Wy nepuHaonpuna
To3unara) kak B MOHOTepanuu, Tak 1 B KOMGUHALMW C MHAANaMUIOM, OOHOBPEMEHHO CO CTaHAAPTHOW Tepanuei UHCyNbTa Wnn aptTepuanbHoi
rMNEepPTEH3UN UMK APYTUX NaTONOTMYECKUX COCTOSIHUNA, Y NaLMEHTOB, UMeIoLWMX B aHamHese LepebpoBackynsipHble 3aboneBaHns (MHCYNLT unn
TPaH3UTOPHYIO ULIEMWYECKYIO aTaky) B TeYeHWe NocneAHWX 5 neT, 3HAUUTENbHO CHIKAETCS PUCK BO3HWKHOBEHUSI MOBTOPHOMO WHCYMbTa (Kak
VLLIEMWUYECKOIA, Tak U remMopparuyeckor npupogbl). [JONONHUTENBLHO CHUXAETCA PUCK Pa3BUTUS NETanbHbIX UM NPUBOASLMX K UHBANMUAHOCTW
VHCYNLTOB; OCHOBHbIX CEPAE4HO-COCYANCTbIX OCMOXHEHWN, BKMoYas UHMAPKT MUoKapaa, B TOM 4YuCre C NeTarbHbiM UCXOAOM; AeMeHLuM,
CBSI3aHHOWN C UHCYNBTOM; CePbE3HbIX YXYALIEHUA KOHUTUBHBIX DYHKLWIA.
[laHHble TepaneBTUYeCKVe NpenMyLLecTBa HabnoAATCS KaK Y NaLMEHTOB C apTepuarnbHON rMnepTeH3ueil, Tak 1 npu HopmarnbHom Afl, HesaBucK-
MO OT BO3pacTa, fona, Hanuyus Unu oTCyTCTBUSA caxapHoro AvabeTa v TUNa WHeynbTa.
Ci yeckasi 6one3Hb cepdy, C)
Ha choHe Tepanuu nepuHAONPUIOM TPETOYTUNAMUHOM MO 8 Mr (3KBUBANEHTHO 10 Mr NepuHAONPUNAa apruHUHa UNu NepuHaoNpuna Toaunara) y
nauueHToB co cTabunbHoii MBC oTMeuvaeTcsi CyLIECTBEHHOE CHWXEHWe abGCOMioTHOTO PUCKA OCIOXHEHWW, NPEedyCMOTPEHHbIX OCHOBHBLIM
KpuTEpueM a(pheKTUBHOCTM (CMEPTHOCTbL OT CEepAEYHO-COCYANCTbIX 3aboneBaHunit, YacToTa HedaTanbHOro MHgapkTa Muokapaa Wiunu ocTaHoBKN
cepfua ¢ nocneaytoLeii ycnelHon peaHumaumen) Ha 1,9%. Y naumeHToB, paHee nepeHecLunx HGapKT Muokapaa unm npoueaypy KopoHapHon
peBackynspu3aLmum, CHkeHe abconioTHOTO prcka CocTaBmo 2,2% Mo CpaBHEHMIO C rpynnoii nnaue6o.
®apmakoKuHemuka
BcacbisaHue
Mocrne npuema BHyTpb NEpUHAONPUN GbICTPO BCACLIBAETCS B XKenyA04HO-KMLLIEYHOM TpakTe. MakcumanbHast KOHUEHTpauws (Cp.y) B nnasme Kposu
pocTuraetcs yepes 1 yac, nepuHponpunata — vepes 3-4 yaca. PaBHoBecHasi KoHUeHTpaums (Cs) co3naeTcs Ha 4-e CyTku.
PacnpedeneHue
O6bem pacnpeaeneHus cBo60AHOTO NepuHAoNpUnaTa cocTarnseT npubnuantensHo 0,2 nikr.
Css3b nepuHaonpunarta ¢ 6enkamm nnasmbl KpoBw, rMmasHbIM 06pasom ¢ AMNd, coctaenseT 20% 1 HOCUT [0303aBUCHUMbINA XapaKTep.
Mema6onuam
MepuHaonpun He obnaaaeT hapmMakonornieckon akTMBHOCTLIO. MpnbnuantensHo 27% ot oblero konuyectsa abcopbrupoBaHHOTO NepuHAONpy-
na nonagaeT B KPOBOTOK B BWAE aKTWBHOTO MeTabonuTta nepuHaonpunara. Momumo nepuHaonpunarta, obpasyetcs ele 5 mMetabonutos, He
obnapatoLLyx eLle hapMaKkonorieckoin akTMBHOCTbIO. C,,. NEPUHAOTPUNATa B NNa3me KpoByW JoCTUraeTcs Yepea 3-4 yaca nocrne npyema BHyTpb.
OAHOBPEMEHHbI NpUeM NULLK 3aMeANseT NpespaLleHne NepuHaonpuna B NnepuHaoNpunarT, Takum obpasom, Buss Ha GBUOAOCTYNHOCTb. MoaTomy
npenapar crneayeT NpyHAMaTb BHYTPb 1 pa3 B CyTKU, yTPOM, Nepes NpuemMom NuLLm.
Bbino nokasaHo, YTO 3aBUCUMOCTb MEX/AY A030M NEPUHAONPUIIA U KOHLIEHTPALMEN ero B NnasMe KPOBU HOCUT NINHENHBI XapakTep.
BrigedeHue
MepuHaonpunar BblBOAUTCSA Noykamu. Ty, cCBOGOAHON hpakumm meTabonuTa coctaensiet 3-5 yacoB. «3PPeKTUBHbINY T, COCTaBNSET NPUBIU3N-
TenbHo 17 YacoB, PABHOBECHOE COCTOSIHUE AOCTUraeTCs B TeYEHNe 4 CYTOK.
@PapmakoKuHemuka y omoesibHbIX 2Py nayueHmos
BbiBeeHve nepyrHaonpunaTta 3aMeAneHo B NOXMIIOM BO3pacTe, a Takke Y NaLUeHTOB C CEPAEYHON U NOYEYHON HEAOCTATOYHOCTbIO. [IManuaHbIi
KNUpEeHC nepunaonpunara coctaensiet 70 Mi/MuH.
Y NaUMeHTOB C LIMPPO30M NEYEHU KMEYEHOUHBIN» KIMPEHC NEpPUHAONPUNa YMeHbLUIAeTCs B ABa pasa.

Moka3aHus K NPUMEHEHNI0
- apmepuarnbHasi 2unepmeH3us;
- XpoHuYeckas cepOeqHas HedoCMamo4YHOCMb;
- npoghunakmuka noemopHoO20 UHCYIbma (B cocTaBe KOMBUHUPOBAHHOW Tepanuu ¢ MHAANaMUAOM) Y NaLMEHTOB, NePeHeCLUUX UHCYNLT Unn
TPaH3UTOPHOE HapyLLIEHVNE MO3roBOro KpOBOOGPALLEHNS MO ULLIEMUYECKOMY TUY;
- cmaburnibHas uwemuyeckasi 6onesrb cepdua (MBC): CHWkKeHWe pucka pasBUTUA CEepAEYHO-COCYAUCTLIX OCMOXHEHWA Y NauueHTOB Co
ctabunbHoi VIBC.

MpoTnBonokasaHus

- MoBbILWEHHAs YyBCTBUTENLHOCTbL K NEPUHAONPUIY NN APYriM KOMMOHEHTaM npenapara, a Takke K ApyriMm uHrnbutopam Aro;

- BepemeHHOCTb (cM. pasgen «[puMeHeHre Npy GepeMEHHOCTI U B NEPUOA rpy/IHOrO BCKapMIMBaHUS»);

- Mepuoa rpyaHoro BckapmnmeaHus (cM. pasaen «MpuMeHeHne npy 6epeMeHHOCTY U B NepUoz, rpYAHOMO BCKapMIIMBaHNSA»);

- AHIMOHEBpPOTUYECKNIA OTek (oTek KBIHKE) B aHamMHese, CBA3aHHbI C NpUMeHeHneM uHrnéutopa Arld;

- HacneacTBeHHbIN/MAMONaTUHECKUI aHTMOHEBPOTUHECKUIA OTEK;

- Bospact go 18 net (achpekTMBHOCTL 1 6€30NacHOCTb He YCTaHOBNEHbI);

- HenepeHocumocTb NakToskl, AedUUMT NakTasbl UMW CUHAPOM Tl0KO30-ranakTo3Hon Mansabcopbumnm;

- OQHOBPEMEHHOE MPUMEHEHUE C anuCKUPEHOM U anucKUPeHCOoAepXalyyMy npenaparamit y NauveHToB C caxapHbiM Auabetom w/unu
YMEPEHHBLIMW UMW TSXKENBIMU HAPYLLEHWSIMU (DYHKLIMW NOYEK (CKOPOCTb Kry6oukoBoit dounstpauumn (CKP) meree 60 mn/mun/1,73 M2 nnowwaam
noBepxHOCTV Tena) (cM. pasaen «BsanmopeiicTene ¢ ApyriMi nekapcTBEHHLIMM CPEACTBAMMY);

- OpHOBpeMeHHOE NMPUMEHEHUE C aHTaroHUCTamu peLenTopoB aHrnoTeHauHa Il (APA 1) y nauneHToB ¢ AvabeTtudeckon Hedbponatueir (Cm.
pasgen «Ocobble ykazaHus»).

- OpHOBpeMeHHOe NPUMEHEHUE C MHIMBUTOpamMn HeWTpanbHON SHAOMNEeNTUAA3bl (HanpuMep, ¢ Npenapartamu, coaepxalunummu cakyoutpun) B
CBSI31 C BbICOKMM PUCKOM Pa3BUTUS aHTMOHEBPOTUYECKOTO OTEKa.

C OCTOPOXHOCTBIO:

- PeHoBackynsipHas runepTeH3ausi, ABYCTOPOHHWIA CTEHO3 MOYEYHbIX apTepUil, CTEHO3 apTepui EANHCTBEHHON NOYKN — PUCK Pa3BUTUS TSXKENon
apTepuanbHON MMMNOTEH3UM 1 MOYE4HON HEAOCTATOYHOCTH;

- XCH IV cbyHKuUMoHanbHoro knacca no knaccudumkaumm NYHA, aptepuansHas runoteHsns;

- MoveyHast HeloCTaTOUHOCTb;

- TunoBonemus 1 runoHaTpuemus (BcneacTame 6ecconeBon AVeTbl M/MNKU NpeaLIECTBYIOLLEH Tepanun AnypeTUkamMm, Ananusa, peoTsl, Anapeu),
uepebpoBackynsipHble 3aborneBaHusi (B TOM YMCIe HEAOCTAaTOYHOCTb MO3roBOro kpoBoobpalleHus, MBC, kopoHapHas HeJO0CTaTOYHOCTb) —
PUCK Pa3BUTUS YPE3MEPHOTO CHKeHUs All;

- CTEHO3 aopTarnbHOro UM MUTParbHOrO knanaxa, runeptpoduyeckas 06CTpykTMBHas kapanomvonatus (FTOKMM), remoananus ¢ ucnonbs3oea-
HWEM BbICOKOMPOTOYHbIX MOMMAKPUMHUTPUIOBBLIX MeMBpaH (Hanpumep, AN69®);

- CocTosiHWE Nocne TPaHCMMaHTaLMUN MOYKN — OTCYTCTBYET OMbIT KIMHUYECKOTO NPUMEHEHUS;

- Mepen npoueaypoit acepesa NMNONPOTEMHOB HU3KOW NoTHOcTW (MMHIT), oqHOBpPEMEHHOE NPOBEAEHWNE AeCEHCUBUNU3NPYIOLLE Tepanum
annepreHamm (HanpyMep, SIOM NEePenoHYATOKPbINbIX) — PUCK PA3BUTHS aHAPUNAKTONAHBIX PeakLnii;

- BaboneBaHusi COEANHUTENLHOM TKaHM (B TOM YUCrE CUCTEMHas kpacHas BondyaHka (CKB), cknepogepmusi), yrHeTeHue KOCTHOMO3rOBOrO
KPOBETBOPEHMS Ha (DOHE NpyeMa UMMYHOLEeNpPEeCCaHTOB, annonypuHona Uni NpokanHamuaa — PUCK pasBUTUS arpaHynoLuTo3a 1 HeiiTpone-
HUY;

- Y npeacTaBuTteneit HErpouaHoO packl — PUCK Pa3BUTYSt aHaOUNAKTOUOHBIX peakLui;

- Xupypruyeckoe BMeLLaTenbCTBO (06LLas aHeCTe3ns) — pUck pa3suTus YpeamepHoro Afl;

- CaxapHbilit AnabeT (KOHTPOMb KOHLIEHTPaLWK FIHOKO3bl B KPOBW);

- Munepkanuemus;

- OnHOBPEMEHHbI NpyeM kanuiicGeperaloLyx AMYpPETUKOB, MpenapaTtoB Kanus, Kanuicoaepxallnx 3amMeHnTenen NLLEeBoil Conu 1 NNTUS.

- Y NauneHTOoB C BPOXAEHHbIM AedrLMTOM MH0K030-6-hocaTaernaporeHasbl (cM. pasaen «MoboyHoe aelictauer, «Ocobble ykasaHus»).

Mg npu 6ep TM U B nep rpyaHoro
BepemeHHocmb

Mpu GepeMeHHOCTI NpUMeHeHne npenaparta MepuHAoNpun NPoTUBONOKa3aHo.

B HacTOSALLMI MOMEHT HET HEOMPOBEPXUMbIX 3MNAEMUONIOTMYECKUX AaHHbIX O TEPATOreHHOM pUCKe MpU NpUMeHeHun uHrnbutopos AM® B |
TpumecTpe GepeMeHHOCTU. OAHAKO HeMb3asi UCKIOYUTL HeBOMbLLIOE YBENUYEHNe pUcka BO3HUKHOBEHUS HapYLUEHWUIA pasBUTUS Nnoaa.

Mpy nnaHupoBaHWn GepeMeHHOCT N NpK ee HacTynneHun npenapat [1epuHaoNpUn HEOBXOAMMO OTMEHWUTh Kak MOXHO paHblue W, npu
HeoBX0ANMOCTM, NPOBOAWTL APYrYH0 MUNOTEH3VBHYIO Tepanuio ¢ AokasaHHbLIM Npodunem 6e3onacHoCTU NpUMeHeHNs Npu 6epeMeHHOCTU.
W3BecTHo, uTO BO3AeiicTBUE MHIMBUTOPOB AMNP Ha nnoa Bo Il u Il TpumecTpax 6epeMeHHOCTU MOXKET MPUBOAUTL K HAPYLLUEHUIO ero pPasBUTHS
(CHWKeHVe YHKLMUM NOYEK, ONUIOrMAPaMHUOH, 3aMeasieHne OKOCTEHEHUS KOCTEl Yepena nnojaa) U pasBUTUI0 OCIIOKHEHUIA Y HOBOPOXAEHHbIX
(noYe4Hasi HeJOCTATOMHOCTb, apTepuanbHas rMNoTeH3us, runepkanuemusi). Ecnu Bce ke naumeHTka nonyyana uHrnéutopbl AMN® Bo -l
TpumecTpax GepeMeHHOCTH, To HeoBXOANMO NPOBECTY YNLTPa3BYKOBOE UCCTEA0BaHME NOYEK U KOCTel Yepena nroaa.

HoBopoxaeHHble, MaTepy KOTOpbIX Momnyyan Hrnutopsl AMd Bo Bpemst GepeMeHHOCTH, [OMKHbI HAXOAUTLCS Mo HabMioAeHeM 13-3a pucka
pasBUTUS apTepuanbHON MUNoTEeH3NN.

[Nepuod epydHozo eckapmueaHus

B HacTosALMA MOMEHT He YCTaHOBIIEHO, BbIAENSAETCS N NEPUHAONPUN B rPyAHOE MOOKO. BereacTare oTCyTCTBUS UHOPMALIMKM OTHOCUTENBHO
NPYMEHEHVs1 NMepUHAONpUa B Nepuoz, rpyAHOro BCKapMIT , ero pl He pekomeHayetcs. MpeanoyTUTeNnsLHO NPUMEHATL apyrie
npenapatbl ¢ 6onee n3y4eHHbIM nNpocunem 6e30nNacHoOCT B NepUos rpyAHOMO BCKapMIIMBAHWS, 0COBEHHO NpW BCKapMIMBaHUN HOBOPOXAEHHbIX
VN1 HEZIOHOLLEHHbIX [IETEN.

®DepmurnbHocMb

B AOKNMHUYECKNX UCCNEAoBaHMsX GbINo NOKa3aHO OTCYTCTBME BO3AENCTBUS NEPUHAONPUA Ha PenpoayKTUBHYIO (hyHKLMIO Y KpbIC o6oero nona.

Cnoco6 npumeHeHuns 1 [o3bl

BHyTpb. PekomMeHayeTcst NpUHUMaTL OAWH pa3 B CYTKW, Nepea NPUeMom MULLY, NPEeanoYTUTENBHO YTPOM, He Pa3XeBbIBas.

[losa npenapara nofGupaeTcs MHAVBUAYArLHO S KAXAOTO NaLMEHTa, B 3aBUCUMOCTM OT TSHKECTU 3a6oneBaHus v MHAVBIUAYarnbHOM peakummu Ha
neyeHve.
A

pme I 3ust
Mpenapat MepnuHAONPUIT MOXHO NPUMEHSTE B MOHOTEPANUM U B KOMBUHALIMM C APYMIMUA MMNOTEH3VBHBLIMI NpenapaTtami.
PekomeHyemas HayanbHasi 403a 4 Mr OfVH pa3 B CYTKM, yTPOM.
Y nayueHmos ¢ ebipaxeHHoU akmusauuell peHUH-aHauomeH3UH-anb0ocmepoHosol cucmemsl (PAAC) (ocoBeHHO, npu peHOBacKynsipHO
TUNEPTEH3NM, MMNOBONEMUM /MMM CHKEHUM COAEPXaHUS SNEeKTPONUTOB B Nnaame kpoeu, XCH B cTagum fekoMneHcaumun Unm TSHKeno cTeneHn
apTepuanbHON rMnepTeH3nn) nocne npuema nepeoii 403kl npenapara MoXeT pasBUTLCS BblpaxeHHoe CHbkeHne Afl. B Havane Tepanuu Takve
NauyeHTbl JOMKHbI HAXOANTLCA NOA TLLATENbHBIM MEAULIMHCKUM HabntogeHnem.
PekomeHayemas HauarnbHas 4o3a Anst Takux nauneHToB coctasnset 2 Mr (1/2 Tabnetku 4 mr) B cyTku B 0AMH npuem. B cnyyae HeobxoaumocTtn
uyepes Mecsil, 103a MOXeT 6bITb yBenuyeHa [0 8 mr 1 pas/cyTku.
B Hauane Tepanuu npenapaTtom MepuHAONPUNn MOXeT BO3HWUKHYTb CUMMTOMATUYECcKas apTepuanbHas r1MnoTeHsns. Y NauMeHToB, Nonyyatowmx
[VNYPETUKW, PUCK Pa3BUTUSI apTepuarnbHON rMNOTEH3UN BbilLE B CBS3M C BO3MOXHOW rMNOBONEMUEN N CHKEHUEM COLlepXXaHWs aNIeKTPONUTOB B
kpoBu. CrieayeT cobnioaate OCTOPOXHOCTL NPY NPUMEHEHUM npenapata MepuHaoNpuUn y AaHHOI KaTeropum naLuueHToB.
PekomeHayeTCsi, Mo BO3MOXHOCTM, NPeKpaTUTb NpueM AWypeTukoB 3a 2-3 [OHA [0 Hauana nedeHusi npenapatom [lepuHaonpun (cm. pasgen
«Ocobble ykasaHus»).
Mpy HEBO3MOXHOCTU OTMEHUTL ANYPETVKM HayanbHasi Ao3a npenaparta [epuHgonpun gomkHa cocTasnsaTb 2 mr (1/2 Tabnetku 4 Mr) B cyTku, B
oavH npuem. Mpu 3ToM HeoBXoAM KOHTPOSL Afl, hyHKLIMM NOYEK N COAePXKaHNSA Kanusi B CbIBOPOTKE KPOBU.
B panbHeiiluem gosa npenaparta, Npu Heo6XoaMMOCTW, MOXET GbITb YBENMYEHa, B 3aBUCUMOCTM OT AuHamuku Afl. Mpn Heo6XoaAMMOCTH MOXeT
6bITb BO306HOBNEHA Tepanust ANYPETUKOM.
Y nayueHmos rnoxunozo eo3pacma pekoMeHayemas HadarnbHas CyTodHas aosa — 2 mr (1/2 Tabnetku 4 mr), B oavH npuem. B aanbHeniem yepes
Mecsill 103y MOXHO MOCTENeHHO YBENuYUTL [0 4 Mr B CYTKW W, NPy HeoBXoaMMOCTH, A0 MaKCUMarbHOW — 8 Mr OAuH pa3 B CyTKU C y4eToMm
COCTOSIHMS (PyHKLMM novek (cm. Tabnuuy Net). MakcumanbHas cyTouHas [o3a COCTaBnseT 8 Mr.
XpoHu a. P a
INeyenne naumentos ¢ XCH npenapatom lNepuHaonpun B KoMGUHaLUUK ¢ kanuitHecbeperatoLmm auypeTtukamm n/mnu 6eta-agpeHobnokaropamm
WM ANFOKCMHOM PEKOMEHYETCS HauMHaTb NOZ TLaTeNbHLIM MEAULIMHCKUM HabnioaeHneM, HasHauasi npenapar B fose 2 mr (1/2 Tabnetku 4 mr)
YTPOM, OAVH pa3 B CyTkU. Yepes 2 Helenn A03a MOXET GbiTh yBenuueHa 10 4 Mr B CyTki B OAVH MPUEM MpU YCIIOBUM XOPOLLEN NepeHOCMMOCTH
[103bl 2 MF 1 y[OBIETBOPUTENLHOTO OTBETA Ha NPOBOAUMYIO TEpanuio.
Y nayuermoe ¢ XCH, ¢ noyeyHoli Hedocmamo4YHOCMbIO U CO CKITOHHOCMbIO K 600HO-3/1EKMPONUMHbIM HapyLWEHUsIM (2UoOHampuemusi), a makxe
y nayueHmos, npuHuUMarowux odHo8pemMeHHo duypemuku u/unu ea3odunamamopbi, NeYeHue npenapaTom MNepuHaoNpUN HaunHatT NoA CTPOTUM
MeaULMHCKUM HabnioaeHnem.
Y nayueHmos ¢ 6bICOKUM PUCKOM Pa3sumusi KIUHUYECKU ebipaxeHHOU apmepuarnbHol 2unomeH3uu (Hanpumep, rpu npueme 8bICoKux 903
Ouypemukos), N0 BO3MOXHOCTU, 10 Ha4ana npumeHeHnst npenapara MepuHaonpun Heo6XxoAMMO YCTPaHUTL TMNOBONEMMIO U BOJHO-3MEKTPOINT-
Hble HapylleHns. PekomeHayeTcs nepea Hayanom Tepanuu 1 BO BPEMs €e NpOoBeeHNs TLLaTeNbHO KOHTponupoBaTth Afl, COCTOsiHWE hyHKUWN
NoYek U cofiepXKaHiie Kanus B CbIBOPOTKE KPOBU.
Mpogp P (e J i mep ¢ uHO dom) y P

unu mg P Py Mo: P ) no y muny
Y nauueHToB C LiepebpoBackynsipHbIMM 3abonesaHnsMKU B aHaMHese, Tepanuio npenapaTtom MepuHaonpun cneayet HaunHate ¢ 2 mr (1/2
TabreTkn 4 Mr) B TeYeHWe NepBbIX 2-X Heferb, 3aTeM, NoBbIllast o3y 10 4 Mr B TeYeHNe 2-X Hefiernb A0 NPUMEHEeHUs uHaanammaa.

Tepanuio cnepyeT Ha4nHaTb B nto6oe Bpemsa (OT 2-X Hefenb A0 HECKOSbKNX ﬂeT) nocrne nepeHeceHHoro NHecyneTa.
C 3

Hqeckasn POY
CmabunsHas uwemuyeckas 6onesHs cepoya (MBC): CHWKEHNE prcka pasBUTUS CEPAEHHO-COCYANCTLIX OCMIOXHEHUI Y NALIMEHTOB CO CTabUIbHOM
VBC.

vy nauymeHToB co cTabunbHbIM TeuyeHnem MBC pekoMmeHayemas HadyanbHas fosa npenapara I'IepMHgonpmn cocTtaenseT 4 mr OAWH pa3 B CYTKU.
Yepes 2 Hegenu 103y MOXHO YBENUYNTL [0 8 Mr B CYTKU, MPW YCMOBUM XOPOLLE NePEHOCUMOCTY 103bl 4 M B CYTKM 1 KOHTPOMS (OyHKLMU MOYeK.
TleyeHne nayueHmos noxuno2o 803pacma AOMKHO HAYMHATLCA C 403kl 2 Mr (1/2 TabneTku 4 Mr), KOTOPYIO Yepe3 Heaentio MOXHO YBENUYUTL A0 4
Mr B CYTKW. B ,ElaJ'IbHEﬁLLIeM, npu HeO6XO,ElMMOCTM, eLle Yyepes3 HeJento MOXHO yBenuyuTb 40 8wmre CyTKu C obasarenbHbIM KOHTpOnem q)yHKLlMM
noyek. Y nauneHTOoB NOXMNOro Bo3pacTa 403y npenapaTta MOXHO yBenu4nBaTh TOMbKO Npu XOpOUJeﬁ nepeHoCUMOoCTU npenbl/:lyu_\eﬁ, 6onee HU3KoWM
[,03bl.

Ocobble epynnbl nayueHmos

I'Ipu noyeyHoli HedocmamoyHocmu: Yy nauueHToB C 3aboneBaHNaAMU Novek A03a npenapara I'IepwH;:Loann yCTaHaenueaeTcs B 3aBUCUMOCTU OT
CTeneHN HapyLeHWit chyHKLMM NoYeK (KNMpeHca kpeaTuHuHa). KOHTpOrb COCTOSIHWA naumueHTa obbl4HO BKNoYaeT B cebsi perynspHoe onpeaene-
HWe coAepXXaHua Kanua n KpeaTtuHMHa B CbIBOPOTKE KPOBMW.
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Tab; 1. Josuj penaf Mep pun npu i He!
KnupeHc kpeatunuHa (KK) PekomeHayemas fo3a
oT 60 MN/MUH. 1 BbilLe 4 mr

ot 30 Ao 60 mM/MUH. 2 wmr (1/2 Tabnetkn 4 mr)

ot 15 go 30 mMr/mMuH. 2 mr (1/2 Tabnetku 4 Mr) Yepes eHb

MaumneHTsbl Ha remoauanuae *(KK meHee 15 Mi/MuH.) 2 mr (1/2 Tabnetku 4 Mr) B AeHb Avanusa

* - InanusHelid KNMMpPeHC NnepuHaonpunata cocrasnset 70 Mi/MUH.
Mpenapart MepuHaonpun Heo6xoAnMO NPMHUMATL Nocne NPOBEAEHUst ceaHca Avanusa.
lNpu 3abonesaHusix neyeHU KOppekuus Ao3bl He TpebyeTcs.

Mo6ouHoe peiicTBue

Mpodunb GesonacHocT nepuHaonpuna cornacyercs ¢ npodunem 6esonacHocT uHrMGMTopos AM®. Hambonee yacTbiMW HexenartenbHbIMU
SABMEHUAMU, O KOTOPbIX COOGLLLaJ'IOCb B KITMHUYECKUX UCCNneoBaHUAX U KOTOpble Haﬁ]‘lloﬂa]'ll/icb npu NpUMeHeHuu nepuHaonpuna, ABNAKTCA:
ronoBOKPY>KeHWe, ronosHas 6orb, NapecTeans, BEPTUIO, HapyLUEHWUs 3peHUs, LWyM B yLlax, Ype3mepHoe cHwkeHne A/, kawlenb, ofpiwka, 6onb B
XuBOTe, 3anop, Avapes, HapylweHue BKyca, aucnencus, TolwHoTa, peoTa, KOXHBbIV 3yA, KOXHas Cblifb, CNa3Mbl MbllL U aCTeHUA.

YacToTa pasBuTus HexenartenbHbIX SBNEeHNI knaccuuumpoBaHa B COOTBETCTBUM C pekomMeHaaumsimm BcemmnpHoi opraHusaumm 3gpaBooxpaHe-
HWsi: odeHb YacTo (2 1/10), vacto (= 1/100 u < 1/10), HevacTo (= 1/1000 u < 1/100), peako (21/10000 n < 1/1000), oveHb peako (< 1/10000),
BKIlOYas OTAemNbHble COOBLUEHMS, YacToTa Hen3BeCTHa (He MOXET ObiTb OLiEHEHa Ha OCHOBAHUN UMEIOLLINXCS AaHHbIX).

HapyuieHus co cMopoHbI HEPBHOL CUCMEMbI: 4acmo — rorfloBHast 6ok, NapecTesus, FoNOBOKPY)KEHUE, BEPTUTO; HEYacmo — COHNMBOCTL, 0GMOPOK;
O4YeHb peOKo — CMYTaHHOCTb CO3HaHUA.

HapyweHusi ncuxuku: He4acmo - HapyLUeHWe cHa, NabubHOCTb HaCTPOEHMSI.

HapyuweHusi co CmopOHbI Op2aHa 3PeHUs: Yacmo - HapyLLIEHUS 3pEHNs.

HapyuweHusi co cmopoHbI ope2aHa criyxa U nabupuHMHbIe HapyWeHUsI: 4acmo — LWyM B yLuaXx.

HapyweHusi co cmopoHbl cepdya: Hedacmo — OLLyLLeHVe cepaLebueHns, Taxukapams; oyeHb pedko — CTeHOKapAWst, HapyLLeHUs puTMa cepaua,
I/IHqDapKT Muokapaa, BO3MOXHO, BCreacTene Ehlpa)KeHHOl?l apTepMaJ‘leOﬁ TMNOTEH3UN Y NAaUWEHTOB rpynnbl BbICOKOro pucka (CM. pasgen «Ocobble
yKasaHus»).

HapyweHusi co cmopoHbl cocy008: Yacmo — BbIPAXXEHHOE CHWKEHUE ALl U CBSI3@HHbIE C 3TUM CUMMTOMbI; HEYACcMO - BaCKyIUT; 04eHb PEOKO —
WHCYIBT, BO3MOXHO, BCMNEACTBME BbIPaXEHHON apTepuarnbHOW MMNOTEH3UM Yy NaLUMEHTOB rpynmbl BbICOKOro pucka (cm. pasgen «Ocobble
yKasaHusy).

HapyweHusi co cmopoHbl ObixameribHOU cucmeMbl, op2aHo8 epydHOU Knemku u cpedoCmeHUs: 4acmo — Kallenb, OAbIKa; Heyacmo —
6poHxocnaam; oyeHb PeAKO — 303MHOMUIbHAS MHEBMOHUS, PUHUT.

HapyweHus co cmopoHbI xesy004HO-KUWEYHO20 mpakma: Yyacmo - TOLWHOTa, pBoTa, 60Mb B KMBOTE, HapyleHWe BKyca, AUCNencus, anapes,
3anop; He4yacmo — CyXoCTb CrU3NCTO 060M0YKM NONoCTU pTa; o4YeHb peaKO — NaHKpeaTuT, aHI'I/IOHeBpOTI/IHeCKMVI OTeK KneYyHuKa.

HapyweHusi co CmOpOHbI NEYEHU U XKen4eebiso0auux nymel: o4yeHb pedKo — LMTONUTUYECKUIA UM XONecTaTU4eckuii renatut (cM. pasgen
«Ocobble ykasaHus»).

HapyweHus co cmopoHbI KOXHbIX MOKPOBOE U MOOKOXHLIX MKaHel: 4acmo — KOXHas Cbirb, KOXHbIN 3yA; HEYacmo — aHrMOHeBPOTUYECKUI OTeK
nvua, I'ys, BEPXHUX N HWKHUX KOHEYHOCTEW, CNU3NCTBIX 060]'IOHSK, AA3blKa, rofioCoBbIX CKNagok nwvnu roptaHu (CM. pasgen «Ocobble yKa3aHI/Iﬂ»),
KpanuBHMLA, (DOTOCEHCUBMNM3aLMS, Ny3blpyaTka, MOBbILEHHOE NOTOOTAEeNeHne; pedko — OBOCTpeHWe TeyeHus ncopuasa; o4YeHb Pedko -
MynbTUgOPMHas aputema.

HapyweHun CO CMOPOHbI CKenemHo-MbiweqHol cucmemMsbl U coeOUHUMEsbHOU MKaHU: Yacmo — cnasmbl MbILWL; HeYacmo - apTpanrusa, Mmanrus.
HapyweHun CO CMOPOHbLI MoYeK u MoYegbliOenumeribHoU CUCMeMbI: HeYacmo — novevHas HeAoCTaTOYHOCTb, OYeHb pedKO — OCTpas noye4vHas
HeOCTaTOMHOCTb.

HapyweHusi co cmopoHbI M008bIX OP2aHO8 U MOTOYHOU XKene3bl: He4acmo — APEKTUNbHAsS ANCHDYHKLMS.

O6uwue paccmpolicmea u HapyuweHusl 8 Mecme 88edeHUs: 4acmo - aCTeHWst; Heyacmo — 6onb B rpyAHoOI kneTke, nepudepuyeckue oteku, obliee
HegomoraHue, nuxopagka, nageHus.

HapyweHus co cmopoHbI Kposu U sluMghamuyeckoli CUCMEeMbI: He4acmo — 303MHOMUNNA; O4YeHb PEOKO — CHIDKEHWE reMornobuHa u rematokpuTa,
TpOMﬁOLlMTOI'IeHI/IR, J'IelﬁKOFIeHMR/HeVITpOI‘IeHI/Iﬂ, arpaHynouuTos, naHuuMToneHus, remMonuTu4eckas aHemusa y nauneHToB C BPOXAEHHbIM
nAedununtom rnokoso-6-doctartaernaporeHassl (cm. pasgen «Ocobble ykazaHus»).

HapyweHusi co cmopoHbl 0bMeHa eewecms U NUMaHusi: Heyacmo - TUNornukemust (cM. pasaensl «Ocobble ykazaHusi» u «Bsaumopencteme ¢
APYTMMU NekapCTBEHHbIMW CPeCTBaMM» ), rMnepkanuemus, obpatmas nocne oTMeHbl npenapara (cm. pasaen «Ocobble ykazaHus»), runoHaTpu-
emMus.

l'laﬁopamopr/e U uHcmpymeHmaribHble daHHble: HeYacmo - NoBbllLeHne KOHUEHTpauun Mo4YeBMHbI B CbIBOPOTKE KPOBU U KpeaTUHUHA nnasmbl
KpoBW; peaKO — NOBbILWEHNE aKTUBHOCTU «MNEeYeHOYHbIX» TpaHCamMuHas n 6I/Iﬂl'1py6I/IHa B CbIBOPOTKE KPOBW.

H @ KJIUHUYeCKuUX uccrieGoeaHusix

B uccnegosaHun EUROPA nposogunack perncrTpaums ToNnbKO Cepbe3HbIX HexenaTenbHbIX SBMEHUNA. CepbeSHble HexenaTenbHble ABneHus 6binu
oTmeyeHbl y 16 (0,3%) naumeHTos B rpynne nepuxponpuna ny 12 (0,2%) nauveHToB B rpynne nnaue6o. B rpynne nepuHaonpuna y 6 naumeHTos
6bINO OTMEYEHO BbIpaXXeHHOEe CHWXeHne A,El, ay 3 naymeHToBs — aHFMOHeBpOTMHeCKMﬁ oTek, y 1 nauueHTa — BHe3anHas OoCTaHOBKa cepgua.
Yactota oTMeHbI Npenapara 13-3a Kallns, BblPaXeHHOro CHkeHns ALl nnu apyrix cnyvyaes HenepeHocMMocTu Gbina Beille B rpynne nepuHao-
npuna no cpaBHeHuIo C rpynnoii nnaue6o.

Mepenosnposka

[aHHble 0 Nepeno3vpoBKe NEPUHAONPUNA OrPaHNYEHbI.

Cumnmomel: BblpaXXeHHOEe CHWXeHue Aﬂ, LWOK, HapylweHUs BOAHO-3NEKTPONUTHOro GanaHca (rVII'IepKaJ'II/IeMI/Iﬂ, I'VII'IOHanMeMI/IR), noye4yHasi
He[oCTaTOMHOCTb, FMNEePBEHTUNALMS, Taxukapaus, ollylleHne cepauebuenns, 6paankapaus, ronoBOKpYKeHWe, TpeBora, Kallesb.

JleyeHue: Mepbl HEOTNOXHON MOMOLLN CBOAATCA K BblBEAEHUIO NpenapaTa U3 opraHn3ma: NpoMbIBaHUIO Xernyaka wunm I'IpMéMy aKTMBMpOBaHHOIo
yrmns ¢ nocneayrLwmnmM BOCCTaHOBNEHEM BOAHO-3MNEKTPONNTHOIO GanaHca.

I'Ipm BbIP2XXEHHOM CHWXEeHUn A,El — npuaate NauyueHTy ropu3oHTanbHOE MONoXeHne C NPUMNOAHATLIMWA HOramu U NPoOBECTU MepornpuaTuUa no
BOCMNOJSIHEeHMI0 o6bema LmpkynupytoLlen kposu (OLIK). MokasaHo BHyTpuBeHHOe BBeaeHve 0,9% pactBopa HaTpus xnopuaa. Mpu HeobxoaumocTu
BO3MOXHO BHYTpMBEHHOE BBEAEHNE aﬂb(ba»a[:[peHOMMMeTMKOB.

Mpun pa3suTUK BbipaxeHHo Bpaavkapavuy, He nogaaloLlLencs nekapcTBEHHOM Tepanuu (B T.4. aTPONMHOM), MOXeT noTpeboBaTbcsi NOCTaHOBKA
WCKYyCCTBEHHOro BOAUTENSA puUTMa. HSOGXOFU/IMO MOCTOAHHO KOHTPONUPOBATb XXWU3HEHHO BaXHble q.)yHKLlI/II/I N KOHUEHTpauuw KpeaTuHuHa u
coaepXaHus 3r1IeKTPONMTOB B CbIBOPOTKE KpoBW. MepuHaonpunart, akTUBHbLIN MeTabonuT nepuHaonpuna, MoXeT ObiTb yaaneH U3 CUCTEMHOrO
KpOBOTOKa MeToqoM remoguanusa.

B3aumopeiicTeMe C ApyrvMM NEKapCTBEHHbIMM CpeACcTBaMMU
J1 o 8bl:

HekoTopble nekapcTBeHHble npenapatbl Apyrux hapMakonorMyecknx KnaccoB MOryT NOBbILATL PUCK Pa3BUTUS TMNepKanueMmmn: anuckupeH 1
anuckupeHcoaepxalluue npenaparsl, Conu kanus, kanuiicbeperatoime AnypeTukn, UHrMouTops! AMN®, aHTaroHUCTbI peLenTopoB aHr1oTeHsunHa Il
(APA 1), HecTepouaHble NpoTUBOBOCTanUTenbHble npenapatsl (HMBI), renapuH, UMMyHoAenpeccaHTbl, Takue kak LIMKIIOCNOPUH UM Takponumyc,
TpuMeTOonpuM. CoyeTaH1e 3TVX NeKapCTBEHHbIX NPenapaTos NoBbILLIAET PUCK rinepKanuemmm.

[pomueornoka3aHHbie KOM6UHaUUU

Heolinas 6nokada PAAC

Y naumeHTOoB ¢ caxapHblM ANabeToM U/Wnn yMepeHHbIMU 1IN TSHKEMNbIMU HapyLUEHWsIMU (hyHKLMKM nodek (CKD meHee 60 mn/muH/1,73 M? nnowaau
NOBEPXHOCTM Tena) Bo3pacTaeT puck runepkanuemum, yxyaweHns yHKLMM NoYeK N NOBbILLIEHUS YacTOTbl CepAeYHO-COCYANCTOl 3aboneBaemo-
CTV 1 CMEpTHOCTU.

MpoTuBONOKa3aHO COBMECTHOE MpUMEHeHWe WHrMbuTopoB AlM® (BKMOYas NEPUHAONPUN) C arMCKUPEHOM U NIeKapCTBEHHLIMU CpeacTBamu,
coaepKallyMu anuck1peH, Y NaLUyeHTOB C caxapHbIM A1abeToM U/Mnu yMepeHHbIMU UM TSHKENbIMU HapyLLeHUsiMK hyHKUMK nodek (CK® meHee
60 mMn/mMuH/1,73 M2 noLLaam NOBEPXHOCTY TeNa) U He PEKOMEHYETCs Y APYrvX NaunNeHToB.

B nutepatype coobLUanock, YTo y MaLMEHTOB C YCTAHOBMEHHbIM aTepoCKNepoTUHEckUM 3aboneBaHeM, CepAeUHO HEAOCTATOMHOCTBIO UK
caxapHblM uMabeTom C nopaxeHWem OpraHoB-MULLEHEN, OofHOBpeMeHHast Tepanus uHrubutopom AM® n APA |l cBssaHa ¢ Gonee BbICOKOiA
4acToTON PasBUTWUSI apTepuanbHOW MUMOTEH3WUM, OBMOpOKa, rnepkanMeMun U yXyAleHUst (PYHKUMM Mouek (BKIKYasi OCTPYK MOYEYHYIo
He[oCTaTOMHOCTb) MO CPAaBHEHMIO C NPUMEHEHWEM TOMbKO OAHOrO npenapara, Bnusioero Ha PAAC.

MpoTuBONoKaszaHo OAHOBPEMEHHOE NpUMeHeHKe uHiMGnuTopos Ald (Bkntoyas nepuHaonpun) c APA Il y nauueHTos ¢ anabeTtnyeckoi HedpponaTu-
€l N He PEKOMEH/IYEeTCs! Y [IPYr1X NaLUEeHTOB.

HepekomeHdyemble kom6uHauuu

Heolinas 6nokada PAAC

Y NauMeHTOB, HE UMEIOLLMX CaxapHOro Anabeta UnM HapylleHWsi hyHKLUW NOYEK, BO3MOXHO MOBbILIEHWE pUCKa rMNepKanuemMuu, yxyaweHus
(hYHKLMM NOYEK 1 MOBBILLEHNS YACTOTbI CEPAEYHO-COCYANCTO 3a60neBaeMoCTy 1 CMEPTHOCTY.

[BoiHas 6rnokaga PAAC (Hanpumep, npu codeTaHun uHrnéutopa AMN® c APA Il unu anuckupeHom) AomkHa ObiTb orpaHu4eHa oTaenbHbIMU
CIy4asMu ¢ TLIATENbHbIM MOHUTOPUHIOM (PYHKLMM NoYeK, copepxanus kanus u ALl

Acmpamycmux

OpHoBpeMeHHOe NPpUMEHEHNE MOXET NPUBECTM K MOBbILLEHUIO pycka NOBOYHbIX AhHEKTOB, TaKUX Kak aHTMOHEBPOTUYECKMNIA OTEK.

K. i P W duyp F F kanusi, icod: i conu u dpy P
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OpHoBpeMeHHOE MpuMeHeHne UHrMbnuTopos AMN® ¢ kanuiicGeperaiolwymm AMypeTrkamm (TakKM1 Kak CIMPOHOMAKTOH, SNMEPEHOH, TpUamMTEePEH,
amunopuz), npenaparamu Kanusi, kanuicoaepXalymm 3aMeHNTeNsMIN NULLEBO CONW 1 APYrIMI NIeKapCTBEHHLIMM NpenapaTami, CnoCoGHLIMI
YBENuUMBaTh CoflepXaHne Kanus B CbIBOPOTKE KPOBW, MOXET NPUBOANTL K rUNepKanueMmm (C BO3MOXHBIM NETarnbHbIM UCXO0M), 0COBEHHO Npu
HapyLleHun yHKUMM novek (AononHuTenbHble ahdekTbl, CBA3aHHbIe C runepkanuemuent). CoyetaHne nepuHAonpuna C BbllLeyKa3aHHbIMU
NeKkapCTBEHHbIMW NpenapaTamu He PeKOMEHZYeTCs.

Ecnu, Tem He MeHee, O[JHOBPEMEHHOE MPUMEHEHWe MoKasaHo, WX CrieflyeT NpUMeHsiTb, cobmniogas Mepbl NPeAoCTOPOXHOCTU W PerynsipHo
KOHTPOMNUpYsl COAepXaHUe Kanusi B CbiIBOPOTKE KpoBU. OCOBEHHOCTU MPUMEHEHUS CIMPOHONAKTOHA MPY CEPAEYHON HEAOCTAaTOYHOCTU ONUCaHbI
[fianee no Tekcry.

Mpenapamsb! numusi

Mpu 0AHOBPEMEHHOM NPUMEHEHUM NpenapaToB NUTUA U UHMMBMTOPoB AP MOXET OTMeYaTbLCH 0bpaTMOoe yBENMYEHNE KOHLEHTpaUWn NnTus B
CbIBOPOTKE KPOBU 1 CBSI3aHHbIE C 3TUM TOKcUyeckue achpekTbl. OfHOBPEMEHHOE NPUMEHEHIe NepUHAONPUA U NPenapaToB NUTUS He PEKOMEH-
nyetcs. MNpu HeoBXoAMMOCTY NPOBEAEHUS Takoi Tepanuu crneayeT NPOBOAUTL PEryNsPHLIA KOHTPOSTb KOHLIEHTPALMM NUTUS B Na3me KPOBU.
Kom6urnauuu, komopeie mpe6yrom oco6oi ocmopoxHocmu
I yeckue cped (uHcyauH u P Ons1 np ympe)

MpuMeHeHne UHIMBUTOPOB AM® U TUNOMMUKEMUYECKUX CPEACTB MOXET YCUNUTL MUMOMMUKEMUYECKU 3th(DEKT UHCYMUHA U MUMOTNIMKEMUYECKIX
CPEeACTB ANs Npuema BHYTPb BNOTb 40 pasBUTUA runornnkemun. Kak npaBurno, ato HabniofaeTcs B nepBble Heaenu NpoBeaeHNst OHOBPEMEHHO
Tepanuy 1y NaLUMeHTOB C HapyLUeH1eM yHKLIMN MOYeK.

BaknogheH

YeunuBaeT aHTUrMnepTeHanBHbI apcekT uHrbutopos AMd. Criegyet TlaTenbHO KOHTpoONMpoBaTb ypoBeHb Afl 1, B crydae HeobxoanmocTy,
[103VPOBKY rMNOTEH3UBHLIX NPenapaTos.

Kanui 3,
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Y nauveHToB, NOnyYaloLmx AMYyPETUKN, 0COGEHHO BbIBOASILLME XUAKOCTb W/MNK CONKU, B Ha4arne Tepanum NepuHaonpunom Moxet Habnoaatbes
4Ype3MepHoe CHWxXeHune A,U,, PUCK pas3BUTUSA KOTOPOro MOXHO YMEHbLUMTbL MyTEM OTMEHbl AUYPEeTUYeCKOro cpencTtsa, BOCNOSIHEHMEM noTepu
JKWMOKOCTW UMK coreii nepes, Ha4yanom Tepanuu NepuHAoNPUNoM, a Takke NPUMeHeHVeM NepuHAoNpUna B HU3KOM A03e C AanbHENLIMM NocTeneH-
HbIM eé yBenuyeHnem.

Mpu NpUMEHeHU AnypPETUKOB NPY XPOHUYECKON CepAEeYHO HEA0CTAaTOMHOCTY UHIMBMTOP AM® fommKeH BbiTb Ha3HaYeH B HU3KOWN 103€e, BO3MOXHO
nocrne ymeHbLleHUsa A03bl NPUMEHSeMOro OAHOBPEMEHHO Kanw}iHecﬁepera»ou.(ero AnypeTuka. Bo Bcex cnyyasx q)yHKLlMﬂ noyek (KOHLLSHTpaLlI/Iﬂ

KpeaTUHWHA) [OSKHA KOHTPONMPOBATLCA B NepBble HeAenu NpUMeHeHns NHrmbutopos AMd.
Kanuii i} ( )
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lNpumeHeHue annepeHoHa unu criupoHonakmoHa e dosax om 12,5 0o 50 me e cymku u Huskux 003 uHaubumopa Al®: npu Tepanun XCH II-IV
dhyHKUMOHankLHoro knacca no knaccudukauunn NYHA ¢ dpakuueii BeiGpoca nesoro xenyaodka meHee 40% 1 paHee NPUMEHSIBLUMMNCS UHIMBNTO-
pamu AT 1 «netnesbIMUY AUYPETUKAMMU, CYLLECTBYET PUCK runepkanuemMmm (C BO3MOXHbBIM feTasribHbIM UCX0A0M), 0COBEHHO B Cryyae Hecobnio-
[leHnsl pekOMeHAALMI OTHOCUTENLHO 3TOi KOMBUHALMM NpenapaTtos.

Mepen npuMeHeHMeM AaHHON KOMGMHALMK NeKapCTBEHHbIX NpenapaToB, He06xoaAMMO y6eanuTLCA B OTCYTCTBUM MMNEpKanMeMnn 1 HapyLLeHuit
DYHKLMM NOoYeK.

PekomeHyeTcs perynsipHO KOHTPONMPOBAaTh KOHLIEHTPALIMIO KpeaTUHUHA U Kanus B KPOBU: eXeHeaernbHO B NepBblil MECSIL|, TEpanuu 1 exemecsy-
HO B NocneayLeM.
o, 3

P P P (HMBIM), eknroyas 1-2 (Or-2)
u ebicoKue 03bl 0] = Y )
OpHoBpeMeHHoe npuMeHeHne uHrmbutopos AM® c HIMBIM (aueTuncanuuunosas kMcnoTa B [03e, OKasblBalolen NpoTUBOBOCNANUTENbLHOE
fAenictaue, MHMGMTOpbl LIOM-2 1 HecenekTnsHble HIMBIT), MOXET NPUBECTU K CHUDKEHUIO aHTUMMMEPTEH3VUBHOTO AeCcTBUS UHrM6uTopos AMd.
OpHoBpeMeHHoe npumMeHeHne nHrmbuTopos AMN® u HIMBIM MOXeT NPUBOANTSL K YXYALWEHUIO (DYHKLIMM NoYeK, BKNoYas pa3sBuTne OCTPON NOYeYHO
HE[JOCTAaTOHHOCTV U YBENUYEHUIO COAEPXKaHWs Kanusi B CbIBOPOTKE KPOBU, OCOBGEHHO Y MaLMEHTOB CO CHUKEHHOM chyHKLMeln nodek. Cnegyet
cobntogaTh OCTOPOXHOCTb MPU Ha3HAYEHUM [JaHHON KOMBUHALMKM, OCOBEHHO Y MOXMIbIX NaUMEHTOB. MaLneHTbl AOIKHbI NonyyaTh afaekBaTHoe
KOMNMYECTBO XUAKOCTU. PeKOMeHAYeTCA TLIATeNbHO KOHTPONMPOBaTh (DYHKLIMIO MOYEK, Kak B Hayarne feveHus, Tak 1 B NpoLecce NeveHus.
Kom6urauuu. komopeie mpe6yrom onpedesieHHOlU 0cmopoXxHocmu
T penaf u 8a30d f
AHTUIMNEPTEH3VNBHBIN 3eKT NepUHAONPUIA MOXET YCUNMBATLCS NPU OAHOBPEMEHHOM NPUMEHEHUN C APYTMUW TUNOTEH3MBHBIMU, COCyAopac-
LUMPSIOLLMMU CPEACTBaMM, BKIHOUAsH HUTPaATbl KOPOTKOTO U MPOMOHIMPOBAHHOTO JeCTBUS.
3 3 -

P u cped 0Ons obujeli aHecme3suu

O/:(HospemeHHoe npumMmeHeHue ¢ MHI’VIGI/ITOpaMI/I AlM® moxeT NpUBOAUTL K YCUINTEHUIO aHTUTUNEPTEH3UBHOIO AelﬁCTBMR.

Cumnamomumemuku

Anbga- v 6eTa-aApeHOMUMETUKM (CUMNATOMUMETUKN) MOTYT OCnabnsaTe aHTUrUNepTeH3BHOE AencTBue UHrMbuTopos AlMd. Mpu npumMeHeHUUn
nono6Hoit KoMBUHaLMKM cneayeT perynspHo oueHnBaTh aphekTUBHOCTL MHrMGUTOopoB AMN®.

A O 6 O

P ( P

P P P f /
MepuHaonpun MOXHO KOMGWHMPOBaTL C aLETUNCANMUWUIOBON KUCINIOTOW (B Ka4yecTBE aHTWarperaHTHOro CpeacTsa), TPOMOGONUTUYECKUMM
cpeacTBamu, 6eta-agpeHobnokatopamu U/unu HATpaTamu.

Mpenapamsbi 3010ma

Mpu npumeHeHun uHrMGUTOpoB AM®, B TOM YuCne MEpUHAONpUNa, MauueHTamu, NonyvaroLyMM BHYTPUBEHHO npenapat 3oroTa (HaTpus
aypoTnomanar), 6bin onMcaH CMMNTOMOKOMMNIEKC, BKKOYAIOLMIA B CeBS rMnepemMuto KoXu nuua, TOLWHOTY, PBOTY, apTepuarbHYo r1MnoTeH3uo.

mTOR ian Target of Rapamycin — e wux) (

MYC, CUPOSIUMYC, 38€POJIUMYC)

Y NauneHToB, NPUHUMAIOLLVMX OAHOBPEMEHHO UHMMGBUTOPLI AT 1 MHrMGUTOPLI MTOR (TEMCHMPONUMYC, CUPONUMYC, 3BEPONUMYC), HaGMAaNnoCch
yBernuyeH1e YacToThbl Pa3BUTUS aHMMOHEBPOTUYECKOTO OTeka.

7] o] dasbl IV muna (4rn-iv) ( ) P

eundaznunmun)
Y nauveHTOB, MPUHUMABLUMX OAHOBPEMEHHO MHMMGUTOpLI AP K MHrMBUTOPLI AunenTuaunnenTuaasbl IV Tuna (FMUNTWHLI), Habnoganock
yBenu4yeHve 4actoTbl Pa3BUTUS aHTMOHEBPOTUYECKOro OTeKa.

7] J (my HOU 3HO! 3b1 (H3I)

CoobLuanock o NoBbILLEHHOM PUCKe PasBUTUS aHIMOHEBPOTUYECKOTO OTeKa Npy OAHOBPEMEHHOM NPUMEHEHWUN HrbuTopos AMNd 1 pauekagoTpu-
na (MHrMbutopa aHkedanuHassl).

Mpu oaHOBPEMEHHOM NPUMEHEeHUN MHIMBUTOPOB AMN® ¢ NnekapcTBEHHbLIMK NpenapaTamu, coaepXalLumn cakybumpus (MHrMbUTop HenpunuauHa),
BO3pacTaeT pUCK pa3BUTUA aHMIMOHEBPOTUYECKOro OTeKa, B CBA3U C YeM, OHOBP o€ np y npenaparoB NPOTUBOMNOKa3aHo.
WHrnbutopsl AP cneayeT HasHayaTb He paHee, Yem Yepes 36 4YacoB Nnocne OTMEHbI NpenapaTtos, cogepXallumx cakyouTpun. MpoTueonokasaHo
Ha3Ha4YeHue npenapartos, coAepxXaliunx CaKyGVITpI/IJ'I, nauyueHTam, nony4arowmnm I/IHI'I/IGI/ITOpr A|-|®, a Takke B TedeHue 36 4acoB Mocre OTMeHb!
WHrMénTopos AM®.

T pbI nna.

B OGCepBaLlVIOHHbIX nccnefoBaHuAX BbisiBNeHa MOBbIWEHHaA 4YactoTa pa3BUTUA aHIMOHEeBPOTUYECKOro OTeKa y MauueHToB, MPUHUMAaBLUNX
I/IHI'MGVITOpr AI'Id), nocne npuMeHeHusi antennasbl Ansa TpOMGOJ'II/ITI/IHeCKOI;I Tepanuu UWeMU4ecKoro UHCynbTa.

Ocobble yka3aHus

CmabuneHas M6C

Mpu paseuTUM 3nn3oaa HeCTaBUNbLHOM CTEHOKApPAUM (3HAUNTENBHOTO UK HET) B TEHEHWEe NepBOro MecsLa Tepanuy npenapatom MepuHgonpun
HeoBX0ANMO OLIEHUTb COOTHOLLEHE MOMb3a/pUCK NPY TePanu1 AaHHbIM NpenapaToM.

ApmepuarbHasi 2urnomeH3usi

WHrnbutopbl AM® mMoryT Bbi3BaTb peskoe CHibkeHue All. Y nauveHTOB C HEOCIIOXHEHHON apTepuanbHON runepTeHsnen cumnToMaTnyeckas
apTepuarnbHasi TMNoTeH3nst pa3BUBaAETCS PEaKo.

Puck upeamepHoro cHwkeHus AJl NOBbILIEH Y NALMEHTOB CO CHUXEHHbIM 06bemoM Lmpkynupytolen kpoeu (OLIK), 4To MoXeT oTmeyaTbes Ha
¢hoHe Tepanuu AvypeTukamu, npu cobrnioaeHnn cTporoii GecconeBoii AneTbl, reMoavnanuaa, a Takke Npu auapee Unu peoTe, UMK C TSHKENON
PEHWH-3aBNCUMON apTepuanbHON runepTeHanen (M. pasaensl «BsaumopeiicTBue € ApyrMM NekapcTBEHHbIMU cpeacTBamuy, «MoboyHoe
AencTBre»).

CumnTomaTnyeckas apTepuanbHas rmnoTeH3ns MoXeT HabmnioaaTbCs y NALMEHTOB C KIMHUYECKUMU NPOSIBIEHUSIMIA CEPAEYHOI HEJ0CTAaTOYHOCTH,
KaK Npy HanM4yuu ConyTCTBYIOLLIEN NOYEYHO HEJOCTATOMHOCTM, TaKk U NPU €€ OTCYTCTBUM.

Haunbonee 4acTo BbipaxeHHas apTepuanbHas runoTeH3ns MOXET pa3BUTLCS Y NauMeHToB ¢ Gonee Tsaxenon XCH, npuHMMaoWmX «netTnesbiey»
[MYPETUKM B BbICOKUX [103aX, @ Takxke Ha (hoHe rMoHaTpUeMU1 UM NOYEYHON HEAOCTATOYHOCTU. DTUM NaLMeHTamM pekoMeHAYeTCs TLiaTenbHoe
MeuLMHCKoe HabnioaeH e B Hayase Tepaniy 1 Npu TUTPOBaHUM 403 Npenapata MepuHaonpun. MoaoGHbIN NOAXOA NPUMEHSIETCA U Y NaLIMEHTOB
CO CTeHoKapaven 1 LiepeGpoBackynsipHbIMU 3a60NeBaHNsIMU, Y KOTOPbIX BbIPaXeHHasi apTepuarbHas rMnoTeH3Nst MOXKET MPUBECTU K HAapKTY
MU1oKapaa Ui HapyLLIEHUIO MO3rOBOrO KPOBOOGPaLLIEHMS.

B cnyuae passuTvs apTepuarnbHON rMNoTEH3UM HeOBXOAUMO NpUAATh NALMEHTY TOPU3OHTANbHOE MOMOXEHWE C NPUMNOAHSTLIMIA HOraMu, U Npu
HeobXxoaMMocCTn BBECTU BHYTpMBEeHHO 0,9% pacTBop HaTpus xnopuaa ans ysenuuenns OLIK.

TpaHauTopHasi apTepuarnbHasi TUMOTEH3Ns He SIBMSIETCS MpOTUBOMOKasaHneM Ans AanbHeliwein Tepanuu. Mocne BocctaHoenewus OLIK u ALl
neyeHne MoXeT GbITb NPOAOIKEHO NPU YCOBUM TLIATENLHOTO noAdopa 103kl Npenapara.

Y HekoTOpbIX NauneHToB ¢ XCH 1 HopmarnbHbIM Unu Hu3kum ALl Bo Bpemsi Tepanum npenapatom MepuHAonpun MoXeT NpoU3oiATH AOMOMHUTENb-
Hoe cHwxeHne AL. OToT adhdekT oxmaaem U 0bbl4HO He SBMSETCA OCHOBaHWMEM [Ans OTMeHbl npenaparta. Ecnu aprepuanbHas rvMnoteHsus
COMPOBOXAAETCS KIMHUYECKUMI MPOSIBNEHUSIMI, MOXET NoTpe6oBaThCs yMeHbLUEHNE [03bl UNK OTMeHa npenapara MepuHgonpun.
MumpanbHsbili cmeHos/aopmarnbHbil cmeHo3/2unepmpoghuyeckass obcmpykmusHasi kapouomuonamus

MepuHaoNpun, Kak U Apyrue MHrMGUTOpbl AM®, NOMKEH C OCTOPOXHOCTbLIO Ha3Ha4aTbCs NaLyeHTam ¢ 06CTPYKLMEN BbIXOAHOMO TpaKTa NeBoro
Xenyaouka (aopTtanbHblil CTEHO3, runepTpoduyeckas o6CTPYKTUBHAA KapAMOMUONaTHst), a Takke NauveHTaM ¢ MUTpasnbHbIM CTEHO30M.
HapyweHue gyHkyuu noyek

Y nauueHToB C NouyeyHoit HepgoctatodHocTbio (KK meHee 60 mn/mMuH) HavanbHas Aosa npenapata MepuHaonpun gomkHa 6biTb nogobpaHa B
cootsetcTBuM ¢ KK (cM. pasaen «Cnoco6 NpuMeHeHUs 1 [103bl») 1 3aTeM — B 3aBUCUMOCTY OT TepaneBTUYecKoro oTeeTa. [Ins Takux naLuueHToB
HeoBXoaMM perynapHbIA KOHTPOIb COAEPXKaHWS Kanusa 1 KOHLEHTPaLWK KpeaTuHUHA B CbiIBOPOTKe KpoBy (CM. pasaen «MoboyHoe aeiicTere).

Y NauMEeHTOB C CUMNTOMATUYECKOI CEepAEUHOI HEOCTATOHHOCTbLIO apTepuarbHas MNoTeH3us, PasBUBaLOLLAsCS B HAYanbHOM nepuoge Tepanuu
nHrnbuTopamu Ard, MOXET NPUBECTU K YXYALLIEHUIO (DYHKLINM NOYEK.

Y Takux nauMeHTOB WHOTAAa OTMeYanuch Criydan pa3BuTus OCTPOI NOYEYHOI HEJOCTATOMHOCTH, 0BbIYHO 0BPaTUMON.

Y HEKOTOpbIX MNaLMEHTOB C ABYCTOPOHHNM CTEHO30M MOYEYHbLIX apTEPUIA UM CTEHO30M NOYEYHO apTepui eANHCTBEHHO NOYKK (0COBEHHO npu
Han14mm1 NoYeyHoON HeJOCTaTOHHOCTH) Ha (hoHe Tepanun UHMMGUTopamu Al OTMeYanoch NoBbILLEHUE CbIBOPOTOMHOM KOHLIEHTPALIMM MOYEBUHbI
W KpeaTuHWHa, obpaTuMoe nocrne OTMeHbl Tepanuu. Y NauueHTOB C PEHOBACKYNAPHOW rMnepTeHsnen Ha oHe Tepanun nHrubutopamu AMNd
CyLLECTBYET MOBbILLEHHbI PUCK PA3BUTUSI TSXKENOW apTepuanbHON MMMNOTEH3UM U NOYEYHO HEAOCTATOYHOCTU. JleUeHe Takux NaLMeHToB AOIKHO
HauYMHaTLCA Nof, TLATerNbHbIM MEANLIMHCKUM HabniofeHneM, C Marnbix 403 Npenapata v Npu AarnbHeilwem afekBaTHoM noadope 4o3bl. B TeyeHve
nepBbiX HeAenb Tepanuu npenapatom MepuHAoNpUn HeoGXOAMMO OTMEHUTL AUYPETUHECKUE CPEACTBA U PErynsipHO KOHTPONMPOBaTh (DYHKLMIO
noyex.

Y HeKOTOpbIX MAaLWEHTOB C apTepuasnbHO rMNepTeHaVen, Mpu HanuuMu paHee He BbISIBEHHOW MOYEYHON HE[OCTAaTO4HOCTH, OCOGEHHO Npu
CONyTCTBYIOLLEA Tepanuu AuypeTukamu, OTMEeYanoch He3HauUTerbHOe U BPeMEHHOe NOBbILIEHNE KOHLIEHTPaLUN MOYEBUHbI U KpeaTWHUHA B
CbIBOPOTKe KpOBU. B aTOM Cnyyae pekomMeHayeTcs yMeHbLUeHe [103bl Npenapata MeprHaonpun Wunu oTMeHa AMypeTuieckoro CpeacTsa.
lFemoduanus

Y NauneHToB, HaXOASLMXCA Ha Ananu3e ¢ UCMornb3oBaHNEM BbICOKOMPOTOUHbIX MemMBpaH (Hanpumep, AN69®), 1 NpUHUMAIOLLIMX OJHOBPEMEHHO
WHIM6UTOPLI AT®, BbLINO OTMEYEHO HECKONBKO CryyYaes Pa3BUTUA CTOMKMX, YTPOXKAIOLLMX XN3HU aHadunakTuiyeckux peakumi. MNpu Heobxogumo-
CTV NpOBeAeHUsi reMoAuani3a Heo6XoaMMO UCMOMNb30BaTh APYroi TUM MeMBpaH.

TpaHcnnaHmayus noyku

OnbIT NpUMeHeHUsi Npenapata MepuHAONPYN y NALMEHTOB C HEJABHO NEPEHECEHHO TPaHCNMaHTaLyel NoYKn OTCyTCTBYET.

oy Has 4yyecmel 0CMb, aH2LUOHEe8POMuUYecKul omex

Mpu npueme nHrMGUTOPOB AM®, B TOM YMCTIe M NEPUHAOTPUNA, B PEKUX CIy4asix MOXET HabMioAaTbCsl pa3BUTUE aHTMOHEBPOTUYECKOTO OTeka
nmua, KOHeYHoCTen, ry6, CrmM3ncTbIx 0Bonoyek, A3blka, ronocoBbIX CKMaAok Uunu roptann (cM. pasaen «MoboyHoe aeicTBue»).

OTO COCTOSIHME MOXET Pa3BUTLCS B M0G0 MOMEHT neqeHusi. [pu pasBUTUM aHTMOHEBPOTUYECKOTO OTeKa feYeHne [JOMKHO HEMEAMNEHHO BbiTh
NpeKpaLLeHo, NaUUeHT JOMKEH HaxoaUTbCA MO MEAULIMHCKUM HabmniofeHMem A0 MOSHOro 1cYe3HoBEHWs cumnTomoB. Ecnn otek 3aTparvBaert
TOMBLKO NULIO U yGbl, TO €70 NPOSIBEHNS! OBLIYHO NPOXOAAT CAMOCTOSITENBHO, XOTS! NS NIEYEHWUSI CUMMTOMOB MOTYT MPUMEHSITLCS! aHTUTMCTaMMUH-
Hble cpeacTea. OTek s3blka, roNOCOBLIX CKMNAAOK UMK FOPTaHN MOXET NPUBECTU K OGCTPYKUMM AbIXaTeNbHbIX NyTel. AHIMOHEBPOTUYECKUA OTEK,
COMPOBOXAAIOLMACS OTEKOM TOPTaHU, MOXET MPUBECTU K neTanbHOMy ucxody. [pu pasBUTUM aHTMOHEBPOTUYECKOTO OTeka HeoBXoAMMO
HemMeaneHHO NOAKOXHO BBECTM anuHedpuH (aapeHanuH) n obecnevnTb NPOXoAUMOCTb AblXaTenbHbIX nyTei. MauneHT AoMmKeH HaxoaNTLCA Nof,
MeAULMHCKAM HaBniogeHeM A0 MOSHOTO U CTOMKOTO MCHE3HOBEHUS! CUMMTOMOB.

Y nauveHToB ¢ oTekoM KBUHKE B aHaMHe3e, He CBA3aHHbIM C NpYeMOM MHIMEMTopoB AMN®, MOXeT GbITb NOBLILLEH PUCK Er0 Pa3BUTUSI NPU Npueme
npenapartos 3Toi rpynbl (CM. pasaen «MpoT1BonokasaHus»).

B penkux cnyyasx Ha hoHe Tepanuu uHrnoutopamm Arld pas3snBaeTcs aHrMOHEBPOTUHECKUI OTEK KULLIeYHMKa. Mpn 3TOM Y NaLMEHTOB OTMeYaeTcst
60rb B XXMBOTE Kak U30MMPOBaHHbIV CUMMTOM UMW B COYETAHUM C TOLLHOTOW U PBOTOIA, B HEKOTOPbIX CryyasiX, 6e3 Npe/LIEeCTBYIOLLEro aHMMOHEBPO-
TUYECKOro OTeka nuua v npu HopmanbHoM ypoeHe C1-acTepasbl. [JnarHo3 ycTaHaBnNMBaETCA C NOMOLLbIO KOMMLIOTEPHO TOMOorpadum GproLLHO
obnacTu, ynsTpa3ByKoBOrO UCCNEAOBaHUS UM B MOMEHT XMPYPriieckoro BMellaTenscTea. CUMNTOMbI UCHE3aloT Nocrne NpekpalleHns npuema
nHrnbuTopos AM®. Moatomy y nauneHToB ¢ 60Mbio0 B 06nacTy Xu1BoTa, NONy4YaoLmx MHrMbutopsl AMN®, npy nposeaeHnn anddepeHunansHo
[IMarHoCTVKN HeOBXOANMO YYNTbLIBATb BOSMOXHOCTL Pa3BUTUS aHTMOHEBPOTUYECKOTO OTeKa KULLEYHMKa (CM. pasaen «Mo6ouHoe aencTBue).
CosmecmHoe npumeHeHue ¢ uHaubumopamu mTOR (mammalian Target of Rapamycin — MuweHb panamuyuHa 6 Kriemkax MiaeKonumaroujux),
Hanpumep, TEMCUPONMMYCOM, CUPONIIMYCOM, 3BEPONMMYCOM, PaLeKafoTPUIOM (MHTMGUTOP 3HKeanuHasbl, PUMEHSIEMbIN AN NEYeHUst OCTPO
[Anapen), 3CTPaMyCTUHOM.

Y nauueHToB, OAHOBPEMEHHO MOMyyalLWMX Tepanuio UHrMGUTopamun mTOR, palekagoTpUnom, 3CTPaMyCTUHOM, MOXET MOBbILIATHCS PUCK
PasBUTMA aHIMOHEBPOTUYECKOrO OTeka (Hanpumep, OTeK AblXaTerbHbIX NyTei Unu A3bika ¢ HapylweHneM yHKUUU AbixaHua unu 6e3 Hero) (cm.
pasnen «BsaumopgeicTaure ¢ ApyriMu nekapCTBEHHLIMI CPEACTBAMMY ).

AHacbunakmouOHsle peakyuu 80 8pems nposedeHus npouedypsl aghepesa sunonpomeuHos Huskoti nnomHocmu (J1MHMMN-agepesa)

B pepkux cnyvasix y nauueHToB, nonyyatowmx nHrmbutopsl ArM®, npu nposeaeHuy npoueaypbl adepesa JIMHIM ¢ ucnonb3oBaHnem AekcTpaH
cynbbata MOryT pasBMBaTLCA YrpoXalolime Xu3HU aHacunakTomaHble peakuvu. [Ans npeaoTepalleHns aHaunakTonaHoi peakuun cneayer
BPEMEHHO NpekpaTUTb Tepanuio uHrMéutopom AlNd nepep kaxaoii npoLieaypon adpepesa.

AHachunakmuyeckue peakyuu rpu npogedeHuu deceHcubunusayuu

MmeloTcst oTAenbHble COOBLIEHUS O Pas3BUTMM ANUTEMNbHbIX, YTPOXAKLIMX KU3HW aHathUNakTOMAHbIX Peakuuid y NauueHTOB, MOMyyarLmx
WHrM6KTOPLI AT BO Bpems AeCeHCUBUNU3NpYLoLLei Tepanun, HanpuMep, SA0M NEPEnOHYaATOKPbINbIX HAaCeKOMbIX. MHrmbuTtopsl AMNd Heobxoaw-
MO NPUMEHSITb C OCTOPOXHOCTBIO Y NALMEHTOB, NPEAPACTONOKEHHBIX K annepriieckum peakLusiv, NpoxXoAsyX NpoLeaypbl AeceHcbunmuaanmm.
Cnepnyet usberaTb npumeHeHus uHrmbutopos AM® y naumeHTOB, NOMyYaOLWMX UMMYHOTEPANWIO NYENUHLIM AA0M. TeM He MeHee, [aHHOW
peakLun MOXHO n3bexarb MyTem BPeMeHHO OTMeHbl MHMBuTopa AM® Ao Havana npoLeaypbl AeCeHCMBUNM3aLmni.

HapyweHue gyHkuuu neveHu

B peakux cnyvasx Ha hoHe npuema WHrMGUTOpoB AP BO3HMKAET XonecTaTudyeckasi kentyxa. [pu MporpeccupoBaHWM 3TOro CUHApOMA
pa3BnBaeTcs (yNbMUHAHTHBIA HEKPO3 NEYEHM, MHOTAA C NeTarnbHbIM MCXOA0M. MexaHn3M pasBuTUS 3TOTO CUHAPOMA HESICEH.

Ecnu Bo Bpemsi npuema uHruGuTopa Al nosiBNsieTcs XenTyxa Wiy HaGmioAaeTcsi MOBbILIEHWE aKTUBHOCTU «NEYEHOYHbIX» (DEPMEHTOB,
WHrMbuTop AM® cneayert HEMEASIEHHO OTMEHUTL, @ NALMEHT JOMKEH HAaX0AUTLCA NoJ TLAaTenNbHbIM HabnoaeHem. Takke HeobxoanMo NpoBecTH
cooTBeTCTBYyIoLIee obcnenosaHne (cM. pasaen «Mo6oyHoe AeincTBUEY).

HelimponeHrus, aepaHynouumos, mpom6ouumoneHus, aHemusi

Y nauueHToB Ha ¢poHe Tepanuu uHrnbuTopamu AP Gbinu OTMEYeHb! Cryyan pasBUTUSI HEMTPONEHWUW, arpaHyrnoLuTo3a, TPOMBOLMTONEHUN U
aHemun. Tpyu HOpManbHOM (YHKUMKM MOYeK B OTCYTCTBME [PYrUX OCMOXHEHWA HelTponeHus passuBaetcs peako. [Npenapat MepuHgonpun
HeoBX0ANMO C O4YeHb GOMbLLOI OCTOPOXHOCTLIO NPUMEHSITL Y MALMEHTOB C CUCTEMHBIMU 3aGONEBaHNUSIMU COEAVNHUTENLHON TKaHW (Hanpumep,
CKB, cknepoaepmus), 0O4HOBPEMEHHO MOSTyHaoLLMX UMMYHOAEMNPECCUBHYIO TEpanuio, ansionypuHON UK NpokamHamua, a Takke npu KOMGUHUpo-
BaHWM BCEX MepEeYMCreHHbIX (HakToOpoB, OCOBEHHO NpK CYLIECTBYIOLLEM HapyLUEHUN (YHKLMK MOYeK. Y Takux NaLueHTOB BO3MOXHO pasBuUTUe
TSOKENbIX MHMDEKLMIA, YCTOMUMBBLIX K MHTEHCUBHOM aHTUBMOTUKOTepanuu. Mpu nposeaeHUn Tepanun npenapatom MepuHOONPUI y NaLMeHToB C
BbILLEMNEPEYNCTIEHHbIMU (haKTOpamMi PEKOMEHAYETCS MEepPUOAUYECKN KOHTPONMPOBATb KOMMYECTBO NIEMKOLMTOB B KPOBU M MNpedynpexaarb
nauveHTa o HeobxoaAMMOCTH MHCOPMMPOBATL Bpaya O NosIBNEHUN NoGbIX CUMNTOMOB MHeKLMM, HanpumMep, 6onb B ropne, nuxopaaka.
BmHudeckue pasnuyusi

CrieayeT yuuTbIBaTh, YTO Y NALMEHTOB HEMPOWAHON Packl PUCK Pa3BUTUS aHTMOHEBPOTUYECKOro oTeka Goree BbICOK. Kak 1 Apyrie UHrMbuTops!
AN, MepuHaonpun MeHee 3PEKTUBEH B OTHOLLEHWM CHUXeHUs ALl y NaLMEHTOB HErPOUAHOI pachbl.

[laHHbIN achheKkT BOIMOXHO CBA3aH C BbIpaXXeHHbIM NpeobnagaHneM HU3KOPEHWHOBOTO cTaTyca y NauneHTOB HErpouaHON packl C apTepuanbHoi
runepTeHanen.

Kawernb

Ha coHe Tepanum uHruGutopamm AM® MoXeT pasBUTLCS CyXOW Kallerb, KOTOPbI MpekpallaeTcs nocne OTMeHbl npenapara. ATo creayeT
yuuTbIBaTL NPU AnddepeHLmansHon AnarHocTuke Katuns.

Xupypauydeckoe 8Mewamernbcmeo u obwasi aHecme3ausi

Y nauueHToB, COCTOSIHUE KOTOpbIX TpebyeT OBLUMPHOrO XWMpypruyeckoro BMellaTenbcTBa Unu npoeeaeHus oblueit aHecTeswuy npenapatamu,
BbI3bIBAIOLLVMU apTepuasnbHyt TUNOTEH3No, MHIMGUTOpbl AM®, BKNOYas NepuHAONpUn, MoryT 6rokupoBaTh 0Gpa3oBaHne aHr1oTeHaunHa |l npu
KOMMEHCaTOPHOM BbICBOGOX/AEHUN peHnHa. 3a CyTKu 10 XMPYPruyecKkoro BMellaTenscTea Tepanuio nHrubutopamu Ard Heobxoanmo OTMEHUTL.
Ecnu uHrvbutop AM® OTMEHWTb HEBO3MOXHO, TO apTepuanbHas rMNoTEH3Wsi, pasBUBAIOLLASCS MO OMUCAHHOMY MEXaHW3My, MOXET ObiTb
ckoppekTuposaHa yeenuyeHnem OLIK. Heobxoammo npeaynpeanTs Xvpypra/aHecTeanonora o ToM, YTO NauneHT NpuHUMaeT NHrnbutopsl A,
lunepkanuemusi

Ha coHe Tepanum unrnbutopamu AM®, Bknovas NepuHOONPUI, Y HEKOTOPbLIX NaLWEHTOB MOXET MOBLILATLCA COAepXaHue Kanus B KPOBW.
dakTopamu prcka runepkanueMiun SBRsOTCS NOYEHHast HeJOCTAaTOHHOCTb, BO3PACT cTaplue 70 NeT, caxapHblit AnabeT, HEKOTOPbIE COMyTCTBYIO-
LUMe COCTOSHWS (aermapataums, ocTpas cepaeyHas HefoCTaTouHOCTb, MeTabonuyeckuii aumnaos), oAHOBPEMEHHbI Npuem kanuiicbeperaroLmnx
[MyPETUKOB (TaKVX Kak CTIMPOHOIAKTOH 1 €ro MpOU3BOAHOE 3MNEPEHOH, TPUaMTEPEH, aMUIIOpVA), @ Takke NpenapaTos Kanus UNu kanuicoaepxa-
LLIMX 3aMeHUTENeN NULLIEBON CONMW, a Takke NPUMEHEeHNe ApYriX NpenapaTtos, CocoBCTBYIOLLMX NOBbLILIEHWIO COAEPXaHNS Kanus B niasme KpoBu
(Hanpumep, renapuH). MpuUMeHeHVe npenapaTtoB Kamusi, KanuiicGeperalLmMx AMypeTUKOB, KanuiCoaepkallux 3aMeHuTernei NULLEBON Comu
MOJXET NMPUBECTY K 3HAUUTENBHOMY NOBBILLIEHUIO COMIEPXaHUS Kanus B KPOBU, 0COBEHHO Y NaLIMEHTOB CO CHKEHHO thyHKLMel noyek. Mnepkanu-
eMUsi MOXET MPUBECTU K CEPbE3HbIM, MHOMAA (PaTanbHbIM HapyLLIEHUSIM CepAeYHOro puTMa. Ecnu HeoBXxoaum ofHOBPEMEHHbIN NMpUeM NepuHao-
npuna u ykasaHHblx BbllUE NPenapartos, NIeYeHne JOMKHO NPOBOAUTLCS C OCTOPOXHOCTLIO Ha (hOHE PerynsipHOro KOHTPOMS CoAepXaHus Kanus B
CbIBOPOTKe KpoBU (CM. pasgen «BsaumogencTene ¢ ApyriMu NekapCTBEHHbLIMM CPECTBAMMY ).

CaxapHblli duabem

Y nauueHToB C caxapHbIM AMaGETOM, MPUHUMAILLUX FMNOTNKEMUYECKUE CPeACTBa AMsi NPYeMa BHYTPb UK UHCYNVH, B TEHEHWe NepBoro MecsiLa
Tepanuu uHrubutopamu ArNd® HeobxoaMMO PerynsipHo KOHTPONMPOBATb KOHLIEHTPALMIO MOKO3bl B KPOBU (CM. pasgen «Bsaumopeiicteue ¢
[PYrMU NEKapCTBEHHBIMU CPEACTBAMUY).

IMpenapamsi numus

OpHoBpeMeHHOe NpUMeHeHue npenapara MepuHaonpun 1 NpenapaToB NUTUSt He pekoMeHayeTcst (cM. pasaen «BsaumopeicTeue ¢ apyrumu
NekapCTBEHHbLIMI CPeCTBAMMY ).

Kanuticbepezarowue duypemuku, npenapamsi Kanusi, kanuticodepxawue 3ameHumenu nuuiesol conu u nuujessie dobasku

He pekomeHayeTcs ofHOBpeMeHHOe NpuMeHeHne npenapata MepuHaonpun u kanuicbeperatoLLmx AnypeTukoB, a Takke npenapaTos Kanus u
Kanuicoaepxallnx 3aMmeHnTeneil NiLeBoii conu (cM. pasaen «BaaumopeiicTere ¢ ApYriMn NEKapCTBEHHBIMU CPEACTBAMMY ).

[eoliHas 6riokada PAAC

EcTb AaHHble, CBUAETENLCTBYIOLWME O TOM, YTO COBMECTHOE MpuMeHeHue uHrmbutopos AM®, APA Il unu anuckvpeHa (MHrMGuTopa peHuHa)
NOBbILIAET PUCK PA3BUTUS apTepuaribHOM TMNOTEH3NY, TuNepkanuemMmnn U HapyLleHns (yHKUMM noyek (BKIoYas OCTPYH MOYEYHYI0 HeJocTaTou-
HocTb). Takum o6pasom, ABoiiHas 6rokaga PAAC nyTem COBMECTHOTO MpUMeHeHus nHrmbutopos AMN®, APA Il unu anuckupeHa He pekoMeHaoBa-
Ha (cm. pa3aen «BsaumopneincTemne ¢ Apyrumn nekapCcTBEHHLIMU cpeacTBammuy). Ecnu Tepanus ¢ NOMOLLbIO ABOHON Briokaabl ABnseTcs abeoniot-
HO HeOBXOAVMOM, ee crieflyeT NPOBOANTD TOMBLKO MOA CTPOMMM MEAMLIMHCKUM KOHTPOMEM U NPY PErynsipHOM KOHTpOne tyHKLUN MOYeK, Coaepka-
HWSA 3neKkTponuToB B kposu n ALl

AnNUCKUPeH u anuckupeHcodepxaujue rpenapamai

MpoTVBONOKa3aHO OAHOBPEMEHHOe NpuUMeHeHe npenapata MepuHAONPU Y MaLMEHTOB C CaxapHbIM AVAGETOM UMMM yMEpeHHLIMU nnu
TSOKENbIMUA HapyLIeHUsiMU oyHKUMM noyek (CKP meHee 60 mn/mMuH/1,73 M? nnowjaau MNoBepxXHOCTW Tera) W He PeKoMEeHAyeTcs Yy ApYrux
NaLMeHToB: BO3pacTaeT pUCK runepkanuemnm, yXyaleHns yHKUMM NoYeK W NOBbILEHUS YacTOTbl CepAeYHO-CoCYANCTO 3aborneBaemMocTn n
CMepTHOCTU.

MpoTuBonokasaHo npumeHeHne nHrMbuTopos AM® c APA Il y nauveHToB ¢ Anabetnyeckoit Hedponaten U He PEeKOMEHAyeTcs y ApYrux
nauueHToB (cM. pasgen «poTuBonokasaHus»).

[Hecbuyum anroko3o-6-gpocchamdeeudpoeeHasbl

Y NauneHToB C BPOXAEHHBIM AednLIMTOM rMoko30-6-hocdataernaporeHasbl OTMeUeHb! €UHNYHBIE CIy4an pa3BUTUS FeMONUTUYECKON aHeMUM
(cm. paspen «Mo6oyHoe aeiicTBre).

BnusiHne Ha cnoco6HOCTb ynpaensaTb TPAHCMNOPTHbIMKU CpeACTBaMU, MeéXaHUu3MmamMu

I'IpenapaT I'IepMH/:(onpmn cneayeTr C OCTOPOXHOCTbIO MPUMEHATb nauueHTam, ynpasnsalowuMm asTOTPaAHCNOPTOM U 3aHMMalWUMcsa Buaamu
NeATeNnbHOCTH, TPEOYIOLMMN NOBLILIEHHOW KOHLEHTPALMN BHUMaHUS M ObICTPON peakuuu, B CBS3U C OMACHOCTbIO PasBUTUA apTepuanbHoi
TMNOTEH3UN U TONOBOKPYXEHUS.

®dopma Bbinycka

Tabnetku 4 mr.

Mo 10, 30 TabneTok B KOHTYPHYIO SIHEMKOBYHO YMaKOBKY U3 NMNEHKU MONIMBUHUIXIIOPUAHON U (DOMbrn antoMUHUEBON NEYATHON NaKMPOBAHHON.

Mo 30, 50 unun 100 TabneTok B 6aHku U3 NonuaTtuneHTepedTanara Ans NekapcTBEHHbIX CPEACTB MU NONUNPONUIEHOBbLIE ANt NeKapCTBEHHbIX
CpeacTB, yKyNopeHHbIe KpbILWKaMu U3 NONU3TUeHa BbICOKOro AaBneHnsa ¢ KOHTPOneM nepeoro BCKPbITUSA, UNKU KPbILLKaMW NONUNPONUNEHOBbLIMA C
cucTemon «H2XaTb-NOBEPHYTb» UMK KPbILLKaMK U3 NONNITUIIEHA HNU3KOro AaBNEeHNA C KOHTPOEM NepBOro BCKPbITUSA.

OpHy 6aHky Unu 1 unu 3 KOHTYPHbIX SIHENKOBbLIX YNaKoBOK BMECTE C MHCTPYKLIMEN MO NMPUMEHEHMIO MOMELLAIOT B KAPTOHHYIO YMakoBKy (Mayky).

YcnoBus XpaHeHus
XpaHWTb B CyXOM, 3alLMLLEHHOM OT CBETa MecTe, Npu Temneparype He Bbile 25 °C.
XpaHuTb B HEAOCTYNHOM ANS AeTen MecTe.

Cpok rogHocTn
3 ropa. He npvMeHsATb Nocrne UCTeYeHnst cpoka rofHoOCTU.

Ycnosua otnycka
OTnyckatoT no peLenTy.

[epxaTenb perncTpauMoHHOro yAoCToBef nnp Tenb
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