HHCTPYKIIMUA
ITO MEJUITMHCKOMY ITPUMEHEHHNIO JIEKAPCTBEHHOI'O ITPEITAPATA

JImzuHonpwia PeneBast

PerucrpaiimoHHbIII HOMep:

T oproBoe HaveHoBaHue: JIn3uHONpHI PeHepai

MexayHapoaHoe HellaTeHTOBAHHOe HAUMeHOBAaHNe: JIN3UHOIIPHII

JlexapcTrBeHHast popma: TabIeTKH

CocTaB Ha ofHY Ta0JIeTKY

Heticmsyrowgee 6ewygecmeo: NU3MHONPWIA Jurujapat — 2,73 mr, 5,46 mr, 10,92 mr, 21,84 mr
(B mepecuetre Ha gusuHonpmia — 2,50 mr, 5,00 mr, 10,00 mr, 20,00 Mmr); ecnomocamenvruvie
gewecmea:  Kanblusa  ruapodocdar, MaHHHUTOJN, KpaxXmall  KYKYpPY3HBIH,  Kpaxmai
MIPEKESITATUHU3UPOBAHHBIM, MarHUs cTeapaT

Onucanue

Kpyriesie miockomwiMHApHUYecKue TalJdeTKu Oeioro wiM mouTd Oenoro npeta ¢ ¢ackod H
PUCKOU.

dapmakoTepaneBTHYeCKasi TPYIIAa: aHTHOTCH3UHIpeBpamatomero d¢epmenta (AlID)
HHTHAOHTOP.

Kox ATX: C09AA03

dapmakosoruiecKue cBoicTBa

Dapmaxoounamuxa

Mexanuzm oeticmens

JluzuHonpun  MHTHOHMPYET (epMeHT NeNTHIWINSNTHIA3y (AaHTHOTSH3UHIIPEBPANIAOIHMA
depment  (AIID)), KoOTOphIM  KaTaIM3UpyeT  MpeBpalleHHe  aHTHOTeH3WHa | B
Ba30KOHCTPUKTOPHBIN MeNTHA, aHTHOTeH3UH [I. AHrnoTeHsuH Il Takke CTUMYJIUPYET CEKPEIHIO
aJpIoCTepoHa KOpoM HaAmodeuHukoB. HHruGupoBanue AlID nOpHBOOUT K CHIIKESHHUIO
KOHIICHTpalluii aHruoTeH3uHa I, B pesyibTaTe 4ero CHUIKASTCSl Ba3olpeccopHasi aKTUBHOCTh H
YMEHBINASTCA CeKpelusi aibjJocTepoHa. CHHKEHUE TMOCISAHET0 MOXKET TPHUBOJUTH K
VBEJIMUSHUIO COJCPIKAHUSI KAJIHsl B CHIBOPOTKE KPOBH.

Knunuuecxas s¢ppexmuenocms u 6€30nacHoCHs

o Apmepuanvras cunepmensus

Cunraercs, 4YTO B OCHOBE MEXaHU3MA, I[OCPEJACTBOM KOTOPOTO JIU3MHOINPHUI CHHKAET
apTepuajibHoe JaBieHue (AJ[) JeKUT, mNpekae BCEro, YrHETEHHWE pPEHUH-aHTHOTEH3HH-

aﬂbﬂOCTepOHOBOﬁ CHCTCMbI, JIM3HHOIIPHII CHHXKACT AI[ JaKE Y IMAJUCHTOB C apTepHaanoﬁ
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TUIEPTeH3UEH ¢ HU3KOM KOHIEHTpalHeH peHHHA. AH"(B %ﬁ&ﬁ%@“}?ﬁ%%g I:If, :tf;gﬂhléh'ry,

KOTOpBIM pazpymiaer OpaJUKUHUH, SIBJISIONIUNCS MOIIMHBIM Ba30/IMJIATATOPHBIM TIETITHOM.
JIuzuHONPUI MPEIATCTBYET JAeTpalaliuu OpaJTUKUHUHA.

Hauyanmo aHTHTHIIEpTCH3UBHOTO JeHCTBHUS — uepe3 1 yac. MakcumanbHbil 3¢ dekt HabmrogaeTes
yepes 6-7 HacoB W coxpaHseTcsl B TeueHHe 24 dacoB. [IpogoinkuTenbHOCTH dddekTa Takke
3aBUCHUT OT BEJHMUYMHBI J03bl. [Ipu aprepuanbHol runepreHzuu >PpQekT oTMedaeTcs B MepBbIe
JHU IIOoCie Hauvajla JICUeHHWs, cTaOWIbHOe JeHCTBHE paszBHBaeTcsl uepe3 1-2 mecsama. Ilpu
JUTHTETLHOM TIPUMEHEHUH JIM3HHONPWI YMEHbIIAeT BRIPAXKCHHOCTh THIEPTpoPUH MHOKapaa H
CTeHOK apTepuil pesucTHBHOTO Tuma. IIpu peskolt oTMeHe IH3MHONpHIA He HalIromaeTcs
BBIPA)KCHHOTO MOBbINIEHUs Al

o XpoHnuueckas cepOeuHas HeOOCMAamoOUHOCHIb

Bnusnue nuzuHompuia Ha 3abojieBaeMocTh UM cMepTHocTh mpu XCH Obuto m3yueHo myTeM
CpPaBHEHHUs BBICOKOW M HU3KOHM J03bl JU3HHOIpHWIA (32,5 mMr win 35 MI OJMH pa3 B JIeHb &
2,5 Mr WK 5 MT OJIMH pa3 B JIeHb) IIPH CPeAHEM MEePHO/Ie MOCICAYIONET0 HAOIIO/ICHUS, PABHBIM
46 wmecsmaMm (Ui BBDKHMBIIMX HaIMeHToB). Bbicokas [go3a Ju3uHONpHa olecleduBaia
12 % cHMKEeHHME pUCKA 10 KOMOMHHUPOBAHHOW KOHEUHOM TOUKEe: CMEPTHOCTh OT BCEX NMPUUUH H
rocrnuTanmzanusa mo Bcem npuuumHam (p = 0,002) u 8 % cHUIKEHUE pHUCKAa CMEpPTH OT BCEX
MPUYUH U TOCIHTAIHM3AINHN 10 TIOBOJY CepJeuHO-cocyaucToro 3adosepanust (p = 0,036) mo
CpaBHEHMIO C HH3KoW mo030H. Habmiomgamoch CHUKEHHE pHCKA CMEPTH OT BCeX MPUYHH
(8%; p=0,128) u cmept OT cepaeuHo-cocyaucToro 3adosepanusi (10 %; p=0,073). B
PETPOCIIEKTHUBHOM aHAJIM3e KOJIMYECTBO rocnutainsanui mno npuunne XCH cHusmiocs Ha 24 %
(p=0,002) y nmanWeHTOB, TOJYUYaBIIUX BBICOKHE JO03bl JIM3UHOMpPHUIA IO CPAaBHEHHUIO C
MalUeHTAMH, MOJYYAaBIIUMH HH3KHE J03bl. OOmme mnpoduin HEKeIaTebHBIX SBJICHUH Y
MAIMEHTOR, MOJYYABIIUX BBHICOKHE WJIM HU3KHE J03bl JIM3UHONpPHIA, ObUIM CXOKHUMH KakK IIO
XapakTepy, Tak M IO KOJHMYECTBeHHBbIM mapameTpaM. [IporHozupyembie HekeIaTe/IbHbIE
SIBJICHUSI, BOZHUKINHUE B pe3yibTaTe HHruOHpoBanusi AII®, Takue kak apTepHaibHas THIOTEH3US
WK HapylieHHe (QYHKIUHU MOYEK, XOpPOIIO IOJJIaBAJIUCh KOPPEKIUH U PEJIKO MPUBOJHIN K
oTMeHe JieueHMs. Karmienb peke BCTpedaics y TMAallMEHTOB, IMOJYUYABIIUX BBICOKHE JO3BI
JIU3UHOIIPUJIA, YeM Y MMAIIUEHTOB, MOJYYABIIUX HUBKHUE JT03bL.

HNurubutopsl AII® ymIHHSIIOT TPOJOJDKATEILHOCTD JKH3HU y narnuenToB ¢ XCH, zamemsitor
MporpeccHpoBanne JTUCPYHKIUH JICBOTO JKEJIYyJAOUYKa Y TMAIHCHTOB, TEPEHECHINX HH(ApPKT
MHOKap/ia 63 KIMHUYSCKUX MPOSIBJICHUHN Cep/IeUHON HEJOCTATOYHOCTH.

o  Ocmpulii uHghapxm Muoxapoa

JluzuHompun  yiydmiaeT  KpOBOCHAOKeHHME  HMIIEMU3UPOBAHHOTO  MHoKapaa.  OlleHka

3(peKTUBHOCTH U Ge30TACHOCTH JU3HHOIpHIA (10 10 MI/CYyTKH) IPOBOIMIACH Y MAIUSHTOB C
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ocTphiM HHpapkTOM MHOKapaa (OHUM). Jluzusonpu, &Qghéﬂ.e‘fe%%*ﬂﬁé}%ﬁéél S4bA tocre

OHUM, B TeueHue 6 HeAenb NPUBOJMI K CTATHCTHUSCKH 3HAUMMOMY CHIDKEHHIO OOIIeH
cmeptHOCTH Ha 11 % (2p = 0,03).

o Juabemuueckasn Heponamus

[Tomumo cHmkeHuss AJl JNH3UHONPWI YMEHBINAeT albOyMHHYpHIO. B JBOMiHOM clemoMm
PAHJOMH3UPOBAHHOM MHOTOIICHTPOBOM HCCJISAOBAHUHU, B KOTOPOM CPABHUBAIIU JIU3HUHOIIPHUIL C
OJI0KaTOPOM «MeJIEHHBIX)» KAJIBIIUEBbIX KAHAJIOB Y NAIIHEHTOB ¢ apTepHAJIbHOMN TUIIEPTeH3HEH U
caxapHbIM JuabeToM 2 THNA ¢ HadaJIbHOW cTajued HedpomaTUH, NpOSBISIONECHCS Kak
MUKpoabOymMunypusi, npuem 10-20 mr nusuHompuia 1 pa3 B CyTKM B TeueHue 12 Mecsdies
CHHXKAJI CUCTOJIMUYSCKOe / JMACTONIMUSCKOe apTepHaibHOoe maBieHue Ha 13/10 mm pT. cr.,
a HKCKpeIHIo aTbOyMuHa ¢ Modou Ha 40 %.

Y m[alMeHTOB ¢ TUNEPIVIMKEMHEH JIM3HHOIPHI CIOCOOCTBYET HOPMAJIM3AMH  (DYHKITUH
MOBPEICHHOTO TJIOMEPYJISIPHOTO SHAOTEJIHSL

Jlv3uHONpUI HE BJMSET HAa KOHLEHTPAIMIO TJIFOKO3bI B KPOBH Yy HAIUEHTOB C CaXapHBIM
JabeTOM M HE TIPUBOJIUT K YUAISHUIO CTYYaeB THIOTIUKEMHH.

D apmaroxkunemuxa

Bceacuvisanue

CpenHsisi cTereHb aOCOpPOIUH JIM3HHOMPHIIA COCTaBIIeT OKoJIo 25 %, Tpu 3HAYUTSIHLHOM
MEXKUHIUBUIYAIbHON  BapuabenbHocTH  (6-60 %). Iluma He BiauseT Ha BcachlBaHHe
JTU3UHOTIPUJIA.

Pacnpeoenenue

Ilocne mpuema BHYTph MakcuMalibHasi KOHIEHTpauus (Cpax) JU3MHONpPHIA B IUIA3Me KPOBH
JocTuraercst yepe3 7 vacoB. JIMBMHONPHUI He CBA3BIBaeTCS ¢ OeIKaMM IUIa3Mbl KPOBH, 3a
UCKJIFOUSHUEM ITUPKYJIMPYIONIETO aHTHOTeH3WHIIpeBpamatomero ¢epmenta. IIponuraemocts
yepes reMaTodHIeaTnuecKui U IUIAIeHTApHBIN Oaphep HU3KAsL

Memabonusm

JuzuHONpUI HE METaOOIUBUPYETCSL.

Buigeoenue

JlvzuHONIpUI BBIBOJUTCA IIOYKAMU B HEM3MeHeHHOM BHje. llocime MHOTOKpaTHOro mnpuema
s(pdexTuBHBIA TepUoa TOJYBBIBSJCHUSI JIM3UHONpUIA cocTaBisteT 12,6 daca. Kimpenc
JU3HHOTIPHUIIA V 3JOPOBBIX JOOPOBOJIBIICB COCTABISIET MNpHOMU3uTeabHO S50 MI/MUH.
JIuzuHONPUIT MOKET OBbITh BBIBEJICH U3 OpTaHU3Ma MMOCPEICTBOM IeMOTHAITH3A.

D apmaxokuHemuxa y 0codwvix Zpynn RAYUEHMO8

Hayuenmui ¢ XxpoHuueckol cepoeyHol HeOOCMAaMOUYHOCBIO

Y manuentor ¢ XCH aGcopOuust M KIMPEHC JH3WHONPHIA CHIDKEHBL. Y JIAHHOW KaTerOpHH
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AUC (mromaapb 1moJ KpUBOU «KOHIICHTpALUS-BPEMsD») YBEIUUUBACTCA B cpeiHeM Ha 125 % 1o
CPABHEHUIO CO 3TOPOBBIMH JOOPOBOJIBbIIAMH.

Hayuenmul ¢ ocmpuvim UHGAPKIMOM MUOKAPOA

VY marueHToOB ¢ OCTphIM HH(PAPKTOM MHUOKap/a BpeMsi TOCTHKEHUSI Chpax (TChax) JU3HHONPHIA
coctapisieT 8-10 yacos.

Hayuenmui ¢ nouedHolt HeOOCMAMOUHOCTBIO

Hapymenne ¢QyHKnuu mouek MpHBOAUT K yBenuuenuio AUC u mepHoga TONYBBIBETSHHS
JIU3UHOINIPUJIA, HO DTH U3MEHEHHUs CTAHOBSITCS KIMHHUYSCKH 3HAUYMMBIMHU TOJILKO TOTJIa, KOTJa
CKOpOCTh KIyboukopoit duubrpamun (CK®) cHmkaercst mmke 30 wu/mun/1,73 M mwiomam
NMOBepXHOCTH Teyia. llpu Jerkodi W yMepeHHOM TMMOYSYHOM HEJOCTATOYHOCTH (KIUPEHC
kpeatuauHa (KK) ot 31 no 80 mu/mun) cpennee 3Hauenne AUC ypenuuuBaeTest Ha 13 %, B TO
BpeMsi Kak TpH Tspxesiol moueuyHod HemoctarounocTd (KK ot 5 go 30 mu/mun) HabmogaeTes
yBenuueHue cpeanero 3HaueHuss AUC B 4,5 paza.

Hayuenmul ¢ neueHOUHON HEOOCAMOUHOCHILIO

VY ManueHTOR ¢ IUPPO30M IEUYSHH BCACBIBAHUE JIM3HHOIPHIIA CHUXKAETCS (MPUOIH3UTEILHO Ha
30 %), oxHako skcmoszuiusa npenapata (AUC) yeenmuuuBaetes (mpubauzutesibHo Ha 50 %) 1o
CPABHEHMIO CO 3IOPOBBIMH JTOOPOBOJIBIIAMHU HU3-3a CHHIKCHUS KITUPEHCA.

Hlayuenmur nosicunozo 6éozpacma (cmapue 65 nem)

YV manueHTOB MOKUIIOTO BO3pacTa KOHIEHTPAIUs JIM3UHOIIPIIIA B IIJIa3Me KPOBH M ILIOIMIA b IO
KPUBOM «KOHLIEHTpAIUs-BpeMsD» B 2 pasa BbIIlIE, YeM Yy IAIIUEHTOB MOJIOJIOTO BO3pacTa.
IokazaHus K IpUMeHEeHUIO

e DCCeHIMATIbHAS ¥ PEeHOBACKYJISIpHAsA apTepHaibHasl THNEPTeH3UA (B MOHOTEpAIMH WJIH B
KOMOWHAIIMH € JIPYTUMHU THTIOTSH3UBHBIMHU CPEJICTBAMU);

e XpOHHUECKAs cep/ieuHasi HeIOCTATOYHOCTD (B cOCTaBe KOMOMHUPOBAHHOU TepaIluu);

e paHHee JIeUeHHe OCTporo HH(apKkTa MUoKap/a (¥ HAIHSeHTOB CO CTAOWIHHBIMU TOKA3aATEISIMU
reMOAMHAMHUKH B TepBble 24 daca JUid NpoHIAKTUKH JAUCHYHKIIMU JIEBOTO KEIYJAOUKa U
CepAeYHON HEOCTATOYHOCTH);

e juabernueckasi HepponaTus (CHUKEHHE ATKOYMUHYPHUH Y TIAIIMEHTOB C CaXapHbIM JTHa0ETOM
1 Tuma mpu HOPMAIBLHOM apTEePUAIBHOM [IaBJICHHU, W Y MAI[UEHTOB C CaxapHbIM JUAOETOM
2 THUIIa ¢ apTepUAIbHOU TUIIEPTSHUEH ).

IIpoTuBOMIOKAZAHNA

e |loBpImeHHass YyBCTBUTEILHOCTD K JIM3UHOIIPUILY U APYTHUM KOMIIOHEHTAM IIpenapara;

® AHTHOHEBPOTHUYECCKMH OTeK B aHaMHe3e, B TOM UHCJIe CBSI3AHHBIM C IIpUMEHEHHEM

uaruduropor AlI®, wrHonmaTHuecKWii AHTHOHEBPOTHYESCKHUM OTeK, HACICICTBEHHBIH OTEK
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e (EepeMEHHOCTS;

® [IepHO/l IPYAHOTO BCKapMJIMBAHUS,

e BospacT g0 18 seT (3¢pdekTUBHOCTL U 6€30MIaCHOCTh HEe YCTAHOBJICHBI ),

e OJIHOBPEMEHHOE IIpUMeHeHHe Ipemnapara JlusuHompui PeHeBal ¢ aJHCKUpEeHOM H
IpenapaTaMH, COJep’KalllUMH AJIUCKHUPEH, VY TIAlUeHTOB ¢ caxXapHbIM JuabeToM W/HIIH
YMEpPSHHBIMH HJIM TSDKEJIBIMH HApYHIICHHSIMA (YHKIMH TOYeK (CKOpOCTh KIYyOOUKOBOM
¢unpTpanuu (CK®) menee 60 m/mun/1,73 M’ IUTOTIA/IH IIOBEPXHOCTH TeJIa);

e OJIHOBPEMEHHOE IIPUMEHEHHE ¢ AHTarOHUCTaMu penentopoB aHruotreHsuHa [I (APA II) y
MAIUSHTOR ¢ AuabeTu4YecKoH HedpomaTuei;

e O/JHOBpeMEHHOE IIPUMEHEHHE ¢ MHIMOUTOpAMHU HeUTpaIbHOM HHAOMENTHIA3bI (HAIpUMeEp, ¢
mpenapaTaMy, COJSpKAallUMHU CAaKyOMTpPWUI) B CBSI3M € BBICOKHM PHCKOM  pazBUTHS
AHTHOHEBPOTHYECKOTO OTEKA.

C ocTopoKHOCTBIO

AOpTajbHBIH CTeHO3, runeprpoduueckas oOCTPYKTHBHASI KapJUOMHUOINATHS, MHUTPAIbHBINA
CTEHO3, JIBYCTOPOHHHMH CTCHO3 IOYEYHBIX apTepHH, CTEHO3 apTepUM €UHCTBEHHOMW IIOYKH,
COCTOSIHUE TIOCJIe TPAHCIUIAHTAIINH MOUKH, moveuHas HegoctarounocTh (KK menee 30 mur/mun),
NIePBUYHBIN THIEPAIBIOCTEPOHU3M, apTepHaIbHAsl THIIOTEH3HsI, YTHETEHHE KOCTHOMO3TOBOTO
KpOBETBOPSHUSL, MMMYHOCYIIPECCHBHASL Tepallus, OJHOBPEMEHHOE MPUMEHEHHE AJUIOIypHHOIA
WIN TpoKaWHAMH/IA, WIM KOMOWHAIUS YKa3aHHBIX OCJIOXKHSIOMUX (aKTOpOB (PUCK PARBUTHS
HEeHTpPOIIEHUHW M  arpaHyJIONMTO3a), THUIOHATPUEMHs (IIOBBIMIEHHBIH PHCK  Pa3BUTH
apTepHAIbHON THIIOTCH3UH Y MAI[MEHTOB, HAXO/AIIMUXCS Ha MaJoCONIeBOM miM OeccoseBoi
JUeTEe), TUIOBOJIEMUUYESCKHE COCTOSIHUS (B TOM UHMCIIe JUapesi, pBOTa), CUCTeMHBbIe 3a00JIeBaHUsI
COSMHUTEIILHON TKaHU (B TOM YHCJIe CUCTEMHAsl KpacHasl BOJTYaHKa, CKIISPOJIEPMHST), CaXxapHbIN
nuabeT, TMojarpa, TUNCPYPUKEMHUs, THUIepKaIUeMus, HIIeMuueckass Ooje3Hb cepjla,
nepebpoBacKky/usipHble  3abosieBaHusl (B TOM  4YHMCJIe  HEJOCTATOYHOCTH  MO3TOBOTO
KpoBOOOpaIleHus1), XpOHUUESCKasl CepAeUHasi HeJOCTATOYHOCTh, TeMO/IMAJIU3 ¢ UCTIOIb30BAHUEM
BBICOKOIIPOTOUHBIX JIMATU3HBIX MeMOpaH ¢ BBICOKOH IPOHUIIACMOCTHIO (AN69®), TTOKUIION
BO3pacT (cTapiie 65 JeT), 0OIHOBpEeMEeHHOE IIPUMEHeHHe ¢ KaJulcOeperalonumMu JuypeTHKAMU,
IpenapaTaMy Kajius, KaJMHCOJepKalllUMH 3aMEHUTEJIMH IMINEBOH COJIM, OJHOBPEMEHHOE
IpUMEHEHHEe ¢ T[penapaTaMH  JIUTHs, OTITOIISGHHBIM  aJIeprojIoOTMUYecKUd  aHaMHe3,
O/IHOBPEMEHHOE TIPOBEJCHUE [eCCHCHOWIN3AIUN aJUIePTeHOM H3 sjla IepelloHYaTOKPHLIbIX,
O/IHOBpEMEHHOE IIpOBeJeHHE Ipoueaypsl adepesza JHMIONPOTEHHOB HHM3KOH IUIOTHOCTH
(JIITHII-adepesa) ¢ uCmoNb30BaHHEM JISKCTpaH CyJiib(aTa, MpUMEHEHHES BO BpeMsi OOJBITHX

XUPYPITHUYCCKHUX BMCHIATCILCTE MWK IIPpH IIPOBCACHHHU 061ue1>‘1 AHCCTC3HHU, IIPHMCHCHHUC Y
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IIpumeHeHMe TP GepeMeHHOCTH U B IIEPUHO TPYTHOT0 BCKAPMIMBAHUS

Bepemennocms

[IpuMmeHeHHe NHU3MHONpWIA TIpH OEpeMeHHOCTH TMPOTHBOMOKa3aHo. IIpu ycTaHOBJICHUH
OepeMeHHOCTH TMpHeM TMpernapara HYKHO TPEeKpaTHTh KaK MOMKHO paHbline. JIW3uHONPHUI
MPOHUKAST uepe3 IUIaleHTapHbid Oaphep. Ilpuem muruduropor AII® po II u III Tpumectpe
OepeMeHHOCTH OKa3blBaeT HeOJIarompUsATHOE BO3/JISHCTBHE HA ILTOJ (BO3MOXKHBI BBIPAKEHHOE
cHWkeHne AJl, modeuHas HEJOCTATOUYHOCThH, THIECPKATMEMUs, THIOIUIA3Usl KOCTEH uepena,
BHYTpUYTpOOHASI CMEPTh ). DNMUISMUOJOTHUSCKUE JaHHbIE O PUCKE TePATOTSHHOCTH, CBSI3aHHOM
¢ npuemMom wuHruburopor AIID Bo Bpemsa I TpumecTpa OepeMeHHOCTH, HE SIBJIAIOTCS
yOequTeIbHBIMHU, OJHAKO HeOOJbINOe YBEIMUSHHE pPUCKA HE MOXKeT OBITh HMCKIIOUSHO. 3a
HOBOPOXKJICHHBIMH W TPYAHBIMH JCTHbMH, KOTOpbIe TMOJBEPIJIUCH BHYTPUYTPOOHOMY
BO3JIeHCTBUIO UHTHOUTOpoB AlID, pekoMeHAyeTCsl BeCTH HAOIIOACHHE NI CBOSBPEMEHHOTO
BBISIBJICHHSI BBIPAJKEHHOTO CHUKEHUS AJl, OJIMTYpUH, THIIEpKAITHEMUH.

1lepuoo epyoHozo 6cxapmruearus

Bo Bpemsi seuenusi mpemnapatoM JlusuHonpun Penepam HeoOXOJUMO OTMEHHTH TpyAHOE
BCKapMJIMBAHUE (HET JIAaHHBIX O MPOHUKHOBEHUH JIM3UHOIIPUIIA B TPYIHOE MOJIOKO).

Crnioco6 nmpyMeHeHHs U I03bI

BuyTtps, 1 pa3 B CyTKH, HE3aBUCUMO OT BPEMEHH IIpUeMa MHINH, MPEIMOUTHTEIILHO B OJTHO U TO
JKE BpeMsl.

ccenyuanvran sunepmensus

Pexomenayemass HaudajibHasi [103a JIM3MHONpWIA JUISI TAIMEHTOB, HE TMPUHUMAIONIUX
runoTeH3upHbie cpefictBa — 10 Mr 1 pasz B cytku. llpu oTcyTeTBumM TepamnepTruueckoro spdexra
J103Y TIOBBIIAIOT KaXAbIe 2-3 JHS Ha 5 MT B CYTKH JI0 Cpe/IHEH TepaneBTUUecKou 1031 20-40 mMr
B cyTku. OObIvHasI mo/yiepxKuBatomas go3a cocrapiset 20 mr 1 pa3 B cyTku. MakcumaibHast
cyToyHasi jgoza JuzuHonpwia — 40 mr 1 pa3 B CyTKH (B KJIMHHYECKHX HCCJICTOBAHUSIX
MaKCUMAaJIbHas J103a JIM3UHONPUIIA cocTapisieT 80 MI' B CYTKH, OJHAKO YBEJIUUSHUE JO3bI CBBIIIE
40 Mr B cyTkH OOBIYHO He BeJeT K AasibHeimemy cHumkeHuto AJl). Tepanepruueckuit s¢dext
pa3BUBaeTCs depes 2-4 HeeIu OT Havaja JICUSHHUs], U4TO CIeAYeT YUUTHIBAThH IPU YBEIUUCHUHU
no3el. Ilpu HefocTaTOUHOM TepaneBTUUSCKOM (P dekTe BO3MOKHO KOMOUHUPOBATH JIM3HHOTIPUIT
¢ IPYTUMU TUMIOTEH3UBHBIMHU CPEJICTBAMHU.

Ecnu marnueHT mpeBapUTeIbHO MOJIyYal JeUeHHe JTUYPSTUKAMHU, TO UX TIpHUEM JIOJDKEH OBITh
IpeKpameH 3a 2-3 JHA 0 Havyajla INPUMEHECHHS JM3UHOINpHIA. ECIM 5TO HEBO3MOKHO, TO
HavyalbHAas J103a MpernapaTa He JOJIKHA IpeBblmaTh 5 Mr B cyTKU. [locie npuema nepBoi J03bI

H606XOI[HMO HaGJII-OHeHHe Bpaua B TCUCHHC HCCKOJIBKHX YaCOoB, TaK KaK MOKET BO3HHUKHYTH
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BbIpa’keHHOe cHUKeHue AJl.

Penosackynapruas zunepmensus u oOpyzue COCHOAHUA, CEA3AHHbIE C HOBLIUIEHHOU
AKMUBHOCHIbIO PEHUH-AH2UOMEH3UH-ATbdocmeporoeoil ciuicmemst (PAAC)

Pexomenayemasi HaualibHasi J[03a COCTaBISIeT 2,5-5 Mr B CYTKH, IIPH BTOM pPEKOMEHAYeTCsA
obecreunTh TIIaTeJIbHOS MEAUIIMHCKOE HaOIIo/IeHHe 3a TMallueHTOM, KOHTpoibh AJl, pyHkuuu
[IOYeK, KOHIEHTpAallMM KaJiusi B CHIBOPOTKe KpoBHW. IlomepixkuBaromas jo03a JIOJDKHA
o0UpaThesl B 3aBUCHMOCTH OT JuHAMUKM AJl, a malMeHT [O0JDKEH HaXOJUTHhCS MOJ
MOCTOSHHBIM METUIUMHCKUM HaOIIIOICHUEM.

Il oueunas nedocmamourocmeo

IIockoBKY JM3HHONPHI BBIBOJMTCS IIOYKAaMH, HadaJIbHAas J03a JM3HHOIPHJIA 3aBUCHT OT
nokazatesnedt KK: mpu KK 31-80 mi/mun — 5-10 mr B cytku, npu KK 10-30 sur/mun — 2,5-5 mr
B cyTku, npu KK menee 10 Mi/MUH, B TOM YHCIIE Y TAIUSHTOR, HAXO/ISIIUXCS HA TEMOTHAIH3E,
— 2,5 mr B cytku. llogaepkuBaromniasi 7o3a 3aBUCUT OT KIMHHUECKOTO >ddekTa U moadupaeTes
MIPU PErYEIPHOM MOHHTOPHHTE MOKazaTes el GYHKIUU TOUSK, KOHIICHTPAIIUH KaJIUsI U HATPUS B
CBIBOPOTKE KPOBH.

Heuenounan Hedocmamounocmeo

PexomMenanuu OTHOCHUTEIBHO 03 V NAIUEHTOB ¢ JIETKOW WM YMEPEHHOM IEUYeHOUYHOU
HEJTOCTATOYHOCTBIO €Ile He pa3paboTaHbl, MOATOMY MOAOOp /103 TAaKUM IMallMSHTaM CIIeAyeT
OCYIECTBIATh ¢ OCTOPOIKHOCTHIO, U HAUMHATH CJISAYET ¢ MUHUMAJIBHO BO3MOKHOH JJO3BI.
Xponuueckasn cepoeinas HedoCrmamouHocmo

IIpn XCH navanpHasi 103a JU3HUHONPUIIA cocTapisieT 2,5 Mr 1 pa3 B cyTku. llepBeiii mpuem
JIU3UHOIIPUIIA HEOOXO0UMO HAUMHATH IO MPUCTATLHBIM BpaueOHBIM HaOJIOACHUEM JIJISI TOTO,
yTOoOBI OLIGHUTH BIMsSHHME TMpemnapata Ha AJl. B nmanbHelmeM A03y JU3UHONPHIIA CIICAYeT
MOCTENIEHHO YBEJIMYUBATh Ha 2,5 Mr ¢ mHTepBaioM B 3-5 jgued jno 5-10-20 mr B cytku. He
PEKOMEH/IyeTCsl IPEBBIMNATh MAKCUMAJIbHYIO CYTOUHYIO 703y JM3uHompuia 20 Mr
(B KJIMHHUYECKHUX HCCJICJIOBAHUSX MaKCHMaJIbHAs J103a JIM3HHONpWIA y mnamueHtoB ¢ XCH
coctapiisuia 35 Mr 1 pa3 B CyTKH).

Jlo Hagana nedenusi npenaparoMm JlusumHomnpun PeneBan M jajiee B XoJAe JICUEHHsS CIyeT
peryJsipHO KOHTpoJiupoBaTh AJl, GYHKIHIO MOUSK, KOHI[CHTPAIIUU KAJIUs U HATPUS B CBIBOPOTKE
KpOBH BO H30ekKaHWE Pa3BUTHUSA apTEepPHAIBHOW TUIOTSH3WMM U CBSI3aHHOTO ¢ HEW HapylmIeHHUS
(P YHKITUU TTOYCK.

Panrnee neuenue ocmpozo unhapkma muoxapoa

Cmapmosas mepanus (nepsvie 3 Cymox ocmpozo uHpapKxma Muoxapoa)

B mepeeie 24 wbaca mocie ocTporo HH(papkTa MHOKap/[a Ha3HAYAlOT 5 Mr JIM3WHONpHUIA

onHokpaTtHO. Uepes 24 waca (1 CYTKM) HazHAYarOT 5 MI JIM3MHOINpPHWIIA OJHOKPATHO, 4Yepe3
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48 vacoB (1Boe cyTOK) — 10 MI JIM3HHONIPUIIA O] HOKpaTﬁ IOCTEL

Henb3st HaumHaTh J1edeHue npu cucronndeckom AJl menee 100 mm pT. cT. IlanuenTaM ¢ HU3KUM
cuctronmueckuM AJ[ (< 120 MM pT. ¢T.) B HavaJle JICYSHHUS U B TeUSHHUE NIEPBBIX 3-X CYTOK I0CIIe
ocTporo uHpapkTa MHOKap/a HA3HAYAIOT MEHBIYIO JI03Y JIU3UHOIIpHIA — 2,5 Mr 1 pa3 B CYTKH.
Hooodepoicusaronas mepanus

[TopneprxuBaromas go3a JusuHonpuia coctapisier 10 mr 1 pa3 B cyrku. Kype neuenust — He
MeHee 6 Helenb. B nanpHelmeM ciaeayeT OleHUTH 1eJ1Ieco00pa3sHOCTh IPOAOIKEHUS TepalHH.
[TanreHTaM ¢ CUMITOMAMHU CEepJeYHON HEJOCTATOUHOCTH PEKOMEH]IYeTCSl MPOJOJIKATh IpUeM
JIA3UHOIIPUJIA.

B cnywae pa3BuTHsA apTepHalibHOM rumoTeH3uu (cucronmdeckoe AJ[ <100 MM pT. cT.)
CYTOYHYIO JIO3Y JIM3UHOIPUIA BPEMEHHO CHHIKAIOT J0 5 MTI, IPU HEOOXOAUMOCTH — 70 2,5 MT.
B canyuae mmmrensHoro BeipaxkeHHoOro cHukeHus A/l (cuctonndeckoe AJl Huxke 90 MM pT. CT. B
TeueHHe OoJiee 1 yaca) MpUMEHEHHE JTU3HHOIIPHIA HEOOXOUMO IPEKPATUTS.

Juabemuyecxas nehponamuis

Havanphas go3a ju3uHONpHiIa cocTaBisieT 10 M B CTYKH, KOTOPYIO TpHU HEOOXOJIUMOCTH
NOBBIMAIOT J0 20 Mr B CTYKHM J0 JIOCTHIXKEHHSI I€JICBBIX 3HAUCHUM IMACTOIIMYECKOTO
apTepHAJIbHOTO JaBjieHus (auactoinudeckoe AJ[ Huxke 75 MM pT. CT. B HOJIOKCHUU «CHID» Y
MAIMEHTOB ¢ caxapHbIM JuaberoM 1 Tuma u Huke 90 MM pT. CT. B MOJOKESHHUH «CHISD VY
MAIMESHTOB ¢ caxapHbIM JUAOSTOM 2 THUIIA).

IIpu mapymenun ¢yukiuu mouek (KK menee 80 mur/MHH) HayasibHasi J1o3a ONPEISISICTCS B
3aBUCHMOCTH OT KJIMpPEHCA KpeaTHHUHA (CMOTPH BBIIIIE).

Hayuenmer noxcunozo eo3pacma (cmapuie 65 siem)

VY NanueHToR MOKUIOTO BO3pacTa MpemnapaT clieyeT NPUMEHSITh ¢ OCTOPOIKHOCTHIO.

IToGounoe neiicTBHE

Bo Bpewmsi JJeueHUs JTU3UHONIPUIOM COOOIATIOCH O CIISAYIONIUX HelKeIaTeIbHbIX JIEKApCTBEHHBIX
peakumsix (HJIP). HJIP mpencTaBiieHbl MO CHCTEMHO-OTPAHHBIM KJIaccaM B COOTBETCTBHUHU C
knaccupukanmeii MedDRA ®W ¢ d4acToTOM BO3HHKHOBSHHS: «OYeHBb dacTo» (= 1/10);
«aacto» (= 1/100, <1/10); «meuacto» (= 1/1000, < 1/100); «peako» (= 1/10000, < 1/1000);
«oueHb peako» (< 1/10000); «gacToTa HEHM3BECTHA» — HEBO3MOXKHO OIEHHUTH HAa OCHOBAHHHU
HUMEIOIIUXCS JTAHHBIX.

B npenenax kax oW 4aCTOTHOM TPYIIIBI HEXeJaTeJIbHbIE PEaKLMH IPEACTaBICHbI B IOPSIKE
yOBIBaHUS CEPHbE3HOCTH.

Hapywienua co cmoponst Kpoeu u Jumamuieckoil cucmempl: odeHb peoko — YTHeTeHHe
KOCTHOMO3TOBOTO KPOBETBOPESHUS, arpaHyJIoIUTO3, JICUKOTICHHUS, HEUTPOTICHHUS,

TpOMGOI_II/ITOHCHI/Iﬂ, I'CMOJIUTUYCCKAS aHCMHUA, aHCMUSI, .]'IIrIM(baZ[eHOHaTI’II/I.
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Hapyuwienus co cmoporst UMMYHHOU ClUCHIEeMbl: oqeﬂgbeaygo-g'-awomk,ﬁmreTHaﬁ V]IJIJ 13'}11/15{;

yacmoma Heuzéecmua — aHaUIAKTUIECKAs / aHa(DUIAKTOU/THAS PeaKITUsL.

Hapywienua co cmoponst 3HOOKPUHHOU clcmemsl: peoko — CUHAPOM Hea/IeKBaTHOU CeKpeIuu
AHTH/IMYPETHUECKOTO TOPMOHA.

Hapywenus co cmoporst 0bmena ewiecme i RUMAHUA: O4eHb PeOKO — TUIIOTIIMKSMHUSL
Hapywienua ncuxuxu: neuacmo — W3MEHEHUS HACTPOSHUS, HAPYLICHUS CHA, raJUTIOIUHAIUY;
Peoxo — ICUXUUESCKUE PACCTPOUCTBA;, YaCHOMAa Heu36eCmua — NeTIPeCcCHus.

Hapywenua co cmoponst HepeHOil cucmemsl: 4acmo — TOJOBOKPYKEHHE, ToJIoBHasi OoJib;
Heyacmo — BepPTHUTO, MApecTe3us, JUCTEB3US; pedko — CIYTAaHHOCTh CO3HAHUS, COHJIMBOCTD,
MbIIIEYHBIE ~ CygOopoTH, ©Ooiab B CHMHe, MHapocMus  (HapymieHHe — OoOOHSHUSN),
Yacmoma HeuzeecmHa — OOMOPOK.

Hapywenusa co cmoponut cepoua: neuacmo — UHPApKT MUOKap/a (BCJISJCTBUE BBIPAKEHHOTO
cHwikeHus: AJl y TIpynm MalMeHTOB IMOBBIMIEHHOTO pHCKA), TaxUKap/us, YYalleHHOS
cepaneOueHue.

Hapywienua co cmoponst cocydoe: uacmo — BbIpakeHHOe cCHIkeHHe AJl, opToctaThdeckas
TUIIOTCH3UsI U CBSI3aHHBIE C HEW CHUMIITOMBI, He4acmo — OCTpOe HapyUIIeHHE MO3TOBOTO
KpoBooOpareHus (BCJISACTBUE BRIPAKESHHOTO CHIKEHUA A/l y IpyII NAIUEHTOB MOBLINIECHHOTO
pucka), cuHJipoM PeiiHo.

Hapywienua co cmopoHst ObIXamMenvHOll CUCHEMbl, OpP2AHOE ZPYOHOU KilemKu U
cpedocmenusn: uacmo — Kallledb, Hedacmo — O0Jdb B TPYAH, PHUHHUT;, OYEeHb pPeoKo
— OpoHXOocHasM, aJUISPrUUSCKUN aTbBEOTUT / D03UHOPUIbHASI THEBMOHUS, CHHYCHT.
Hapywienuna co cmoponst nuuiesapumesibHOU CHUCMeEMbl: 4acmo — JIAapesi, pBOTa;
Heuacmo — O0Jb B JKMBOTE, TOITHOTA, HApYIICHUES MHUINEBApEHUS, peOKO — CYXOCTh BO PTY;
OUeHb peoxo — MAHKPEaTHT, AaHOPEKCHUSI, UHTECTUHAIILHBIN AaHTHOHEBPOTUUESCKUN OTEK.
Hapywienua co cmoponst nedenu u jcendegvle00awux nymeil: ouenb peoko — TeUeHOUHAd
HETOCTATOUHOCTD, TEMATUT MEUSHOYHO-KJICTOUHBIN WIN XOJIeCTaTUUSCKUH, JKeITyXa.
Hapyuienua co cmopoHst Koxucu 1 ROOKONCHBIX MKAHEN: Hedacmo — KOYKHAS ChITb, KOKHBIN
3y, peoxko — TICOpUa3, KpalHWBHUIIA, aJIONeLUs, TMOBBIMICHHAS YYBCTBUTEIBHOCTH /
AHTUOHEBPOTHUSCKUN OTEK JIMIA, PYK U HOT, T'yD, si3bIKa, TOJOCOBOW IMENHU W/HIU TOPTaHU,
OUeHb peoxko — TOKCHUSCKHMH »SHuAepMalibHBIM Hekpoyus, cuHjapom CrupeHca-/[3KoHCOHA,
MYJIbTH(OPMHAS SpUTEeMa, BYJIbrapHas My3bIpUaTka, THIepTH/IpO3, McepoIuMpoma KOXKH .
Hapyuienusa co crnopoHst cKeiemHo-MbIULedH ol U COCOUHIUMETbHOI MKAHI: peoko — OOllb B
KOHEUHOCTSIX.

Hapywienusa co crmoponst novuex u mo4egvle00auwiux nymeil: 4acmo — HapylieHHe (YHKITUU
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MOYeK; pedKo — OCTpasi MoYeUHAS HeTOCTATOUYHOCTD, Vpél@ﬂﬂ;"M"ﬁ@bKUD lE)erVpI/rﬂf aHlfbH}I.

Hapyuwienusn co crmopoHst noM06bIX OPZAHOE 1 MOJIOYHON Jicele3bl: Heuacmo — UMIOTSHIUS,
PpeoKxo — THHEKOMACTHUS, CeKCyallbHAs TUCYHKIHSL

Obwue paccmpoiicmea u HAPYUICHUS 6 Mecme 66ed0eHusA: Heuacmo — TOBBIIeHHAs
YTOMJISIEMOCTD, ACTSHHSL

Jlabopamoprsie u uHcmpymeHmaivHvle OaHHbIE: Heiacmo — TOBBINICHUES KOHLEHTPAIUU
MOUEBHMHbI W KpeaTHHHHA B CHIBOPOTKE KPOBH, THIECPKAIMEMUS], TMOBHINICHHE AKTUBHOCTH
«TICUCHOUHBIX»  (PepMEHTOB, pedko — CHHXKCHHE TeMOIJIOOMHA M IeMaTOKpHTa,

TUNepOUIUPYOUHEMUSL, THIIOHATPUESMHUSL

* s

Coofmanoch O CHMIITOMOKOMIUIEKCE, KOTOPBII MOXET BKIIOUATh OOMH WIM HECKONBKO I3 CJeAYIOMINX
CHMIITOMOB: JINXOPAJKa, BACKyINT, MHUAITHS, apTpalrid / apTpuT, MONOKHUTeNbHASI PeakIiisi Ha aHTHHyKIeapHble
anrurena (AHA), yBemmaenne ckopocT ocesanust spurpormroB (COD), sozuHOGUINA M TeHKOIMTO3, KOKHAS

CHIITb, POTOCCHCHOHITI3ALIL I APYTHe M3MEHEHIL CO CTOPOHEL KOXIL

Baoicno coobuyams 0 pazeumui HescenamenbHulX peakyuli ¢ Yeivlo obecneueHus HenpepvleHoeo
MOHUMOPUHEA OMHOUIEHUA NOML3LL U PUCKA NleKapcmeeHHo2o npenapama. Ecnu nwbvie u3
VKQ3AHHBIX 6 UHCMPYKYUU nOOOUHLIX 3¢hhexmos ycyeyonsiomes, um But zamemunu nwodvle
Opyeue nobouHvie 3gphexmul, He YKA3QHHbIE 6 UHCMPYKYUH, coobuume o6 3mMoM spauy.
Meouyuncxue pabomuuxu coobuawm o M0ObIX HeJCeNamenbHblX Peakyuax NeKapCmseHHOo2o
npenapama yepes HayUoOHANbHble CUCINEMbl COODULEHUS O HEHCENLAMENbHBIX PeaKyuax.
Ilepeno3upoBka

Cumnmomul

JlaHHBIE O MEepeTIO3UPOBKE Y YesIoBeKa OrpaHuueHbl. CHMIITOMBI, CBSI3aHHBIC C MEPETIO3UPOBKOM
uarubutopamu AlI®, MoryT BKIIOUYATh B ce0s apTepHAIBHYIO THUIIOTEH3HUIO, IUPKYISTOPHBIN
MIOK, HAPYIISHUS HJIEKTPOJIUTHOTO OajlaHCca, MOUYSUHYIO HEJOCTATOUYHOCTh, THIIePBEHTUIISIINIO,
TaxXUKap/Iuio, yUaleHHoe ceparneOuenne, OpaIukap/Iuio, TOJIOBOKPYKEHHE, TPEBOT'Y U Kalleb.
Jeuenue

[IpoMbIBaHHE KeTyKA, IPHUEM AKTHBHPOBAHHOTO YIJIA, MPHIAHUE TAIIHSHTY TOPHU3OHTAILHOTO
MOJIOKEHUSI ¢ TIPUIIOHATHIMA HOTAMH, BOCIIOJIHEHHE oObeMa IHUpKyIHupyromei kposu (OLIK)
— BHYTPUBEHHOE BBEJICHHE IUIA3MO3aMENIAIONIMX PpACTBOPOB, CHMITOMATHYECKasi Teparws,
KOHTPOJh (YHKIHHA CepJeUHO-COCYIUCTOM U JpIxarelbHOM cucteM, OIIK, koHTposb
mokasaresjell MOUCBHHBI, KPSaTHHHHA M DJICKTPOJIUTOB B CHIBOPOTKE KPOBH, a TaKKe JHype3a.
IIpu pa3BuTun OpaguKkapIuu, YCTOWYUBOM K MEAUKAMEHTO3HOM TepaluH, MoKazaHa MOCTAHOBKA
AICKTPOKAPAHOCTUMYJIIATOpA. JIM3HHONPMII MOXKET ObITh yAaJieH W3 OpraHU3Ma IMOCPEICTBOM
reMOHAITH3A.

BS&P[MO,I[CﬁCTBHC C IPYI'MMH JICRAPCTBCHHLIMHI CpeacTBaMH
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Y manuMeHTOB ¢ aTepOCKJIEPOTHUYSCKHM 3a00JIeBaHMEM, CepJedHOM HeJT0CTaTOYHOCTBIO WIIH
caxXapHbIM Jua0eTOM ¢ MOpaXKEHUEM OpTaHOB-MHIIEHEH, OJHOBpeMEHHAas Tepalys HHTHOUTOPOM
AII® u anTaronuctamu perentopop anrumoreHzuHa II (APA II) ceszana ¢ Gojee BBICOKOU
YacTOTOM pasBUTHUSL apTepHATIbHOH THUIOTEH3UH, OOMOpOKA, THIEPKAIMSMHHM U YXYILIICHHS
(yHKIMM [odYeK (BKJIIOYAs OCTPYK IOYEUHYIO HEJIOCTATOYHOCTh) 110 CPAaBHEHHUIO ¢
MPUMEHEHHUEM TOJILKO OJTHOTO Tpernaparta, piausitonero Ha PAAC.

JlBoitHast Onokajia (Hampumep, npu coueTaHuu uHrHOHTOpa AII® ¢ APAII) momxHa OBITH
OTpaHHWYECHA OTJCSIBHBIMH CIyYasiMH € TIIATeJIbHBIM MOHHUTOPHHTOM (YHKIUH IOYEK,
COJIep>KaHMsI KaJIUA U PeryJIIpHBIM KoHTposieM Al

OpHoBpeMeHHOe IpHMeHeHHMe HMHrubutopoB AII® ¢  JeKapCTBEHHBIMH  Cpe/ICTBAMH,
COJIepIKAIUMH AJTMCKUPEH, MPOTUBOMOKA3aHO Y MAIHEHTOB ¢ CaxapHbBIM JHAa0eTOM W/HIM C
YMEPeHHOH WM TSKEJIOW TModYeuyHOW HemocTaTouyHocThio (CK® menee 60 mu/mun/1,73 M
IJTOINA/IU ITIOBEPXHOCTH TeJjla) U He PeKOMEHYeTCsl Y APYIUX MMallHeHTOB.

OpHoBpeMeHHOe  mIpuMeHeHue uHruOuTOopoB AII® ¢  aHTarOHHCTAMH  PENENTOPOB
auruorenzuna Il (APA II) mpoTupomokazaHo y TaIlMeHTOB ¢ guabeTHdeckod HedpomaTHen
U He PeKOMEHYeTCs Y APYTUX NalUeHTOB.

Kanuiicbepezaiowue ouypemuxu, npenapamot Kanus, Kanuicooepicauue 3ameHument nuyeso
conu U Opyeue NeKapcmeeHHbvie npenapamvl, CHOCOOHLIE YEENUUUEAMb COOEPICAHUE KANUA €
CbI6OPOMKE KPOSU

Ilpy ogHOBpeMEHHOM IPUMEHEHUHM JIM3UHOIpUIA ¢ KaluHcOeperalomyuMU JAUYpeTHKAMH
(CIMPOHOJIAKTOH,  TPUAMTEPEH, AaMWIOPHJ, DSIUISPEHOH), IIpernapaTaMH  Kajlus  WIU
KaJIMHCOIepIKAIIUMH 3aMSHUTE/SIMU [TUIIEBOU MMOBAPEHHOM COJIM M JPYTUMH JIEKApCTBEHHBIMHU
IpernapaTtaMH, CIIOCOOHBIMM YBEJIMUYUBATH CO/ICPIKAHUE KaJlusl B CHIBOPOTKE KPOBM (BKJIIOYAsI
APA II, remapuH, TakpoJHUMYyC, IUKJIOCIOPHH, TMperapaThl, COJepKaIIue KO-TPUMOKCA30JI
[TpuMeTOTIpEM + CYIB(haMeTOKCa301]), MOBBIMASTCS PUCK PA3BUTHA THIICpKATHEMHUH (0COOSHHO
y HAIUEHTOB ¢ HapyIIeHWsMH (YHKIUU nouek). Ilosromy JaHHBIe KOMOMHAIIMK HAa3HAYAIOT
OCTOPOKHOCTBIO, 10 KOHTPOJIEM COJIep KaHUs KaIus B IJIa3Me KpOBH U (PYHKIIUHU ITOYEK.

VY MOXWIBIX MAlUSHTOB U MAIlUEHTOB ¢ HapylIIeHHeM (YHKIMH IOYEeK OJHOBPEMEHHBIH IpHeM
uarubuTopor AII® ¢ cymbdameTokcazoioM / TPUMETONPHMOM COMPOBOKIAICA TKEIIOH
TUIepKaIueMueH, KoTopas, KaK CUMTaeTcs, Obljla BbI3BAHA TPUMETOIPHUMOM, IOITOMY
JIU3MHONPHII CJIEAYET TPHMEHATh ¢ OCTOPOJKHOCTBIO C IIpenapaTaMH, COJEpIKaIllUMH
TPUMETOIIPHM, PETYJISIPHO KOHTPOJHMPYsI COACPIKAHUE KaJIUA B IIJIa3Me KPOBH.
Kanuiinecbepezarujue ouypemuxu

HpH OJHOBPECMEHHOM IIPUMCHCHHUH JIM3UHOIIpUIIA C KaﬂHﬁHeCGepeFaIOHIHMH JAUYpCTHKaMH
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Hpyeue eunomensusHuvie leKapcmeerHvle cpeocmeda

IIpy ojHOBpeMEeHHOM TPUMEHEHHWM ¢ BazoAwiaTtaTopaMu, OeTa-ajpeHoOI0OKaTOpaMHu,
GJIoKaTopaMu «MeJJICHHBIX» KaJIbI[UeBBIX KAHAIOB, JUYPETHKAMHU U JAPYTUMHU THIOTCH3UBHBIMHU
JICKApCTBeHHBIMHU CPEICTBAMHM YCHJIMBACTCSl BBIPAXKEHHOCTh AHTHUTHUIICPTEH3UBHOIO JICUCTBUS
JIN3UHOIIpUJIA.

lIpenapamur numus

IIpu ogHOBpeMEHHOM MPUMEHEHUH JIM3UHOIIPUIIA C MpernapaTaMy JIUTHS BbIBEJICHHUE JIUTHUS U3
OpTaHU3Ma 3aMeUIsIeTCsl (PUCK YCHIICHUSI KapAUOTOKCHUSCKOTO U HEUPOTOKCHUIECKOTO ASHCTBHUS
autyst). OMHOBpEeMEHHOE IIPUMEHEHUE JIM3UHOIIPHIIA ¢ MIpelapaTaMU JIUTHS He PEKOMEHIyeTCsI.
B cnyyae HeoOXOAMMOCTH TpUMEHEHHS JaHHOM KOMOMHAIMK  CJeAyeT peryJsipHO
KOHTPOJIMPOBATh KOHLIEHTPALIMIO JINTUSI B IJIa3Me KPOBH.

Hecmepouonvie npomusosocnanumensuvie npenapamut (HIIBII), sxnwouas cenexmusHvle
uHeubumopvl yuxaooxcueeHazvl-2 (IH[OI-2) u evicoxue 003bl AYeMUACANIUYULOEOU KUCTOMbI
(= 3 e/cymxu)

Hectepouinbie IpOTHBOBOCHATUTEIbHBIE TIpeNapaThl (B TOM YHCIE CEJICKTUBHbIC HHTHOUTOPHI
[MOI'-2) w ameTWICATWUIIWIOBAST KWCJIOoTa B jJo3aX Ooyiee 3 T/CYTKH, CHHIKAIOT
AHTUTUTICPTEH3UBHBIN P PEKT JTUZUHOIIPUIIA.

Y HEKOTOPBIX MAIUSHTOB ¢ HapyIIeHHON (yHKIHEH Mouek (HApuMep, V MOKUIbIX MAIUSHTOB
WIH MalMeHTOR ¢ 00e3BOKMBAHUEM, B TOM UYHCJEe NMPUHHUMAIOMIHNX JIUYPETUKH), MOTYUYAIONIHX
tepanuto HIIBII (B Tom umcie celekTUBHBIMH WHrHOHUTOpamu [[OI'-2), ogHOBpeMEeHHOES
npumeHenue uHrubutopor AII® wmnu APA Il mokeT BbI3BaTh JajibHEHIee YXY/IICHHUE
(bYHKIIMHU MOYEK, BKJIIOYASI pa3BUTHE OCTPON MOUYSYHOM HETOCTATOYHOCTH, U TUICPKAIUSMHUIO.
Jlannabie ¢ dekThl 00bIuHO 00paTHMbl. OJHOBpEeMEHHOS NMpHUMeHeHHe HHTHOUTOpoB AlID u
HIIBII go/KHO TPOBOJUTHCS € OCTOPOIKHOCTHIO (O0COOEHHO Yy MOKWIBIX NAIUCHTOB U VY
MAIMEHTOR ¢ HapymeHHOHW ¢yHKIMed mnouek). [lamueHThl JOMKHBI TOMYYaTh aJAeKBAaTHOE
KOJIMYECTBO JKHUJKOCTH. PekoMeHayeTCa THIATEIbHO KOHTPOJIUPOBATH (PYHKIHIO TMOUYCK, KaK B
Havajie, TaK M B IIpoLiecce JCYSHHUSI.

He mnpoTuBOmOKazaHo MNpUMEHEHHE JM3HHONPWIA B KOMOMHAIIMU € alleTHICAJHITHIOBOU

KHCJIOTOM B KAUSCTBE AHTHATPETAHTHOTO CpeJACTBA.

Tunoznuxemuueckie NAEKAPCBEHHbLE cpe@cmea
O,Z[HOBpCMeHHLII‘;I MMPpUCM JIM3UHOIIpHUJIA U HHCYJIMHA, a TaKKS MCPOPAJIbHBIX T'HITIOTTIUKEMHUYCCKHX
CpEeACTB MOMKECT IPHUBOJUTHE K Pa3sBUTHIO THIIOTJIMKEMUH. Haubonpmuii PHCK pPasBHUTHA

HaGHIOL[aeTC)I B TCUCHHUC IICPBBIX HEACIIb COBMECTHOTO IPHMCHCHHS, a TAKMKC Yy IAIUCHTOB C©
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HapymeHueM G YHKITHH OYCK.

Tpuyuxnuueckue anmuoenpeccanmsol / Heliporenmuku / cpeocmea Oaa obwel anecmesuu /
Hapromudeckue cpeocmea

Ilppg  ogHOBpeMEeHHOM  NIPUMEHEHHH ¢  TPHUIUKIMYECKMMHM  aHTHJCIpeccaHTaMH,
HeHpoMeNTUKAMM, CpeJCcTBaMU Uig oOmied aHecTe3uu, OapOUTypaTaMH, MHOpETaKCaHTaMH
HaOJII0aeTCs YCHICHHE aHTUTUIIEPTEH3UBHOTO JISHCTBHSI JIM3UHOIIPHJIA.

Anvgpa- u bema-adpeHomumemuxy

Anbda- u Gera-aJIpeHOMUMETHKH (CUMIATOMHUMETHKH), Takue Kak snuHedpuH (aJpeHalIUH),
H30IPOTEpPEeHOI, JOOyTaMHMH, JONAMHH, MOTYT CHHXKATh AHTUTHICPTCH3UBHBIH sddekT
JIN3MHOIIPHJIA.

FBaxnogen

YeunuBaeT aHTUTHNCpTeH3UBHBIN »ddekr unrubutropos All®. Crenyer TmiatelbHO
KOHTpoJsiupoBath A/l U, B ciydae HeOOXOAUMOCTH, KOPPEKTHUPOBATD JI03Y aHTUTHUIIEPTEH3UBHBIX
IIpernapaToB.

Omanon

Ilpy onHOBpeMEHHOM TIPUMEHEHHHM OTAHOJ YCHUJIMBAST AHTUTHUIIEPTEH3UBHOE JIeHCTBHE
JIU3MHOIIPHIIA.

Dempoeervt

DcTporeHsl ociaalbisAl0T AHTUTUIEPTEH3UBHBIA H>((eKT JIM3UHONpPUIA BCIIEJICTBHE 3a/ICPIKKU
JKUTKOCTH.

Annonypuron, npoxaunHamuo, yumocmamuxu, UMMYHOOENpecCanmot, enoKOKOPMUKOCMEPOUOsl
(npu cucmemHoM NpUMEHEHUN)

CopmecTHOoe TmpuUMeHeHHe HHrHOUTOpoB AllD® ¢  aUTONYypHHOIOM, TPOKAWHAMHUIOM,
IUTOCTATUKAMH YBEJIMUUBACT PUCK PA3BUTHSI HEUTPOTICHUH / arpaHyJIONUTO3A.

IIpenapamul 3onoma

IIpu ogHOBpeMeHHOM IPUMEHEHUH JM3UHOIPWIA U MPENapaToB 30J0Ta BHYTPUBEHHO (HATPHS
aypoTHOMAJaT) ONUCAH CUMIITOMOKOMILICKC, BKJIIOUAIONUN THISPEMHUIO JIMIA, TOMIHOTY, PBOTY
u cHmkeHne AJl.

CenexmusHuie uHeUOUMOPLL OOPAMHO20 3aX6aMA CEPOMOHUNA

CoBMecTHOE NpPUMEHEHHE JIM3MHOIPUIIA ¢ CEJICKTUBHBIMH HMHTUOMUTOpPaMHM OOpaTHOTO 3aXBaTa
CEepPOTOHMHA MOJKET IIPUBOAUTH K BRIPAKSHHON TMIIOHATPUSMHUH.

Jlexapcmeennvie  npenapamsi,  KOmopsle  MOJYM  ROGLIUIAML  PDUCK  PA36UMUA
AHZUOHEEPOMIUECKO20 OMEKa

Hneubumopsr mTOR (mammalian Target of Rapamycin — muttieHb panamuyuna 6 Kiemxax

MAEKONUMAIOWUX) (HANpUMED, MEMCUPOTUMYC, CUPOTUMYC, I6EPOTUMYC)
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(TeMCHpPOJIUMYC, CHPOJIUMYC, HBEpOJIMMYC) HAOIOAI0Ch YBEJIHWYSHHE YacTOTHI Pa3BUTHS
AHTMOHEBPOTHUYECKOTO OTEKA.

Hueubumopsr  ounenmuounnenmuoasvt 1V muna  (JIII-IV)  (cnunmunst),  Hanpumep,
CUMATUNIMUH, CAKCASTUNMUH, 6UNOASTUNMUH, TUHASTUNMUH

Y  DanMeHToB, [NPHUHUMABIIMX OJHOBpeMeHHO HMHIHOMTOphI AIlI® u  HHIHOGHTOPEI
JUIEeNTUAMINEeNTHAA3b [V Tuna (MIMOTHHBI), HaOIIOJAIOCh YBEJIMYeHHE 4YacTOThl Pa3BUTHUSA
AHTMOHEBPOTUUYECKOTO OTEKA.

Dempamycmun

YBenMueHHe YACTOTHI PA3BUTUSl AHTHOHEBPOTHYECKOIO OTeKa IpH  OJHOBPEMEHHOM
NpUMeHeHUH ¢ uHruouTopamu AllD.

Hueubumopnl HefimpansHot snoonenmuoasvt (HII)

Coo0manocs © TOBBINIGHHOM pHCKE Pa3BUTHUS  AHTMOHEBPOTHYECKOTO OTeKa IIpH
OJTHOBPEMCHHOM  TIpUMeHeHWH HHrubutopos AIl® wu  panekagorpuwia  (MHTHOUTOD
SHKe(aIUHARkI).

Ilpu ogHOBpeMEHHOM IpUMEHEHUM HHTUOHTOpoB AIID ¢ JekapCTBEHHBIMH IIpenapaTaMiu,
COJIepKAIUMH ~ CaKyOUTpH (MHTUOMTOp HENPWIW3MHA), BO3pacTaeT pPHCK Pa3BUTH
AHTHOHEBPOTHYECKOTO OTeKa, B CBSI3H C HYeM OJHOBPEMEHHOE TPUMCHEHHE YKa3aHHBIX
IpenapaToB MpoTHBOMOKazaHo. UHrubutopel AII® crienyeT Ha3HayaTh HE paHee, UeM Uepes
36 4acop mocJie OTMEHbI IIpeNapaToB, co/iepxKamux cakyoutpui. IlpoTuBonokazano Ha3HAUSHUE
IpenapaToB, cojlepKalUX CaKyOUTpWIL, MalUeHTaM, [oJyJaronuM HHIuouTopel AIID, a Takske
B TeyeHHe 36 4acoB Iocjie OTMeHbI HHTHOUTOpOB ALID.

Txanegvie axmusamopsl NIA3MUHOSEHA

B oOcepBallMOHHBIX  HCCJIIOBAHMSIX  BBIABJICHA  IOBBINIEHHAs  YacToTa  Pa3sBUTHS
AHTMOHEBPOTHYECKOTO OTeKa Y IAlMeHTOB, NPUHUMABMHUX HHruburopsl All®, nocie
IPUMEHSHHSI aITeIUIA3k] IS TPOMOOIUTHISCKOHN Tepanuy HITEMUISCKOTO HHCYIIbTA.
DapmaxoxuHemuieckue 63auMooelicmsus

AHTaIUABl U KOJISCTHPAMHMH CHH)KAIOT BCAChIBAHME JIM3HHOIPWIA B 3KEJIYT0YHO-KUIISUHOM

TpakTe.

Oco0ble ykazaHus
Cumnmomamudeckas apmepuanvras 2UNOmeH3us
BeipaskeHHoe cHmbkeHHe AJl gamie BCero BO3HMKAeT IPH CHHIKCHHUH 00beMa LUPKYJIMDVIOMCH

KpOBH, HAIIpUMCEP, BCJICACTBUC MTpUEMaA JUYPETUKOB, UCTBI ¢ OTPaAaHUUCHUCM HOBapeHHOﬁ COJIN,
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win Oe3 Hee BO3MOKHO BbIpaxKeHHoe cHibkeHHe AJl. OHO ualle BBISBISETCS Y MAIUSHTOB C
Tspkesor  craamedt  XCH, kak cielcTBue TpUMEHEHUS OOJBIIMX 03 JIUYPETHKOB,
TUNIOHATPUEMHUH WM HapymieHHOW (QYyHKIMM TModek. Y TaKHX MAI[UCHTOB JICUeHHE CIeIyeT
HAYaTh MO/ CTPOTUM METHITMHCKUAM HAOIIOIeHHEM (C OCTOPOIKHOCTHIO TIPOBOJIUTD MOA00D 03I
npemnapaTta U JUypeTHKOB). Te ke peKoMeHJaIluy OTHOCATCS M K MalMeHTaM ¢ HIIeMHYeCKOU
0oJIe3HBIO cep/lia, IepeOpOBaCKYISIPHON HEJOCTATOUYHOCTHIO, Y KOTOPHIX pe3koe CHIKeHHe AJl
MOJKeT MpPHUBECTH K HWHPAPKTY MHOKapJa WIM HHCYJIbTY. TpaH3uTOpHas apTepHaIbHAS
TUIIOTCH3UsI HE SIBJISIETCS IMPOTUBOMOKA3aHUEM JUIsI IpHeMa CIeAYIoNmeH o3bl Ipenaparta.
Jlo Hayayia JieUeHUs, IO BO3MOXKHOCTH, CJIEAYeT BOCIOJIHHUTH 00bEM LUPKYJIHUPYIOMEH KpPOBH
W/WIM KOHLEGHTPAIUIO HATpUs B CBHIBOPOTKE KPOBH, IIPOBOJAUTH THIATSIbHBIM MOHHUTOPUHT
COCTOSIHUSI ~ TAIIMCHTOB, HAXO/IIUXCS B TIPYIOIe IOBBIMICHHOTO pHUCKAa  Pa3BUTHUS
CHMIITOMATHYSCKOW TUMIOTSH3UU B HavaJjle JICUSHHUsI U IIPU KOPPEKIUHU J03bl. B ciiyuae pazButus
apTepUAILHON THUIOTEHRUM MAllMeHTa CJeyeT MOJIOKUTh Ha CIHUHY M, IpH HEOOXOJUMOCTH,
IIPOBECTU BHYTPUBEHHYIO HHY3HUIO (PUBHOTIOTHUSCKOTO PACTBOPA.

TpanzutopHasi TUIIOTEH3UBHASI PEAKIMsl HE SIBJISIETCS IPOTHUBOIMOKA3aHUEM K IOCIEIYIOMIEMY
npuUMeHeHHIo Tipenapata JlusuHonpun PeHeBasl, KOTOpbIH OOBIYHO MOXKHO TIPUMEHSITH Cpasy
noctie mopbimeHust AJ[ mocne ysenuuenus OIK.

Apmepuanvruas 2unomeH3ua npu OCmMpom UHPApKme Muoxapoa

Jleuenue npenaparom Jlnzunonpus PeHeBas NpoTHBONOKA3aHO B CiIydae KapAHUOTEHHOTO MIOKa
U IpH OCTpoM HHGpaApKTe MHOKapja, €Ccid HazHaUeHHWe Ba3O[WIaTaTopa MOYKET CYI[ECTBEHHO
VXYIIMIUTh MOKa3aTeIM TeMOJUHAMUKHU, HalpuMep, Korja cuctoiuueckoe AJl He mpepbliaeT
100 MM pT. cT.

IIpu ocTpoM uHpapkTe MUOKAP/A JCUSHUS JIM3HHOTIPHIIOM He CJIeyeT HAUYMHATh Y MAIUEHTOB ¢
MpU3HAKAMHU TTOYSUHOU JTUCPYHKITUH, KOTOPbIE OMPEISISUTUCh KaK KOHIIEHTPAllUsI KpeaTUHHUHA B
CBIBOPOTKE KpOBH, IMpeBbImaromas 177 MKMOJB/J, WWIH TPOTSHUHYPHS, IPEBBIMIAIONAs
500 Mr/24 daca. B caydyae pa3BUTHS HapymieHHS (QYHKIHH [MOYEK BO BpeMs Tepamuu
JTU3UHOTIPUIIOM (KOHI[CHTPAIUsl KpeaTHHUHA B CHIBOPOTKE KPOBHU, IIPEBBIMIAIOMAs 265 MKMOJIB/JI
WJIU B JIBa pa3a IpeBbINIAOIAsi COOTBETCTBYIOIISE 3HAUCHHUE IO Havajla JICUYSHHs) Bpad JI0JDKEH

pPaccMOTpPETh I],'e.]'IeCOOGpa?)HOCTL OTMCHEI JIN3HHOIIPpHJIA.

Cmenos aopmansHO20 U MUMPATLHO2O KIANAHA / SUNepmpopuueckan KapoOuoMuonamus
Kak u B ciaydae qpyrux unruburopos AllD, TU3HHONPHII CIeyeT Ha3HAYATh ¢ OCTOPOIKHOCTHIO
MAIASHTAM CO CTEHO30M MHTPAILHOTO KJamaHa W OOCTPYKITHEH BBIHOCSIIETOo TpPaKTa JICBOTO

JKEJIyJOYKa, Tako# Kak aopTaJILHLIﬁ CTCHO3 WU FI/Il'IepTPO(l)I/I“IeCKaﬂ KapJuOMHUOIIaTHA.
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Houeunas nedocmamouHocmo

B cnywae moueuno#t HemoctarounHoctd (KK <80 mur/mMuH) HadalbHYIO 103y JIM3HHOIIPHIA
cienyeT nmoaduparh B 3apucuMocTd oT KK y maiueHTta, a 3aTeM B 3aBHCHMOCTH OT pPEaKIHU
MalMeHTa Ha JieueHUe. PYTHHHBIA KOHTPOJIb KOHIICHTPALIUM KAJIMSI U KpeaTHHUHA B CHIBOPOTKE
KPOBH SIBJISIETCS] YaCThIO CTAHAAPTHOU METUIIMHCKOM MPAKTUKY JICUSHUS TAKUX MMAI[USHTOB.

Y HeKOTOpBIX IMALMEHTOB ¢ JBYXCTOPOHHHM CTEHO30M IIOYEYHBIX apTepHUN WIH €O CTEHO30M
apTepuu ©JUHCTBEHHOW IIOUKM, KOTOpble mojydasu uHrubutopsl AIl®, nHabmogamoch
VBEJIMUCHUE KOHILEHTPALlUM MOYECBHHBI M KpPEaTHHHUHA B CBIBOPOTKE KPOBH, KaK IPaBHUIIO,
oOpaTuMoe TIpU TMpeKpamieHUH JIeUeHHs.. JT0 0COOSHHO BEPOSITHO Y TAIMEHTOB ¢ MOYSYHOU
HEJIOCTATOYHOCTBI0. B cilyyae CONMyTCTBYIONMEH BazOpPeHAJILHOW apTepHUAIBHOM THIIEPTEH3HH
CYIECTBYET IIOBBIMICHHBIH PHUCK PAa3BUTHUS TSLKEJIOM apTepHAIBHOW THIIOTEH3HH U IIOYSYHOU
HEJJOCTATOYHOCTH. Y TaKMX MAIlUeHTOB JICUCHHE CJeyeT HAYWHATh TOJ THIATSIbHBIM
MEIUITUHCKAM HaOJII0/IeHHeM ¢ HU3KHX J03 U OCTOPOIKHO TUTpoBaTh A03y. [lockonbKy eueHue
JUYPETUKAMHU MOXKET CIOCOOCTBOBATh PAa3BUTHUIO YKAa3aHHBIX BBIMIE COCTOSIHUHM, JUYPETHUK
cieyeT OTMEHHUTh, NPHU 3TOM (QYHKIHIO IOUEK Clie/lyeT KOHTPOJHUPOBATh B TeUSHHE IEPBBIX
He/IeJIb TepAIiH JIM3UHOTIPUIIOM.

Y HEKOTOpBIX MALMEHTOB ¢ apTePUAILHON THIepTeH3UeH O3 BhIpakeHHOM Mpe/mecTBYIOMeH
Ba30peHAILHON TUIICPTEH3IUU OTMEYAJIOCH YBEIIMUCHUES KOHIICHTPAIIMA MOUSBHUHBI U KpeaTUHUHA
B CHIBOPOTKE KpOBH, OOBIUHO HE3HAUMTENILHOS U TPAH3UTOPHOE, 0COOCHHO B TeX CIIydasix, Korjaa
JU3UHOTIPUIT IPUMEHSIICS OJTHOBPEMEHHO C JINYPETUKOM. ITO 0COOSHHO BEpPOSITHO Y MAI[HSHTOB
C TpeAIIeCTBYIOMEH MOUYSYHON HETOCTATOUHOCTHIO. MoxkeT MoTpeGOBATHCS CHUKEHHUE O3Bl
W/ WA OTMEHA JINYPETHKA W/ WM JIU3UHOTIPUIIA.

llosvriennasn 4yecmeumens HOCHs, AHSUOHEEPOMUYECKUTE OTNEK

AHTHOHEBPOTHUESCKUN OTEK JIMIIA, KOHEYHOCTeH, T'y0, si3bIKa, HAJATOPTAHHUKA W/WIH TOPTaHU
OTMEUAJICs Pe/IKO Y MAIlMeHTOB, MOJTyYaBMINX JeueHue uuruoutopamu AllD, Bkiitouas npenapat
JIvzunonpun PeneBas. AHTMOHEBPOTHUYESCKMHM OTEK MOYKET BO3ZHHUKHYTH B JIFOOOW MOMEHT BO
BpeMs JIeUeHHUs. B Takux ciaydasix cielyeT HEeMeJICHHO OTMEHHUTH mpemnapaT JIuzuHOmpui
Penepasi, Ha3HAYUTH COOTBETCTBYIONIEE JeUueHHEe U 0OeCleyuTh MEJIUIMHCKOS HAOIoIeHue J0
MOJTHOW perpeccuu cuUMNTOMOB. Jlake B cIydasXx oTeKa s3bIKa, HE COIPOBOMKIAIOUIETOCS
JIBIXaTeJIbHONW HEJIOCTAaTOYHOCTHIO, MAIIUeHTaM MOJKET MOoTpeOoBaThCs JUIUTENIbHOS HAOMIoIeHUE,
MOCKOJIbKY JISUSHHUS] aHTHTHCTAMHUHHBIMH TIperapaTaMH W KOPTHKOCTEPOWIAMH MOXKET OBITh
HEJIOCTATOYHO. AHTHOHEBPOTUYECKMM OTEK, COMPOBOMIAIOUIUNCA OTEKOM TOPTaHH, MOXKET
NIPUBECTH K JIeTAIbHOMY HcXoAy. OTeK s3bIKa, TOJIOCOBBIX CKJIAJOK HJIM TOPTAaHU MOXKET
MPUBECTH K OOCTPYKIIMH JbIXaTeNbHBIX MyTeH. [Ipu mosiBIeHUH TaKUX CHMITOMOB Tpedyercs

HEOTIOJKHAA Tepanus: BBeAeHHe stuHedpuna (0,3-0,5 M pacTBopa snuHepuHa (apeHATHHA)
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olecrieueHre CBOOOJHOM IPOXOJUMOCTH /IbIXaTeIbHBIX IyTeH. IlanMeHT J0JDKEH HaXOIUThCS
10/ MEeIUITUHCKUM HaOJII0IeHUEM 10 MTOJIHOTO ¥ CTOMKOTO MCUS3HOBEHHUS CUMIITOMOB.

B ouenb penkux ciydasx Ha ¢oHe Tepanuu uHrHOUTOpamMu All® pazpuBaiics
AHTMOHEBPOTHYECKUH OTEeK KHIIedyHHKa. [Ipu 5ToM y mamueHTOB oTMedantach 00Jib B XKHBOTE,
KaK M30JIMPOBAHHBIM CHMIITOM MJIM B COYETAHUHU C TOIIHOTOH M PBOTOH, B HEKOTOPBIX CIIyYasiX
0e3 NpeANIeCTBYIOMEr0 AaHTMOHEBPOTHUYSCKOrO OTeKa JIMIA M IPH HOPMAJIBHOM YpPOBHE
Cl-screpasbl. J[narHos ycTaHABIMBAJICSA ¢ MOMOIIBIO KOMITBIOTEpHOW Tomorpaduu OpronrHoH
o0jacTH, VyABTPA3BYKOBOTO HCCIIJAOBAHUS WIM TPH XHUPYPTHUECKOM BMeEIIaTeNIbCTBE.
CHuMITOMBI HCYe3aJIU ToCTIe TIpeKpaleHus npueMa uHruoutopa AIIO. IlosToMy y IanMeHTOB ¢
0oJIsIMHM B JKHBOTE, IoJydaromux HHruouropsl AlID, npu nposeneHuu auddepeHIMaIbHOMN
JTUATHOCTUKHA HEOOXOJUMO YUUTHIBATH BO3MOYKHOCTb PAa3BUTHSI aHTHMOHEBPOTHYECKOTO OTEeKa
KHUIIeYHUKA.

[TanueHTHI, Y KOTOPBHIX paHee OTMeYaJICsl aHTHOHEBPOTUUESCKUHM OTEK, HE CBSI3AHHBIM € JICUeHUEM
uaruburopamu  AII®, moryr ObITh  HOABep:KeHBI  OoJIbIIEMY  PHUCKY  Pa3BUTHS
AHTMOHEBPOTHYECKOTO OTeka IpU IpuUMeHeHUH uHruburopa AIlD (cMoTpu pasjen
«IIpoTuBomOKazaHUM).

HUuruburoper AIIQ BBI3BIBAIOT aHTHOHEBPOTHYECKHH OTeK Yy HAIUEHTOB HETPOUTHOU pachl
qaiie, 4eM y MalueHTOR JPYroH pacoBOM NMPUHAJICIKHOCTH.

OonoepemenHoe npumenerue uneuoumopos mTOR (mammalian Target of Rapamycin — muuiens
panamuyura 6 KIemrax MAeKONUMarowux), Hanpumep, CUPORUMYC, 56EPONUMYC, MEMCUPOTUMYC
Y manueHToB, MOJIYYalOMUX OJHOBpeMeHHO HHruOutopel AII® wu wuarubutopsr mTOR
(HampuMep, CUPOIUMYC, HBEPOIUMYC, TeMCHUPOJIMMYC), MOXKET OBITh IOBBIIMICH PUCK PA3BUTHS
AHTMOHEBPOTHUYECKOTO OTeKa (HAlpHUMeEp, OTeK CIM3UCTOM JbIXATeJIbHBIX ITyTEH HJIM SI3BIKA, C
JbIXaTeIbHON HeJJOCTATOYHOCThIO WK 6e3).

AnagunaxmouoHuvie peakyuu y nayueHmos, HaxoOaWuxca Ha 2eMOOUANU3e

CooOmanocs 00 aHapUIAKTOMIHBIX pPEaKIUAX Vy MAlUeHTOB, HAXO/AMMUXCA Ha JUAIN3e ¢
HCIIOJb30BAHUEM BBICOKOIPOTOYHBIX JUAJIU3HBIX MeMOpaH ¢ BBICOKOH IIPOHHUIAEMOCTHIO
(Hanpumep, AN69®) U OJJHOBPEMEHHO MoJy4aBmIuX HHruOuTop AIID. V Takux MamueHTOB
CJIeIyeT pacCMOTPETh 11eiecooOpa3HOCTh IPUMEHEHHS IPYTOro TUIIA IMATIU3HON MeMOpaHbl WK
TUIIOTeH3UBHOTO IIperapaTa Apyroro Kjiacca.

Anagpunaxmouonuvie peaxyuu 60 6pema agepesa nunonpomennos Huzxkoi nromuocmu (JIIIHII)
B penkux ciaydasx y MamueHTOB, MoxydaBimux uHruOuTophl AII® Bo Bpems adepesa JIITHII ¢
JeKCTpaHa CyiIb(paroM, BO3HHMKAIN JKHU3HEYTPOXKAIOIUe aHA(DUIAKTOUIHBIC peakmuu. Takue

pPeaKIMH MOXKHO TIPETOTBPATHTH IIyTeM BpeMeHHOU oTMmeHbl MHrubutopa AII® mepen kaxmoi
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npoleypoi adepesa.

Hecencubunuzayus

HUnorga y mnanueHToB, NpUHUMABMUX HHruOHTOphl AlID, mpu JeceHCHOWIM3AIMH SOM
MePeTOHYATOKPBUIBIX (HATIpUMEP, OC WJIM IYeNI) Pa3BUBAIUCH aHAPWIAKTHYCCKUE pPEaKITHH.
Takux KU3HEYTPOKAIOMIMUX CHTYAllMH MOMKHO U30ekKaTh TPH CBOCBPEMEHHOHW OTMEHe
uarudutopa AIlD.

Tpancnnanmayus nouxu

Her omnbiTa npuMeHeHUS JTU3UHONIPUIIA yV MALMEHTOB IOCJE TPAHCIUIAHTAIMHM NOYKuU. JleueHue
JIW3UHONIPUIIOM TAITUEHTOB MOCIIE TPAHCILUIAHTAIIMY IIOYKU HE PEKOMEH/TYETCSI.

lleuenounas neoocmamounocmo

B ouenb pegkux ciydagx npueM HHruOuTopoB AIID comnpoBOKIACS CHHIAPOMOM, KOTOPBIH
HAYUHAJICA € XOJISCTATHUSCKOH JKENITYyXH, MPOTpecCHpoBall 10 (PYIbLMHUHAHTHOTO HEKposa
NeYeHU U (MHOTAA) MPUBOIUI K JETAIBHOMY MCXOy. MeXaHu3M pa3BUTHS JITAaHHOTO CHH/pOMa
HesiceH. llanueHnTtaMm, NOMyYAIOMUM JIM3HMHOIPHWI, Y KOTOPBIX PpAa3BHUBAETCS JKEJITyXa WU
3HAUUTEIBHO MOBBIMIASTCS AKTUBHOCTD «II€USHOUHBIX» (DePMEHTOB, ClIeIyeT IPEKPATUTh NIPUEM
JUBMHONIPUIIA ¥  HAXOJHUTHCS TOJ COOTBETCTBYIONMIMM  MEIUITUHCKUM  HaOIIO/ICHUEM.
Heiimponenus / azpanynoyumos

Coolbmanioch 0 HEUTPOIICHUH / arpaHyJIoOIUTO3e, TPOMOOIIUTOIICHUN U aHEMHUH Y TallUeHTOB,
nosydaBmux UHTHOUTOphl AlID. ¥V manueHToB ¢ HOpMaJIbHOW (PyHKIHEH modek Oe3 apyrux
OTSATOIAIOIUX (PAKTOPOB HEUTPOTIEHUSI pasBUBaeTCs peako. HelTpomeHHsT U arpaHyJIOIHUTO3
SIBJISIFOTCST OOpAaTUMBIMU U UCUE3AIOT TMOCe OTMEeHbI HHTUOuTOpa AlID.

JluzuHoONpUN cleayeT Ha3zHauaTh € OCOOOW OCTOPOIKHOCTBIO TAIUEHTAM € CHUCTEMHBIMHU
3a00JICBAHUSIMU COS/TUHUTENILHON TKAaHM, MIPH JICUCHUH HUMMYHOJCIIPECCAHTAMHU, TIPH JICUSHUHU
AJUTOTYPUHOJIOM WM TMPOKAMHAMUIAOM, WJIH TPU COUYSTAHMM DTHX OTATOMAIOMMX (PaKkTopoB,
0COOCHHO TIPH HAJTMYUHU TIPE/IMISCTRYIOMETO HApYIICHHUS QYHKITHH MOYeK. Y HEKOTOPBIX U3 ATUX
MAIHCHTOR Pa3BHJIMCh Cephe3Hble HHQEKIHOHHBIC 3a00JeBaHUS, KOTOpPbIE B HECKOJIBKHUX
ClydasXx He TOJaBAIUCh HMHTEHCUBHOW aHTHUOMOTHKOTepamnuu. llepuonmuuecku BO BpeMs
nedeHust mpenapatoMm JlusuHompusi PeHeBanm pekoMeHIyeTcs TPOBOJMTH J1abopaTOpHBIC
HCCIeIOBaHUS (aHAJIU3 KPOBU € MOJCUSTOM JIeHKOIUTapHOH (POopMyJIbl) Y TAaKUX TAIUSHTOB, a
TaKKe MPeAYNpPeauTh HX O HEOOXOJUMOCTH COOOIATh O TOSIBJICHHUH TEPBHIX TPU3HAKOB
HH(PEKIMOHHOTO 3200JIeBAHU.

Hepeuunvlii cunepansOocmepoHu3M

Y [alnueHTOB, CTPAJIAlONUX TEePBUUYHBIM THIEPATHIOCTEPOHU3MOM, HHrudbuTOopel AllD
Hen(PEeKTUBHBI, TTOTOMY MPUMEHEHHE JTH3HHOTIPUIIA HE PSKOMEH Ty TCSL

Paca
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HOMY OTYETY

HETpOH/IHOM pachl 110 CPAaBHEHUIO ¢ MAIIHEHTaMU JIPYTOod pacOBOM IPHUHA/UICKHOCTH.
Hurubutoper AII® meHee >ddekTUBHBI B KauecTBe T'MIIOTEH3UBHOTO Cpe/ICTBA Y HAI[UEHTOB
HerpouAHOH packl. JlaHHBIH >PdeKT BO3MOKHO CBs3aH ¢ NpeobiiajlaHueM HU3KOPEHHHOBOTO
cTaTyca y NAallUeHTOB HETPOUTHOMN packl ¢ apTepHaIbHON THIIepTeH3UEH.

Xupypeuueckoe 6Meumamenxcmeo / oouas anecmesus

VY nmanueHToB, KOTOPLIM IPOBOJUTCS OOIIMPHOE ONEpaTUBHOE BMENIATeIbCTBO, MJIM BO BpeMs
oOmmel aHeCTe3MH MpenapaTaMy, MPHUBOSIIUMH K apTepUAIbHOM THUNOTCH3UH, JHU3HHOIPUI
MOJKeT GJIOKHpoBaTh oOpa3oBaHUe aHTHOTeH3HMHA Il mociie KOMIIEHCaTOpHOTO BRIOpOCA PeHUHA.
Ecnu passuBaeTCsl apTepHaibHasl THIIOTEH3Hsl, BEPOATHO B pe3yjbTaTe IIPHBEJISHHOIO BBIIIE
MeXaHH3Ma, MOXKHO IIPOBECTH Koppekuuto yseanueHrneMm OIK.

Hayuenmul nosicunoz2o 6ozpacma

Y nmanmeHTOB MOXKHJIONO BO3pacTa NPHMEHEHHE CTaHJApPTHBIX /103 JIM3MHOIPUIIA NPHUBOJMUT K
OoJiee BBHICOKOM KOHIIGHTpAIlMU JIM3WHOIpWIA B IUIa3Me KPOBH, MOdTOMY TpebyeTcsi ocobast
OCTOPOXKHOCTE IIPH OIIPEAEIEHUH J03bl, HECMOTPsI Ha TO, YTO Pa3JIMYMK B AHTHT MIIEPTEH3HBHOM
JEHUCTBUY JIN3HHOIIPHIIA Y TIOKUIBIX M MOJIOJIBIX ITAIIUEHTOB HE BBISIBJICHO.

Kawenv

Bo Bpemst npumenenust uuruduropos AlI® gacto Habmonancs kamens. Kak npapuio, kamesb
HEMPOJYKTUBHBIM, TOCTOSIHHBIM M Tpekpamaicsi mocie oTMmeHbl uHruburtopa AIID. Ilpu
muddepeHIMAIPHOM HATHO3¢ KalUlsd HaJ0 YUMTHIBATH W Kalleslb, BRI3BAHHBIA IPUMEHEHHEM
uHruouTopoB AIlD.

Tunepranuemus

Y HEKOTOpHIX TMAlMeHTOB, MOJy4YaBMHUX HHrubutopel AllD, BkIOUas JTU3HHONIPHUII,
HaOJII0JATIOCh YBEJIMUeHHEe KOHIEHTpPAIlMM Kajlusl B CHIBOPOTKE KpOBH. I'pynmy pucka o
Pa3BUTHIO THIIEPKAJIMEMHH COCTABJLAIOT IAIIMEHTHI ¢ MIOYSUYHON HENOCTATOYHOCTHIO, CaXapHBIM
quabeToM 2 THNA WIM TAIUEHTHI, NPUHUMAIOIMME OJHOBPEMEHHO KanuicOeperaiomue
JUYPETUKA  (HApUMep,  CIHUPOHOJIAKTOH,  TPHAMTEepeH,  aMWIOpH[,  DIUICPSHOH),
KaJIuico/iepIkalyue MUIeBble T00aBKH WIHM KaJUHCOAepIKaIlle 3aMEHUTEIU COJIM, a TaKKe Te
HAI[MEeHThl, KOTOpble MPHHUMAIOT JIpyTHe IpenapaThl, CIIOCOOHbIE BBLI3BIBATH ITOBBLIIMIEHUE
KOHI[EHTpAllUK KajHsl B ChIBOPOTKE KPOBM (HAIpUMep, IelapuH, KOMOWHAIUAS TPUMETONPUM /
cyJbpaMeToKca3ol, TaKKe H3BECTHBIH Kak Ko-TpHMoOKcaszoid). B ciydae HeoOXOqUMOCTH
O/IHOBPEMEHHOI'O IIPUMEHEHHMsI YKa3aHHBIX BBIIIE IIPEIApaTOB PEKOMEHAYETCS pEryJIIpHBIN
KOHTPOJIb KOHIIEHTPALMH KaJIUs B ChIBOPOTKE KPOBH.

Hayuenmul ¢ caxapHvim ouabemom

Y manmueHToB ¢ CaxXapHbIM ,[[HaGSTOM, IMIPUHUMAOMIUX THIIOTJIMKEMHUYCCKHUE TIpCIiapaTbl BHYTPb
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COOTBETCTBYET 3KCNEPTHOMY OTYETY

OCYIECTBILITh TIATEIbHBIN KOHTPOJIb TJINKEMHH.

lIpenapamuvr numus

Kak npaBuiio, He peKoMeHAyeTCsl KOMOMHAIIMS IPETapaToB JIUTHS U JIM3HHOTIPUJIA.

Omanon

Bo BpeMst Tepanmuu He peKOMEHAYSTCSl YHMOTpeOJIeHHWE aJIKOTOJIbHBIX HANMTKOB, TaK Kak
AJIKOTOJIb YCHJIMBAeT TMIIOTEH3UBHOE JICHCTBHUE IIperapara.

Heortinas bnoxaoa PAAC anmazonucmamu peyenmopos aneuomeHszuna 11, uneubumopamu Al D
U GUCKUPEHOM

Jlokazano, uro mipu ojiHoBpeMeHHOM TipuMeHeHuu APA 11, uaruburopor AII® win anMckupeHa
MOBBIMIACTCS] PUCK PA3BUTHSI apTepUaIbHON TUIIOTCH3UH, TUIICPKAIUEMUH, HApYIIEeHUS (PyHKIIUU
MoYeK (B TOM YHCJIE OCTPOM IMOYSYHOHN HeJOCTATOYHOCTH). 110 3ToM npuurHe He peKOMEHI0BAaHO
koMOuHHpoBaHHoe mnpumeHeHue APA II, unruburopor AII® wm anuckupeHa. Eciu
IpUMEHEHHE [JAHHOW Tepalmuu HeoOX0JUMO, peKOMeHAyeTcs HaOJIoJeHHe CHEIUAIUCTA,
TIIATEJIbHBIM MOHUTOPUHT (PYHKIMU MoUeK, AJl ¥ KOHI[EHTpALlUU SJICKTPOJIMTOB B CHIBOPOTKE
KpPOBH.

[IpoTuBoOMOKa3aHO OJHOBpPeMEeHHOe TpuMeHeHHe HHruoutopor AIID ¢ amuckupeHOM U
IpenapaTaMy, COACpIKAIIMMU QJUCKUPEH, YV TAlUEHTOB ¢ CaxapHBIM JaHa0eTOM W/HIH
YMEPEHHBIMH WIH TSDKEITBIMHU HapyimeHusiMu GyHkiuu nouek (CK® menee 60 mur/mun/1,73 M
IO/ TOBEPXHOCTH Tejla) U He PeKOMEHYeTCs Y APYTUX MallUeHTOB.

OpHoBpeMeHHOe NpUMeHeHHe HHTUOUTOpoR AlIM ¢ aHTaroHUCTAMHU PEIENITOPOB AHTHOTEH3UHA
II nporupomnokazaHo y MaIlUeHTOB ¢ AuabeTHUeckod HedpomaTHed W HE PEKOMEHAYETCS V
JPYTUX TAIUCHTOB.

BimsiHie Ha crocOGHOCTH YIPABJIATH TPAHCTIOPTHLIMHU CPeICTBAMU, MeXaHW3MaMH

[Ipu ympapjieHUH TPAaHCTIOPTHBIMH CPEJICTBAMHU WITH paboTe ¢ MEXaHU3MAaMH CJIeyeT YUUTHIBATD
BO3MOJKHOCTb Pa3BUTHUA TOJOBOKPYKEHHUS WIM YyCTalocTH. lIpH pasBUTUM  yKa3aHHBIX
CUMIITOMOB HE PEKOMEHYETCsl YIIPABICHUES TPAHCTIOPTHBIMYU CPEJICTBAMH ¥ MEXaHU3MaMHU.
dopma BhIIyCKA

Tabnetkn, 2,5 mr, 5 mr, 10 mr, 20 Mr.

ITo 10, 14, 15 TabneTOK B KOHTYPHYIO SIMEUKOBYIO YIIAKOBKY M3 IUICHKU MOJUBUHWIXIIOPUTHOU
¥ (POJIBTH ATFOMUHHUEBOH TIEYaTHOM JTAKUPOBAHHOM.

3, 6, 9 KOHTYPHBIX STYCHKOBBIX yMakoBoK 1o 10 TabmeTok miu 1, 2, 4 KOHTYpHBIC SUYCHKOBBIS
ynakoBkd 1o 14 TaGmetok, win 2, 4, 6 KOHTYPHBIX STYSHKOBBIX YIAKOBOK 1o 15 TabieTok ¢
HHCTPYKIIHEH 0 MPUMEHEHHIO MIOMEIIAIOT B MMAYKy W3 KapTOHA JIUIS OTPeOUTEILCKOM Taphl.

YeaoBus XpaHeHUHA
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[Ipu temnepatype He Boilie 30 °C.

XpaHUTh B HEJIOCTYITHOM UL IETeH MecTe.

Cpok rogHocTH

3 rona.

He npuMeHATH 110 UCTEYEHUH CPOKA TOJTHOCTH.

Y ciioBus oTIycka

OTIycKaroT 10 pelenry.

Biiajesieny perMcTpaliiOHHOT O YA0CTOBEPeHUA:

AxnuonepHoe obmecTBo «lIpousBocTBeHHas hapMareBTHUSCKast KoMITaHUST OCHOBIICHUE)
Opunuueckuii  anpec: 633621, Hopocubupckasi o6, CysyHckuit paiion, prn. Cy3yH,
yi. Komuccapa 3sarbkoBa, 1. 18.

Ten./daxc: 8 (800) 200-09-95.

Untepuet: www.pfk-obnovlenie.ru

IIpomBomurens/Opranuzaiys, MIPUHIMAIOIIAA IPEeTEH3UH OT MMOTpeduTe Ieli:
lpoussooumens

AxnuonepHoe obmectBo «lIpousBocTBeHHas hapMarieBTHUSCKast KoMITaHUSI OCHOBIICHUE)
Aopec mecma npouzsoocmesa

630096, r. HoBocubupck, yi. Cranuuonnas, 1. 80.

Opeanuzayus, nPUHUMAaOWas npemen3uy om nompebumenell

Axnmoneproe obmectBo «lIpousBoacTBeHHas papMarieBTHUYeckast koMIaHusi OGHOBJICHUE)
630096, r. HoBocubupck, yia. CranmuonHasi, 1. 80,

e-mail: pretenzii@ptk-obnovlenie.ru



