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LUenb MNaketa UHcpopmauum no BezonacHocTu

MakeT mHopMauum no GesonacHocTn Maiozanm® (anrniokosngasa anbda) (MAB)
npeacraBnsieT cobov OONOSHMTEMbHbLIM  y4ebHbIA  MaTepuan, npegocTaBnsiEMbli
Bpa4aMm, 3aHMMalwLMMCH NevyeHneM naumeHToB c bBonesHbio [lomne npenapaTom
Maiozainm®. Jlevyalme Bpaym MoryT npyv HEOBXOAMMOCTU MPeaoCTaBNATb HACTOSALLMIA
mMaTepuan octanbHbIM MeanuuHckum pabotHukam (MP), 3agencTBOBaHHBIM B fleHeHUn
6onesHn (MpoBu3opaM, Bpayam-Hecneuuanucram, annepronioram, meacéctpam).
OcHoBHas uenb MNUB:

1. MuHMMU3NPOBATL M3BECTHbIE PUCKM, CBA3aHHbIE C neveHnem Maiiozanm®
2. WHcTpykTMpoBaTb MeapaboTHUKOB KacaTenbHO KIMHUYECKOro ynpaBneHust aTumm

prckamm
3. WHcTpykTMpoBaTb MegpabOTHMKOB O NPOBEAEHWM  MMMYHONOrMYeCKOro
TECTMPOBaHUS, koTopoe NMOMOXeT  [eTanbHee  OxapakTepu3oBaTb

noTeHumanbHbIn MEXaHU3M peakunin, CBsA3aHHbIX ¢ MHy3nen (PCU) n peakumi
rMnep4YyBCTBUTENBHOCTYU

B MWB Takke patoTcs pekoMeHOauun U MHCTPYKLMK no 3abopy, o6paboTke n oTrpyske
obpasuoB Ans 6ecnnaTtHOro MIMMYHONOMMYECKOro TECTUPOBAHMS.

Mano3zainm® n 6onesHb Nomne

BonesHb MNMomne — 310 NM3ocomHas Gones3Hb HaKoNeHWs, MOCKOSbKY OHa Bbl3BaHa
geduumMtoMm Kucnom a-rnokosvaassl (GAA) — depmeHTa, KOTOpbI pacliennseT
NM30COMarnbHbIN rNUKoreH B rnwokody. Oeduunt GAA npuBOAWT K HAKOMNEHUIO
rMUKOreHa n B KOHEYHOM CHETE K paspbiBY JIM30COM, YTO B UTOre Bbi3bIBAET KNETOYHYIO
ANCPYHKLUMIO BO MHOTUX TKAHAX OpraHnMama, B YaCTHOCTU MbILLEYHbIX BOIOKHAX.

Mario3anm® coaepXuT akTUBHbIA UHTPEAVEHT anrnoko3ungasy anbgy (PeKOMGUHAHTHYO
KUCMYIO o-TMIOKO3MAasy Yernoseka [pekoMbuHaHTHas GAA]). Maitosaiim® nokasaH ans
anutenoHon  depmeHto3amectuTensHon Tepanum  (P3T) y naumeHToB C
noaTBEpPXKOEHHLIM AMarHo3oM 6GonesHb [lomne (geduumuT KUCNOM o-rNHKO3naasbl).
Mario3aim® nokasaH B3pocCrbiM M [ETSIM BCEX BO3pPacToB. PeKoMeHOyeMmblii pexum
nosuposaHua Maiioszanm® - 20 Mr/kr maccbl Tena, oanH pas B ABe Heaenw.

OnucaHune naeHTUPULMPOBAHHbLIX PUCKOB

Bbinu naeHTMhULMpoBaHbl CriefytoLmne pUcku, CBsi3aHHble ¢ NpuMmeHeHnem Maiiozaiim®
(cm. pasgen 1):

PEAKLUW, @ MMMYHO- @CTPAR CEPOEYHO-
CBA3AHHbIE C OMNMOCPEAOOBAHHBIE UMMYHOIEHHOCTb ObIXATENbHAA
NH®Y3UEN PEAKLUUU HEOOCTATOYHOCTb,
BbI3SBAHHAA
r'MNEPBONIEMUEN

B INMNB npuBoanTCcs NonHOE onucaHne NAeHTUMULNPOBAHHBIX PUCKOB, CBA3aHHbLIX C UH(Y3nen
Maiosaiim®, a Takke UHCTPYKLUS O KIMHUYECKOM JNIeYEeHUN HexenaTenbHbIX peakuuit (cM. pasaen
2).



Um MyHOJormn4eckoe tectmpoBaHue

KomnaHns Genzyme yctaHOBMIa NOCTPErMcTpaunoHHY NporpamMmmy UMMYHOOrMYeCKOro
Haasopa no Mainosanm® ana onpegeneHns o6béMa 06pa3oBaHNa aHTUTEN NPY BBEAEHUN
Maio3anm® 1 ero KNnMHUYEeCKoro BO3AeNCTBUSA, eCnv TakoBOe UMeeT MeCTo (CM. pasaen
3.1)).

e CTporo pekomeHgoBaH 3abop obGpasua CbIBOPOTKM HA MCXOOHOM YPOBHE [0
nepBoun NHpY3nK.

o PekomeHayeTCs MOHUTOPUTbL MALMEHTOB PErynspHO Ha Hanudme antuten IgG
(cm. KpaTtkyto Xapaktepuctuky JlekapctBeHHoro CpefncrtBa Ans nosnyyvyeHus
AONOMHUTENbHOM MHPOPMaLIMK O TeKyLLLEM MOHUTOpPUHre IgG).

e Jlevyawmm Bpavam CTporo pekomeHayeTcs otompaTb obpasubl 4ns TecTa Ha IgE,
aKTMBaALMIO KOMMAEMEHTaA W _TpuaTasy Yy MNauueHToB, UMEIOLMX peakuuu,
CBSI3aHHblE C MH(Y3NEN OT YMEPEHHbIX A0 TSHKENbIX UMW peuuamBUPYIOLLMX,
KOTOpble yKa3blBalOT Ha peakunn runepyyBCTBUTENBHOCTN.

B MNNB npuBogaTcsa pekomMeHaaumn 1 NonHble MHCTPYKLMK KacaTenbHO 4oCTyna K bokcam
3abopa obpasuoB ans obneryeHnss 3abopa, 06paboTkKn, ynakoBKM N OTrpy3kn obpasLoB
kpoBu B Otgen KnuHunyeckon MimmyHonormn komnaHmm Genzyme; ata ycnyra 6ecnnartHa
(cm. pasgen 3.2.).

B cnyyae BonpocoB kacaTenbHO AWMKOB Ans 3abopa o6pasLoB aHTUTEN UM ApYrnx
BOMPOCOB, CBA3aHHbLIX C aHanusamu no Manosanm® ceskutecb ¢ Mopsyen NUHUEN:
+7 701 233 77 03



KINMIOYEBbIE KOHTAKTHBbIE JIULIA

e [1nA coobweHnA o HexenaTternbHbIX COObITUAX U/MNM 6epeMeHHOCTH,
BO3HMKLLEN Ha (poHe npuéma Marosanm®:

HanpasbTe Bawe coobueHne B CaHodu:
Konn-ueHTtp: +8 800 080 00 22 24 vyacal/7 aHewn B Heaenwo

E-mail: Kazakhstan.Pharmacovigilance@sanofi.com

¢ [1na BONpocoOB KacaTeNlbHO KapT Ansl 3abopa o6pa3uoB aHTUTEN U
APYrux BonpocoB, CBAA3aHHbIX ¢ aHanu3amu no Manosanm® cesxutecb
no TenedoHy Nopsaven nuHun:

+7 701 233 77 03

e [Ina meanMuuHckon nHdopmaumm KacatenbHo 6onesHu Momne nnu Mainozanm®:

Ceskutech ¢ [lenapTaMeHTOM MEAULNHCKON MHdopMaunu,

TenedoH: + (7) 727 244 50 96

Konn-ueHTp: +8 800 080 00 22 24 yaca/7 aHewn B Heaeno

[na nononHUTenbHOM MHOPMaLMM NOCEeTUTE CTPAHULY WWW.pompe.com


http://www.pompe.com/

OnucaHue puckoB, cBA3aHHbIX ¢ Manosanm®

MaeHTuduumpoBaHHble puUcku 6e30nacHOCTU feyeHust Maito3aiim® (anrnioko3maasa anbda) BKNHOYaOT
pasBuMTUE peakuun, cBA3aHHbIX C UHGY3men (PCW), Bkniovas peakuumn rmnepyyBCTBUTENBHOCTUM W
YrpOXaloLWUN XU3HN aHaduUnakTMYEeCKMn LWOK W/unum OCTaHOBKa cepaua, MMMYyHOONoCcpeaoBaHHbIE
peakumMm, UMMYHOMOrMYECKUA OTBET U OCTPYI KapAWOpPeCnMPaToOpHYK HEeAOCTAaTOYHOCTb, BbI3BAHHYHO
rmnepeonemMmen.

1.1. Peakuuu, cBAi3aHHbIe C UH(Y3MENn, BKIOYas peakumm

rmnep4yyBcTBUTEJSIbHOCTU U aHad)vmaKTqucme peakuunun

PCW onpepnensieTca kak noboe HexenaTeneHoe sisneHve (HA), Bo3HMKkatowee BO Bpems MHAY3UU Unv B
yacel, criegyrowime nocne uHdysmMm, 1 OLEHMBAETCS Kak BEPOSiTHO Bbl3BaHHOE BBEAEHVMEM npenapara
(Maito3aiim®). HexenaTenbHble SIBMEHWS, BO3HWKIUME MOCME MOCTUHAY3MOHHOMO nepuoaa, MoryT
paccmatpuBatbest kak PCU no ycmoTtpeHuto coobuwarowero. TouHbIn MmexaHnam PCW nonHocTbio He
n3yyeH. B Tabnuue 1 gaH cnMcok BeposiTHbIX MexaHuamos (1,2):

Ta6nuua 1. [MomeHyuanbHble MexaHU3MbI
aHagbunakmuyeckue peaxkyuu

PCU, eknrouas peakyuu eunepdyyecmeumesibHocmu u

e |gE-onocpenoBaHHbI

e |gG-onocpenoBaHHbIV C akTMBaLMEN KOMMNNEMeHTa
e BbIGpOC LMTOKMHOB C HESAICHBIM MEXaHNU3MOM

e Hecneumdunyeckuii UMMYHOTEHHBIV MEXaHW3M

o [lpsamas CTUMYIALMA TYHHbIX KNETOK npenapaTtom C BbI6DOCOM rmctamuHa

B KnMHM4Yecknx ncnblTaHusix BosHukHoBeHne PCU npu neyeHnn Maiio3anm® coctaensino npubnmanTensHo
50% y naumeHTOB C paHHewn maHudecTaumen (bonbwe 52 Hepenb) n 28% y naumMeHTOB C MO3OHEN
maHudecTtaumen (bonbwe 18 mecsaues). BosHukHoBeHne PCU He ABnsieTCcs HEOXMAaHHbIM, y4uTbiBas
KMMHUYECKoe NposiBNIeHMe UMMYHOTEHHbIX peakuMn Ha pekoMOMHaHTHble Genku Yyenoseka. HecmoTpsa Ha
TO, YTO OONBLUMHCTBO peakuuit Bbinun OT NETKMX A0 YMEPEHHbIX, HEKOTOPbIE ObINn THKENBIMU. Y HEKOTOPbIX
NauMeHToB B  KIMHWYECKUX UCMbITAHUSAX WM B YCMOBUSX KOMMEPYECKOro feyeHus  pasBuIics
aHadMnakTUYECKUA LOK U/MnNu ocTaHoBKa cepaua Bo BpeMsi MHysun Mainosanm®, kotopble TpeGosanu
peaHUMaUMOHHbLIX MeponpuaTUA. Peakuumn kak npasBuno BO3HMKANM BCKOpe nocne Hadvana uHdysuu. Y
nauMeHTOB pa3BmBanach rpynna npusHakos U CUMNTOMOB, NPEUMYLLLECTBEHHO pecnupaTopHble, cepaeYvHo-
COoCyaucCTble, OTEYHbIE W/MNK KOXHble No xapaktepy (Tabnuua 2).

Tabnuuya 2. Habnodaemble Npu3Haku U cCUMNIMOMbI peakyull 2unep4yyecmeumenbHocmu /
aHagunakmu4eckux peakyuu

c O6wwme
O CTOPOHBbI M
PecnupatopHble CepaeyHo- KoxHble HepBHON paccTponcTBa U
cocyaucTble HapyLlueHusi B MecTe
cucTteMbl
BBEeAEeHUsI
BpoHxocnasm OcraHoBka cepaua| KpanvBHuua [onosokpyxeHue | Jluxopagka
CBucTaWee ablxaHne MnoTeH3us Cblinb BecnokoiictBO TowHoTa
OcTaHoBKa AblxaHus Bpagvkapaus MokpacHeHne | onoBHas 6onb [MoxonoaaHne KOHeYHOCTEN
PecnupatopHbIi guctpecc Taxvikapaus Mneprugpos MapecTtesus OwyLeHne xapa
AnHo3 LinaHos OuckomdopT B rpyamn
Crpugop CyxeHue cocyaoB Bonb B rpyau
OucnHoa BnegHocTb OTék nuua
CHuxeHuve caTypaumn MpunuBbl xapa Mepudepuuecknii otek
KMCropoaom
YyBCTBO CTECHEHMS B ropne 'MnepTeHsuns AHIMOHEBPOTUYECKUIA OTEK
Kpome TOro, Yy HEeKOTOPpbIX MauneHToB, NnpUHUMaBLLUNX  JNeYvyeHune Ma17|033|7|M®, Ha6ﬂ}0ﬂ,aﬂl/ICb

peunaomsmpyroine peakunm, coctodlimne mn3 FpMI'II'IOI'IO,EI,06HOIZ ©onesHn nnn codeTaHnsa Takux SIBNEHUIN Kak
nnxopagaka, 03HO0, Mmanrus, apTpanrusa, Gonb n YCTanocCTb, BOSHUKLUMX nocne VIHd)ySI/IM N ANNBLUNXCA, KaK
npaBuo, B Te4eHne HEeCKOJIbKUX OHen.
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MauveHToB, nepeHécwmnx PCU (U B 4acTHOCTM aHadunakTudeckne peakuuum) crnegyetr neyuntb C
OCTOPOXHOCTBIO MNpU MNOBTOPHOM BBedeHUn Marosainm®. [Ona aononHuTenbHOW WHopMauum u
WHCTPYKUMN O MpaBUNbHOM BBeAeHUM uHGy3uM cMm. pasgen 2. [ng gononHuTenbHow nHdopmalumm o
NPUroTOBNEHUN, BBEAEHUN 1 XpaHeHun Maito3aiim® cm npunoxerus 1, 2 u 3, COOTBETCTBEHHO.

B Tabnuue 3 npeacTaBneH CNMCOK NaluueHToB, HaXOAALWIMXCA B rpynne noBbILLEHHOro pyUcka ocrioxHeHuin PCU.

Ta6nuua 3. MayueHmsbl, Haxodsujuecs e 2pynne NoebIWeHHO20 PUCKa OCJIOXKHeHUll, cesizaHHbIx ¢ PCU

e [laumeHTbl C NOObIM OCTPbIM (POHOBbLIM NIMXOPaL0YHbLIM 3aboneBaHveM.

e [launeHTbl ¢ 6onesHbio MNMomMne THKENON cTeneHm (y HUX MOXET UMETbCA HapyLLEHNe CepaeYHoN 1
pecnupaTopHON MYHKLMK, YTO MOXET YBENNYNBATL PUCK BOZHUKHOBEHWS Y HUX TSHXKEMbIX OCTIOKHEHWN
BCMNeACTBME peakumnii, CBA3aHHbIX C UHAY3NEN).

e [launeHThbl, y KOTOPbIX BblpabaTbiBatoTcs aHTuTEna IgE K Ma|7|03a|7||v|® (

aHadunakeumn 1 THKEMbIX Peakumin rMnepyyBCTBUTENBHOCTY).

Y HUX NOBbIWEH PUCK BO3HUKHOBEHUA

e [laumeHTsbl, nonyyaowue MaVlosaVlM® npu 6ornee BbICOKNX CKOPOCTSAX UHAPY3nK.

e [laumeHTbl c 6onesHbto Momne ¢ paHHen MaHudecTaumen, y KOTopbIX BbipabaTbiBalOTCS BbICOKME TUTPbI aHTUTEN
1gG.

e [laumeHTbl, y KOTOpbIX paHee Bo3Hukanu PCU.

MEHHOCTI)

1.2. AMmyHoOOnocpeaoBaHHbIe peakummn

Y HeKoTOpbIX NauUWEHTOB, MPUHUMAaBLLUUX nedeHne Manosanm®, Habnoganucb TSXKEmMbIE KOXHblE WU
CUCTEMHbIE MMMYHOOMOCPeaoBaHHble peakuun (0T <1/100 go =1/1000). lMoTeHuManbHbIN MexaHW3m
MMMYHOOMOCPEAOBaHHbIX pPeakuui 3aknoyaeTcsl B OTNIOKEHUN LIMPKYINPYIOWNX MMMYHHbIX KOMMSIEKCOB
CpeaHuX pa3MepoB B TKAHSAX U SHAOTENMM COCyaoB, KOTOPOEe NPMBOAMUT K BOCMANEHUI0 U HEOAHOPOAHOMY
MacCUBY KIMMHMUYECKNX NMPU3HAKOB M CUMMTOMOB, TaKMX Kak rmoMepyrnoHedpuT, rematypusi, NPoTENHYpus,
nanynésHas cbinb, reMopparn4yeckas cbinb, apTpUT, CEPO3UT 1 BackynuT (3,4).

Peakunn sBNs0TCS caMoorpaHn4MBaloLLMMUCS 1 00bIYHO pa3BMBatloTCS B TedeHne oT 7 Ao 10 aHew nocne
WHDY3UM aHTUreHa. HaumHalTca CcO crnerka KOHCTUTYLUMOHAmbHbIX TPUMANONOAOOHBIX CUMMTOMOB:
nuxopagka, Muanrusi, aptTpanrus u cbinb. KnnHnyeckoe BbI3AOPOBEHME Kak NpaBuUilo 3aMeTHO Yepes 7-
28 OHen.

CoobLianochb 0 THKEMbIX KOXHbIX peakunax, BKI4Yaa U3bA3BI1I€HHbIE U HEKPOTU3IMNPYHOLLNE NOPaKeHus
KOXW, BEPOATHO MMMYHOONOCpenoBaHHbIE, OT npvléma Maiiozaim®. Broncus koxu Yy O4HOro nauueHTa
nokasala OTJI0OXKEeHNEe aHTUTEN K peKOM6VIHaHTHOIZ GAA B y4acTke nopaxkeHus.

Mpn neyeHnn Mariozanm®oM HabnoganMcb CUCTEMHblE MMMYHOOMNOCPeOOBaHHbIe peakuuu, BK4vas
BO3MOXHbl€ MMMYHHOKOMMIEKCHbIEe peakumun Tuna lll. 3T peakumm BO3HMKanNM OT HECKOSMbKMX Heaenb Ao
3-x neT nocne Havana uHgysuin Mainosaim®.

Y HECKOIbKUX NaLMEHTOB ¢ GonesHbto NoMne, koTopbix nevnny Maiosaiim®, 1 y KoTopbix Bbinv BbICOKME
TUTpbl aHTuTen IgG (= 102,400) Habntogancs HedpPOTUYECKUA CUHAPOM. Y 3TUX NaLMEHTOB BUoncus noyek
nokasarna OTIIOXXeHWe UMMYHHbIX KOMMMeKCoB. [ocne npepbiBaHNUst NeyYeHns y naumMeHToB Habnoganoch
ynyudLleHue.

PekomeHpauuna: PekomeHayeTcsa NpoBOoANTbL NEPUOANYECKMIA aHANU3 MOYY NaLUEHTOB C BbICOKUMM
TuTpamun aHTuten IgG.

3a nauneHTamu cnegyeT HabnogaTb Ha Criydan pasBUTUS CUCTEMHBIX MIMMYHHOOMNOCPEA0BaHHbIX
peakuuin. Ecnn nmmyHoonocpefoBaHHbIe peakuny BO3HUKHYT, cnegyeTt paccMoTpeTb BO3MOXHOCTb
npekpalleHusi BBeaeHus Maiiozanm® u Havana noaxoasiiero nevexusi. Cnenyet paccMaTpuBaTh PUCKM
1 NperMyLLecTBa NOBTOPHOIO HasHaveHuss Maiosaiim® nocne MMMyHOONOCPEAOBaHHbIX peakuuin. Y
HEKOTOpbIX NauneHTOB BO30OHOBEHVE NPUMEHEHUSA NpenapaTta NPOoLUSO  YCMELWHO U OHU NPOAOIIKMUM
nony4aTb Maio3anv® noa TwaTenbHbIM KIMHUYECKUM HabnioaeHUeM.
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1.3. AMMYHOreHHOCTb

Kak TepaneBTuueckuii Genok Manosaim® MoxeT 3anyckaTb WMMMYHONOrMYECKUA OTBET, Bbl3blBast
obpasoBaHMe aHTUTen K pPeKOMOMHAHTHOW KWUCMOoW o-rnokosngase dernoseka (aHtuten IgG K
pekoMbunHaHTHoOM GAA 1 aHTuten IgE k pekombuHaHTHoM GAA) (5).

1.3.1. AHTuTena knacca IlgG Kk pekom6uHaHTHOM GAA, B TOM YUChe UHIMbupyowme
aHTUTena

B knuHunyecknx nccrnegoBaHusix y 60nblUIMHCTBA NALMEHTOB C paHHEW 1 No3gHen MaHudecTaumen 6onesHm
Momne BbipabaTteiBanuch aHTuTena IgG k anrniokosvaase anbda, Kak npaBumo B TeyeHne 3 MecsueB C
Havyana neyexus (6,7). Y Takow xe AONU NauUMEHTOB, MNOMyYaBLUMX feYeHMe B YCNOBUAX KOMMEPYECKOro
neyeHuns, BbipabatbiBanucb aHtTMTena IgG k pekombuHaHTHOM GAA. Y nauMeHTOB C paHHewn
MaHudgecTauuen, nonyyaBwmx Gonee Bbicokyto go3y (40 mr/kr) Maiosanm® Habnioganacb TeHAeHuus
BbIpaboTKM Gonee BbICOKUX TUTPOB aHTUTEN IgG 1 y HMX nposiBnsanock 6onbwe PCA.

PekomeHgauus: MauneHToB criegyeT perynspHo obcrnenoBaTbk Ha o6pa3oBaHne aHTuTen IgG.

OTmevanoch, YTO Yy HEKOTOPbIX MauUEeHTOB, Y KOTOPbIX Habnwaanacb BbIpaboTka BbICOKMX U YCTOMYMBLIX
TMTpOB aHTMTen 1gG, BkMYas MauMeHToB C  OTpuUaTeNlbHbIM  NepeKkpEcTHopearnpyowmum
nMmmyHonormyeckum matepuanom (MPUM) (naumeHToB, y KOTOPbIX BECTEPH-BNOTTUHIOM He oBHapyxeH
SHOOreHHbIN Genok GAA), MOXET CHUXaTbCsl 3(PEKTUBHOCTL KIMHMYECKOro nedeHusi Marosanm®.
lMpeanonaraetcs, 4TO npuyMHa cnabol KIMHWYECKOW peakuun Yy 9TWX NauMeHToB SBMseTcs
MHOroaKkToOpHOMN.

Y HekoTopbiX MaUWEHTOB, MOMyYaBWNUX nedvyeHne Maiio3aim® B KIMHUYECKMX WCMbITAHUSX W/UnK
NOCTPErnCcTPaunoOHHON MpaKTUKe, aHanM3 WHrMbUpoBaHWS aKTUBHOCTU W/MNKU YCBOEHUS (EPMEHTOB
okasancs nonoXxutenbHbiM. KnvHuyeckass 3HAYMMOCTb in Vitro MHIIMOGUPOBaHUSA HesiCHa. Y NauueHToB C
NOMNOXUTENbHbIM NHIMOMPOBAHMEM YCBOEHMS, Kak NpaBuro, 6binu 6onee BbICOKME TUTPLI aHTUTEN IgG, Yem
y MNauMeHTOB, Yy KOTOPbIX MHIMOMPOBAHME YCBOEHMSI OCTanoCb OTpuUuUaTenbHbIM B UCCNeAOoBaHUAX
NaLMeHTOB C paHHEW 1 No3aHen MaHudecTaumnein. Ha cerogHAWHNA eHb MEXAY CTaTyCOM MHIMBMpoBaHUS
N HexenarternbHbIMU SIBNIEHUAMUN HUKAKON CBSI3NW HE YCTAHOBMEHO. BrngHue Bbipa®OTKM MHIMOMPYHOLLMX
aHTUTEN Ha NPOJOIMKMTENbHYO 6e30MacHOCTb M 3hEKTUBHOCTL Maiio3aiM® HeJoCTaTOUYHO N3Y4EHO.

Cwm. pasgen 3.1.1 — TecTUpoOBaHWE Ha Hanu4ume aHTuTen IgG 1 MHIMBOMPYIOLWMX aHTUTE.
1.3.2. AnTutena IgE Kk pekomGuHaHTHON GAA

Y HekoTOpblX NauMeHToB, Mony4YyaBWwuX nedvyeHne MainosaiM® B KIMHUYECKUX UCMBLITAHMSAX U
NOCTpPEerMcTpaunoHHOM NpakTKe, aHanus3 Ha Hanu4mne anrnioko3ngasa ansa-cneymguyeckux aHtuten Ige
ObIN NONOXUTENBHBLIM, Y HEKOTOPbIX U3 HUX Oblna aHadunakcus.

TecTnpoBaHue cTaHAapTHO NPOBOAMIIOCH HA HANMYME YMEPEHHbLIX UMW TSXKENbLIX UMW peunanBupyroLLImMX
PCW, koTopble ykasblBanmM Ha peakuun runepvyyBCTBUTENBHOCTU. HeKoTopbiM naumMeHTam Takke
npoBoAMnach KoxHas npoba — 6onee YyBCTBUTENbHBIN MeTo ObHapyxeHus aHTuten IgE. Bce nauneHTsb
MONMHOCTbIO U3MeYMnucb OT peakuui. HekoTopbiM MauneHTam Obiflo  OCYLLECTBNEHO YCreLuHoe
BO30OHOBNEHNE MPYMEHEHUs NpenapaTta ¥ OHW NPOAOIKUNM nonyyatb nevyeHne Marosanm® npu Gonee
HU3KOW CKOPOCTN UHADY3NKN U CO CHUXKEHHBIMY NepBOHaYarbHbIMU fo3amu (B COOTBETCTBUN C PYKOBOACTBOM
0 JeceHcMbunusaumun) 1 NPOAOIIKUAM NofyYaTb NevyeHne nog TwaTernbHbIM KIMHUYECKMM HabnoaeHeMm.
MaumneHTbl, ¥y KOTOpbIX BblpaboTanucb aHTuTena IgE k anrmoko3ugase anbda, HaxogsaTcsa B rpynne
MOBbILUEHHOTO pucka Bo3HukHoBeHUS PCU n/unn anadpmnaktnyecknx peakuui.
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PekomeHpauua: 3a nauveHTamu, y KOTOpbIX BblpabaTbiBanucb aHTutena IgE, cnepyet
HabnogaTtb Gonee TwaTenbHO BO Bpemsl BBegeHus Maito3aiiM®, nockornbKy OHM HaxoasTcs B
rpynne noBbILEHHOro pucka BO3HMKHOBeHUS PCU u/unun aHadmnakTuieckmx peakuui

1.4.PUCKK, cBsA3aHHble C COMeTaHHON UMMYHOMOAYNALUEN

MaumeHTbl ¢ 6onesHbio NMomne HaxogAaTcs B rpynne pucka pecnuMpaTopHbIX WHeKuun um3-3a
NPOrpecCcuBHOrO BIUSHUSA BOME3HN Ha AblxaTernbHble MbllLlbl. B akcnepumMeHTanbHbIX YCNoBUaX
HECKOMNbKUM NaumMeHTaM BBOAUNUCL MMMYHOCYNPECCUBHbIE MpenapaTbl B MOMNbITKE CHU3UTb UMK
npeaoTBpaTUTb BbIpaboTKy aHTUTEN K anrmnoko3ngase anbga. Y HEeKOTOpbIX M3 3TUX NauueHTOB
HabnganMcb cMepTenbHbIE U YTPOXKAKOLLME XU3HW pecnnupaTopHble nHdekuuu. Moatomy, neveHue
naumeHToB ¢ 6onesHbio [lomne MMMYHOCYNpeccUMBHbIMM MpenapaTamMu MOXeT euwe Oonblie
YBEMUUYUTD PUCK Pa3BUTUS TSKENbIX PECNMUPATOPHbIX MHAEKUMA. PekoMeHayeTCcs npucTanbHbIn
Hag3op.

1.5. OcTtpas cepaeyHo-AbIXxaTeNibHasi HeAOCTAaTOYHOCTb, Bbi3BaHHasA
runepBosfieMmen

B rpynne pucka nauueHTbl C paHHen MaHudecTaumen c runeptpodmen cepgua kak ¢oHoBoe
3aboneBaHVe. Y nauneHToB ¢ OCTpbIM (POHOBLIM 3aborneBaHnemM B MOMEHT MHdy3mn Mariosaiim®
MOXET YBENMYMBATBCS PUCK OCTPOM CepAeyHO-AblXaTenbHOW HegocTaTtovHocTw. [lony4veHo
HECKOJIbKO COOOLLEHWI O TMNEPBOSIEMUN.

Y HECKONbKUX NauMeHToB ¢ MHaHTUNBHOM hopmoi 6onesHn ¢ oHOBOW rmnepTpodune cepaua BNioTb 4O
72 yacos nocne uHgpy3nm Mainosanm® Habntoganacb octTpas cepaeyvHo-abiXxaTenbHas HEAOCTATOUHOCTb,
TpebytoLasa nHTybauum 1 MHOTPOMHON NOAAEPXKKM, BO3MOXHO CBA3aHHAsA C runepBofieMUen npu
BHYTPUBEHHOM BBeaeHun Manoszainm®.

Knroyeebie MOMeHMbI

e PC/ morytT BO3HWKHYTb BO BpeMs MH(Y3MM WAM B Yacbkl, criegylowime 3a uHdysmen.
KoHcTaTupoBanucb  peakumm  rMnepyyBCTBUTENbHOCTU/aHadunakTnyeckne  peakumu
(HekoTOpble 13 HUX IgE-onocpenoBaHHbIE) 1, Kak NPaBUIO, OHU BO3HMKANM BO BPEMS MK
cpasy nocne Hadana uHdpysun Maiiozanm®.

B HEKOTOpPbIX Clly4aax coobuwanock 06 MMMYHOOMNOCPEeAOBaHHbIX peaKkuuax, BKIlo4Yasa
TSDKENbIE KOXHbIE U CUCTEMHbIE peakuyun.

e [Mockonbky Mainosaim® sBnseTca TepaneBTUYECKMM GEnkoM, €ecTb BEpOSiTHOCTb
UMMyHonornyeckoro oteeta. AHTuTena IgG k anrniokosupgase anbda Kak npasuno
BblpabaTbiBalOTCH B TedeHue 3 MecsueB nocne Hadana fnevyeHuns.

e [MauneHTOB cnenyert peryndapHo HabnogaTb Ha npegmMeT O6pa3OBaHI/IF| aHTuTen |gG.

oY HEKOTOpbIX MauUMEHTOB, MOMyyaBLMX nedveHne Manos3aiim®, aHanua Ha Hanuuve
anrniokosugasa anbga-crneumduyecknx aHtuTen IgE Gbin NONOXUTENLHBLIM, Y HEKOTOPbIX
13 HKX Gblna aHadumnakcus.

e [laumeHTam, y KoTopbiX BblpabaTbiBanucb aHtuTena IgE, cnepyeTt yaensitb ocoboe
BHMMaHMe BO BpeMmsl BBedeHus Maiio3alim®, nockornbKy OHM HaxXoAATCcs B rpynne
NOBbILLEHHOIO prcKa BO3HMKHOBEHUS PCU u/unn aHadunakTniyecknx peakumm.
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KnuHuyeckoe ynpaBneHne naeHTMpMUMpoOBaHHbLIMU

2.1. Ctapusa npenHdcysnm

Mepen Hayanom ®3T Maito3anv® (anrnoko3ngason anbga) HeobXOAUMO YYEeCTb CIOXHblE
cdoHoBbIE 3aboneBaHnst kak 6onesHb lNMomne. MNauneHTbl ¢ ocTpbiM (hOHOBLIM 3aboneBaHneM B
MOMEHT UHdy3un Maiio3zalimM® HaxoOaTca B rpynne MoBbILLEHHONO puUcka BO3HMKHOBeHUs PCHU.
Mepen BBegeHnem Maiosaiim® Heo6xoaMMO TLLATESIBHO M3YYNUTh KITMHUYECKMIA cTaTyc nauueHTa.
Mepepn kaxnaol UHdyaunelr MarnosaiiM® Bcex NaLneHToB HEOBX0AMMO NOABEPrHYTh KIMHUYECKOMY
obcnegoBaHunio AN UCKIKYeHNst Ntoboro ocTporo unu poHoBoro 3abonesaHuns.

Heobxoaumo npvHMMaTb B pacy€T BEPOSTHOE KPaTKOCPOYHOE U AnUTernbHOe BO3OeNCcTBne ANUTENBHOro
MHOIOKPaTHOro NPUMEHEHNST KOPTUKOCTEPOUAOB, aHTUTMCTAMMHOB U XXapOMNOHMXKatoLLMX, B OCOBEHHOCTUN Y
nawuMeHTOB AeTCKoro Bo3pacTta. PekoMeHaaumy no JO3MPOBKE NpU Takux BuAax fevYeHnss OSKHbl ObiTe B
COOTBETCTBMU C oTAeNbHbIMM KpaTkumn Xapaktepuctukamm JlekapcteseHHoro Cpeanctaa (KXJIC).

MpenBapuTenbHoe NeYyeHne NaLMEHTOB, Y KOTOPbIX paHee Gbinu IgE-onocpegoBaHHbIe peakumuu
rmnepYyBCTBUTENLHOCTU

O MNpumeHeHne aHTUNMCTaMMHOB ANA nNpeaBapuUTENIbHOrO rne4vYeHWss He peKoMeHayeTcA Yy
nauueHTOoB, Y KOTOpbIX paHee Obina IgE-onocpeaoBaHHasn peakuus rmnepyyBCTBUMTENbHOCTM.
AHTUIMCTaMUHBI MOTYT MacKMpoBaTb paHHWE CUMNTOMbI peaKLUn rMnepvyBCTBUTENBHOCTU (KOXHYHO
peakuuio), 3aTpygHss pacnos3HaBaHuWe MNepcoHanoMm nepBOHavarbHbIX MPU3HAKoB AucTpecca U
HeobX0AMMOCTb CHU3NUTb CKOPOCTb MHAPY3NK W/unn apyroe BMellaTenscTBo. Kpome Toro, B criyyasx
BbIBpOCa 3HAYUTENBHOro KONMYecTBa rmcTamMmmnHa, BBeeHue aHTUrncTaMmMHoOB nocne Belbpoca nnv B
KayecTBe npemegukauum He BygeT MONHOCTbIO 3(PEKTUBHBLIM MPU NeYeHnn aHadUNakTU4ecknx
peakuui (13).

0 BosgencTBue beTa-6110KaTOpoB MOXET YCYyryouTb aHadhmnakTtuyeckme peakuuum u AiBnsieTcA
OTHOCUTENbHbLIM NMPOTMBONOKa3aHMeM, Kora naumMeHT HaxoauTCs B rpynne pucka aHadpunakcum.
Beta-6nokatopbl Takke SABNATCA OTHOCUTENbHBIM MPOTMBOMOKa3aHWEM And  BBeOeHUH
anuHedpuHa/agpeHanuna (10,11,14).

2.2. Ctagusa vHdpy3mm Mainozanm®

JTtobGble pekomMeHgaunm OOJKHbl NCMNOoJib30BaTbCA TOJIbBKO KakK pyKOBOACTBO. OkoHyaTenbHoe peweHne
KacaTesibHO ne4vyeHna oTaeribHbIX NnauyneHToB NpuHUMaeT nevawummn BpaY.

2.2.1. PekomeHayemasa CKOpoCcTb UHGyYy3umn

e PekomeHayemasi nepBoHavanbHas ckopocTb MHGY3nM MaitosaiiM® — He 6onee 1 Mr/kr/u.
CKopoCTb MH(PY3MM MOXHO yBENUUMBaTL Ha 2 MI/Kr/Y Kaxable nonyaca, nocne Toro Kak
OyneT ycTaHoBneHa NepeHOCMMOCTb NauMeHTa K CKOpOCTU MHAy3um, Ao Tex nop, noka
He ByaeT AOCTUrHYTa pekoMeHAyeMasi MakcumanbHas CKOpPOoCTb MHApy3un - 7 mr/kr/y. B
KOHUE Kaxgoro atana Heobxogumo (UKCMpoBaTb MOKasaTenn >XU3HEHHO BadKHbIX
dyHkumn. MauymeHtos, nmeBlnx paHee PCU, cnegyeT ¢ OCTOPOXHOCTBIO NEYUTb MpU
NoBTOPHOM BBeaeHun Maitosaiim®.

e Ecnu PCU obycnoeneHa cKOpoCTblO, MpeanaralTcsa cneayolme n3ameHeHmns B rpadounk
NU3MEHEHNI CKOPOCTU UHAY3UN:

O  CHWXEHWe MakCumarbHOW CKOPOCTU MHAY3UK u/mnu
o NpoAneHune Kaxaoro atana n3MeHeHWss CKOpocTu MHAY3unM Ha 15-30 MUHYT
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2.2.2. Peakuuu nérkovn unu cpenHemn cteneHn Tsxxkectun' (2,9

e BamefnuTe CKOPOCTb UH(PY3NM HAMOMOBUHY UMY BPEMEHHO NpeKpaTuTe UHAY3NI0 40 TeX
nop, Noka CUMMTOMbI HEe OCITaBATCA UNN He UCYE3HYT.

o Ecnn cumntombl ucyesnu, Ha 30 MMH BO30GHOBMTE CKOPOCTb MH(Y3MM Ha
MOMOBWMHY CKOPOCTW, NpW KoTopon Bo3Huknu PCU, 3aTem yBenunybTe CKOpPOCTb
nHdy3um Ha 50% Ha 15-30 MUHYT.

o Ecnn cmmnTOoMbl He NOBTOPSAKOTCA, YBENUUbTE CKOPOCTb WHAY3MM [0
CKOpoCTW, npwu KoTopon BO3HUKNKM PCW, un paccmoTpute BO3MOXHOCTb
yBEMMYEHNsT CKOPOCTM NOITAMNHO 40 JOCTUXKEHUSA MaKCUMaIbHOM CKOPOCTMU.

e Ecnn cuMnTOMbl COXPaHAKTCS HECMOTPS Ha BPEMEHHOE npekpalleHne UHdy3uu,
nevawemy Bpady npegnaraetca ewe MUHUMyM 30 MUHYT MOAOXOATb UCHE3HOBEHWS
cumntomoB PCU nepen TeM Kak pelunTb NpekpaTuTb MHAY3MIO HA BECb OCTATOK OHS.

lMpumep:.

Ecnu y naumenta PCU nérkon nnv cpegHen cteneHn TSXeCTy Npy CKOPOCTU MHAPY3mMmn 5 Mr/Kr/d,
CHU3bTE CKOPOCTb MHAY3MM A0 2.5 MI/Kr/4 nnm BpeMeHHO npekpatute UHy3uio 1 NoAoXAUTE,
noka CUMMTOMbI HE UCHE3HYT.

Ecnu cumnTombl ncyesnu, BBeamTe MHY3N0 Npu ckopoctun 2.5 mr/kr/y B TedeHne 30 MuHyT. Ecnn
NnepeHOCMOCTb XopoLlas, yBenmybTe CKOPOCTb UHAY3unM o 3.75 mr/kr/4 MuHUMYyM Ha 15-30
MUHYT.

Ecnu nepeHocMmocTb xopoluas, yBenmybTe CKOPOCTb UHAY3UM 40 5 MI/Kr/4 1 BBOAMTE B TeYEHMEe
15-30 MUHYT.

Ecnu nepeHocMMOCTb Xopoluasi, yBenunybTe CKOPOCTb MHAPY3MN A0 MaKCMMaribHON pekoMeHayeMown
CKOPOCTM MHAY3UN - 7 MI/Kr/4 1 BBOAUTE NPU 3TON CKOPOCTU BECb OCTATOK UHAY3UKN MO Mepe
NepeHoCUMOCTH.

B koHuUe kaxgoro atana Heo6xoanMo OUKCMPOBaTb NOKa3aTENUN XN3HEHHO BaXHbIX (PYHKLUNNA.

PekomeHOauuu no sie4eHUro peakuul JIé2KkolU u cpedHell cmerneHelu mshxecmu
Mpu hebpunbHbIX peakumax BBeAUTE KapOnOHKatoLme.

BBeanTe cOOTBETCTBYIOLLYIO BO3pacTy 403y aHTuructammHa [H1-6nokatopal.

PaccmoTpuTe BO3MOXHOCTb BHYTPUBEHHOIO BBEAEHUSA KOPTMKOCTEPOUOB.

Mpy cepb€3HbIX cMMNTOMax, TakMx Kak GpoHxocnasm, gecaTypauns KMCIopoaoM, LnaHos,
AVCMHOS UMM CBUCTALWLEEe AblXaHuwe, pacCcMOoTpuTe BO3MOXHOCTb BBEAEHWS Kucropoga
(yMEpPEHHO WM MHTEHCMBHO) 4epe3 MacKy WnM HOCOBOW kaTeTep, unu 6eTa-aroHUMCTOB
(Hanpumep, canbbyTamona) Yepes A03MPYIOLLMIA MHranAaTop unu Hebynarsep.

Ecnn pecnupaTtopHble CMMMATOMbI HE MPOXOAAT WM TAXECTb COXPaHAeTCHd, paccMoTpute
BO3MOXHOCTb MOAKOXHOIO BBEAEHMS 3anvMHedpuHa B BEPXHIO KOHEYHOCTb unu B 6eapo.
lMpuMeHeHne anuvHedpuHa credyeT TWATenbHO B3BECUTb Y MaUMEHTOB C (POHOBbLIM
cepaeyHoCoCyaNCTbIM U LepebpoBacKynspHbIM 3aboneBaHneMm.

Mpu HeobxoaMMOCTU BBeAUTE BHYTPUBEHHO XMUAKOCTU AN NogaepXaHus HopMarbHbIX
nokasaTenen XXU3HeHHO BaXHbIX (PyHKLMI (Kak HanpuMmep, apTepnansHoe AaBreHne).

1 .
[aHHble onpeaeneHnsa cnyxar TONbKO B KayecTBe PyKOBOACTBA UCXOANA U3 CTaHAApPTHOW TepMmuHonorun CDSIC SDTM v3.1.1.
O6Lasn oLeHKa TAXeCTM OTBOAUTCA Ha YCMOTPEHMe fneyallero Bpava:

2 .
J1éekut: Tun HexenaTenbHOro SBNeHus, KOTOpPbIW, KaK NpaBuUno, sABMAeTCA KpaTKOBPEMEHHbIM 1 MOXET TpeﬁOBaTb VWb MUHUManNbHOro
ne4yeHns nnn TepanesBTUYECKOro BMeLllaTenbCTea. Takoe siBneHue Kak npaBunIo He mewlaet 06bI4YHOI NOBCEAHEBHOW XU3HW.

3 . .
CpedHuu: Tun HexenaTenbHOro SBNeHus, KOTOpPbIW, KaK NpaBuiio, cMsar4aeTcs npyv noMoLmn ONOSIHUTENbHOro CI'IELII/ICbI/IHeCKOFO
TepaneBTUYECKOro BMeLLaTenbCcTBa. Takoe saBneHve mewaet 06bI4YHOM NOBCEAHEBHOW XU3HW, BbI3blBast ANCKOMAOPT, HO He
npencrasnseT CyueCTBEeHHOro nin NoCToAHHOro pucka Bpea y4aCTHUKY UccriegoBaHus.
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PucyHok 1.

KnuHu4eckoe neyeHue néa2kux u cpedHUxX peakyul

NErKAA

/CPEOHAA
PEAKLUA

|

v

WHOPY3UA
B3ameanuTe ckopocTb MHAY3UK
HanonosuHy UM
BPEMEHHO MnpekpaTuTe UHAY3No

AL

CumMnToMBbI
e ™~
UCYE3AIOT COXPAHAKOTCA
(nocne epemeHHo20

f: uHgby3uu)
Ewe muH. 30 MuHYT nogoxaute
ncyesHoBeHust cumntomos PCU
nepes TeM Kak peLunTb CHU3UTb
CKOPOCTb HaromnoBWHy Ha BECb
OCTaToK AHs

P

B0306GHOBUTE CKOPOCTb MHY3UK
HanonosuHy Ha 30 MUH, 3aTem
YBEMNUYbTE CKOPOCTb MHAY3NUK Ha
50% Ha 15-30 MUHYT

|

HE MOBTOPAIOTCA

¥

NEYEHUE
v

CrnefyinTe MECTHbIM MHCTPYKLMSIM Ballero yupexaeHus*

Hekomopble eapuaHmbl Ie4eHUsI:

- XaponoHwxatowme: ebpunbHble peakumm.

- AHTUTUCTaMUH.

- PaccMoTpuTe BO3MOXHOCTb BHYTPUBEHHOTO BBEAIEHNSI KOPTUKOCTEPONOB.

- Mpy cepbesHbIx CUMNTOMAX, Taknx kak GpoHXocnasm, AecaTypaLms KUCNopoaoM,
LiaHo3, ANCMHOS UMW CBUCTALLEE AbIXaHWe, PacCMOTPUTE BO3MOXHOCTb BBEAEHUS
Kucropoga (YMepeHHO Unu MHTEHCUBHO) Yepes Macky U HOCOBOW kaTeTep, unu 6eta-
aroHWCTOB (Hanpumep, canbbyTamona) Yepes [O3UPYIOLLMIA UHranaTop unm
Hebynaiizep. Mpy Heo6Xx0AMMOCTN BBEAUTE BHYTPUBEHHO XMAKOCTU ANS NOAAEep)aHUs
HOpMarbHbIX MoKasaTenem XU3HEHHO BaxHbIX PyHKLUWIA (Kak Hanpumep, apTepuanbHoe
nasneHue). Ecnn pecnvpaTopHble CUMNTOMbI HE NPOXOAST WU TSHXKECTb COXPaHSETCS,
paccMoTpUTe BO3MOXHOCTb MOAKOXHOTO BBEEHUS 3NMHEedPUHa B BEPXHIOO
KOHeYHOCTb unu B 6eapo. MpuMeHeHne annHedpuHa crnedyeT TWwaTenbHO B3BECUTb Y
nauveHTOoB ¢ (hOHOBLIM CEPAEYHOCOCYANCTLIM UMK LiepeGpoBacKyNsipHbIM
3abonesaHuem.

YBenuubTe CKopoCTb MHMY3UMN [0
CKOPOCTW, NPV KOTOPOIA BO3HUKIN
PCW, n paccmoTpute BO3MOXHOCTb
YBEMNNYEHNS1 CKOPOCTM MO3TaNHO

* Bcezda cniedyem cornocmaesisimb NPomueonokKa3aHus ¢ nosb3ol unu Heo6xo0UMOCMbiO NMPUMEHEeHUs ANuHegpuHa
8 Ka4ecmee Mepbl 10 COXPaHEHUIO XU3HU 8 CITyYae y2poXaroujux Xu3HuU aHaghunakmuyeckux peakyud.

2.2.3. Taxénble peakuun?: peakuum runepvyyBCcTBUTENbLHOCTH /
aHadmnakTuyeckme peakuum, BKnrovasi aHadounakTU4eCKuUm LLUOK n
IgE-onocpenoBaHHYO peakLuio runepYyyBCTBUTENbHOCTM (9,10,14)

| cepaeYHO-NEro4YHON beaHMMaLUun

MpenynpexaeHue: Y nauvMeHTOB BO Bpemsi MHdy3um Maiiosainm® Habnoganuce cepbésHbie
peakuuy rmnepvyBCTBUTENBHOCTU, BKIOYAA YrpOXatoLmMe XU3HU aHaunakTmieckue peakuumn.
HekoTopble 13 aTux peakumn 6binm IgE-onocpegoBaHHbIMU. Y HEKOTOPLIX MNAaLMEHTOB BO BPeEMS
UHGY3Mn Maiiozanm® paseuBarncst aHadunakTMYeckuid LWOK W/MiM  OCTaHOBKa cepaua,
TpeboBaBLUMEe peaHUMaUMoHHbIX Mep. lNpu BBeaeHwn Maiio3aim® HeobxoAMMO MMETb B
rOTOBHOCTM COOTBETCTBYIOLLUME MeEpbl MeaUUMHCKOro obecnedeHus, BkMYas obopyaoBaHue

AHadmnakTnyeckne peakumm 4acto SIBMSTCA yrpoXarowmumm xusHm. Octpoe Havano

peakLMii MPOUCXOAUT B NMPOMEXYTKE OT HECKOIMbKUX MUHYT OO HECKOMbKUX YacoB rnocne
Hayana uHdy3uu. [daxe ecnu nepBoHayvanbHO MMEKTCS HeGomnbline CUMMTOMBI,
HeobxoaAMMO JonyckaTb BEPOSITHOCTb UX Nepexoaa B TSKENbIA U Aaxe B HeobpaTuMbIN
ncxopn. 13-3a BepoATHOCTU BO3HUKHOBEHUS TSKENBIX Peakuuii rmnepvyBCTBUTENbHOCTH

unu aHadunakTM4yecknx peakuuin npu BeegeHunM Mawnosanm

® HeobxoauMO UMeETb B

rOTOBOWM [OCTYMHOCTM COOTBETCTBYIOLLME Mepbl MeAULIMHCKOro obecrneveHuns, BKnoYas
o6opyaoBaHue cepaeyHO-NEroYHOM peaHumauum.

[JaHHOe onpeaeneHne CryXuT Nullb B Ka4ecTBe PyKOBOACTBa UCXOAS U3 CTaHA4ApPTHOM TepMmuHonorum CDSIC SDTM v3.1.1.

O6Lwas oueHKa TAXXeCTM OTBOAUTCH Ha yCMoOTpeHue neyvailero Bpava:

Severe: Tun HexenaTenbHOro ABNeHns, KOTOprI;I MeLlaeT 0bblYHON noBCeaHEBHOMN XU3HWN 1NN CyLLeCTBEHHO BNUAET Ha KNUHUYECKNI
CTaTyC unn Mmoxet TpeﬁOBaTb WHTEHCUBHOIO TepaneBTUYECKOro BMeLlaTenbCcTea.
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PaHHee oGHapyxeHue Npu3HaKkoB M CUMMTOMOB peakuni rmnepyyBCTBUTENBHOCTU UK
aHaMNaKTUYECKMX peakuun MOXET NMoMoyvb B 3PPEKTUBHOM NEYEHUM MaUMEHTOB W
NnpeaoTBpaTUTL BO3MOXHbIE CEPLE3HBIE UM HEoDpaTUMble UCXOabI.

BaxxHO paHO pacnosHaTb annepruyeckoe siBneHue, ¢ TeMm, YTobbl NpepBaTbh UHY3UIO,
CHMU3UTb CKOPOCTb MHAY3UM W/vnn  nNpeanpuHsaTb  Opyroe  KoppekTupytoLlee
BMeLUaTeNbLCTBO.

Heobxoa1mo paccMaTpyBaTh PUCKM W MOMb3bl NOBTOPHOrO BBeAeHUs Maitosaiim® nocne
aHauUNakTM4YecKo peakuun UnuM  TSHXKENOW  peakuun  rmnepyyBCTBUTENBHOCTM.
HekoTopbiM nauneHTam BO30OHOBMMWN BBeAEHME Maiio3aitm® 1 oHu NPOJOIMKUN ero
nony4artb MOA TWATeSNbHbIM KIMHUYECKUM HabnogeHnem. Npy NpUHATUM peLlleHns o
NMOBTOPHOM BBeAEHMM Npenaparta cnegyeT NposBnsTb NpeaernbHY OCTOPOXHOCTb U
NoAroTOBUTH COOTBETCTBYIOLLME PEaHUMALMOHHbIE MEPONPUATHUS.

PekomeHOauyuu no sie4eHUr0 mspKénbix peakyull

- Cneayet paccMOTpeTb BO3MOXHOCTb HEeMEANeHHOro npekpalleHns BBeaeHUs
Maiio3aiiM® 1 HayaTb COOTBETCTBYIOLLIEE NEYEHMNE, KAK OMUCAHO HUXKE.

Mpun yrpoxatoLmx XnsHn aHadunakTU4ecknx peakumax Kak npasuno HasHavaeTcs
BBeAeHve anvHedprHa IM B BepxHIO KOHeYHOCTb unu 6egpo. Xotd, crnegyet
CEepbe3HO OTHECTUCH K MPOTUBOMOKa3aHUSAM K NpUMeHeHuo anuHedpuHa. Beerpa
cregyeT COMOCTaBMATb MPOTUMBOMOKA3aHUMA C MONb30OW MNN HEeOoOXOAMMOCTbLIO
NpMMEHeHns anMHedpuHa B KadecTBe Mepbl MO COXPAHEHWIO XW3HU B crnyvae
YrpoXarLmnx X1U3HN aHadunakTnyecknx peakunn. [na getansHom mHgopmauun
cM. KXINC anuHedpuHa.

Mpun cepbesHbIX cMMNTOMax, Takux kak BpoHxocnasm, gecaTtypauus KMCNOpoOaoM,
LUMaHo3, AMCNHO3 NN CBUCTSALLEE AblXaHne, paCCMOTPUTE BO3MOXHOCTb BBEAEHNS
kucrnopoga (YMepeHHO UM MHTEHCUBHO) Yepes MacKy UM HOCOBOW KaTeTep, Uiu
GeTa-aroHucToB (Hanpumep, canbbyTamona) yepes AO3UPYHLUMA UHFaNaTop Unu
HeOynansep

Mpn HeobxoOAMMOCTM BBeAMTE BHYTPMBEHHO XWMAKOCTU ANA NOAAepXaHus
HOpMarbHbIX MoKasaTenen J>KW3HEHHO BaXHbIX @YHKUMW (Kak Hanpumep,
apTepuansHoe aasrieHne). PaccMoTpuTe BO3MOXHOCTb BHYTPUBEHHOTO BBEAEHUS
KOpTUKOCTEepoMaoB. [Ona yBenuueHns MHOTPONUM A0 MAKCMMyMa W CHUKEHUS
XPOHOTPONUN A0 MUHUMYMA Y NaUMEHTOB C rmnepTpodunyeckon kapamommonaTuen
HeobXx0AMMO paccMoTpeTb BO3MOXHOCTb BBeAeHWUs anbga-agpeHepruyecknx
npenapaToB M NpenapaTtoB, MOBbIWALWNX KPOBAHOE AABMEHWE C HYNeBbIM MK
MUHMManbHbIM 6eTa-agpeHeprnyeckum 4encTBrUEM.

Mpn Heob6xo0QUMOCTN Ha4YHUTE NepeaoBble Mepbl MO CepAEeYHO-NIErO4HOW
peaHumauun.

- B cnyyae HeobxogumocTu nocnepywlime WHQy3MM crnegyeT HadvaTb C npoueaypbl
aeceHcmbunusaumm (ctaHgapTHo 6e3 npeaBapuUTENbHOIO FEYEeHUs) y NaLMeHTOoB,
UMeBLLNX paHee |gE-onocpenoBaHHYO peakuuio rmnepyyBCTBUTENBHOCTMY.

- NogpobHass WHCTpyKuMs npouenyp AeceHcubunusaumm 6GygeT npegocTaBneHa
nevyawmm Bpayam Mo 3anpocy. [Ans nony4yeHus MHCTPYKUMM O AeceHcubunusauum
obpatutecb B OmodesnieHue MmexdyHapodHo20 ¢hapmakoHad3opa U 3rnudemuosiocuu
komnaHuu Genzyme. KoHTakTHble OaHHble npeacTtaBneHbl B pasgene K/IIOYEBbBIE
KOHTAKTHBbIE JIMLA.

- anBeﬂeHHble B HacTosLLlEeM OOKYMEHTe pekoMmeHAauun no nedeHuio IgE-nonoxurenbHbIX
nayneHToB AOJIKHbl MCNONb30BAaTbCA TOJIBKO B KaydeCTBE pPyKOBOACTBA. OkoHuaTenbHoe

pelwleHne KacaTelibHO lle4eHnd oTAaeNIbHbIX NauneHToB NpuHUMaeT nevawmmn Bpau.
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PucyHok 2. KnuHu4yeckoe nne4eHue mspkénbix peakyul

. Hanpumep, peakummn
TAXENAA PEAKUUA rUnepyyBCTBUTENLHOCTI/ aHa

dunakTuyeckme peakuum

v v

UHDY3UA JIEMEHUE
MpekpalyeHve \I/
BBEOEHUS

Cne.qyﬁTe MeCTHbIM MHCTPYKUUSAM Bawlero y‘-lpe)K,quMﬂ*
MpenynpexaeHue: npu Heo6XoAMMOCTH Ha4YHUTe nepenoBble

h 4 Mepbl N0 cepAeYHO-NEro4HoNn peaHMMauuu.
|'|py| nocnenyLmx Hexkomopsble eapuaHmbl sie4eHUs:
VHCDY3UsIX: - OnuHedbpuH IM: aHadunakTuyeckas peakuus
PaccMOoTpUTE BOSMOXHOCTb - Mpu cepbesHbix CMMNTOMAXx, TakUx kak BpoHxocnasm, aecaTypauus
6 a KMCMOPOAOM, LIMaHO3, ANCMHO3 MM CBUCTSLLLEE AblXaHne, paccMoTpuTe
AeceHcnounmsaum BO3MOXHOCTb BBEAEHUS KMCopoaa (YMEPEHHO UM MHTEHCUBHO) Yepes

Macky Unu HoCoBOW kaTeTep, unu 6eTa-aroHucTa (Hanpumep,
canbbyTamorna) Yepes A03VPYOLWNIA HransTop unu Hebynawaep. Ecnu
pecnMpaTopHble CUMMNTOMbI He NMPOXOASAT UMK TSHKECTb COXpPaHsieTcs,
paccMoTpuTE BO3MOXHOCTb MOAKOXHOTO BBEAEHWS anMHedpuHa B
BEPXHIOK KOHEYHOCTb UK B 6eapo. MpumeHeHWe anvHedpuHa cneayet
TLWaTenbHO B3BECUTDb Y MALMEHTOB C (DOHOBbLIM CEPAEYHOCOCYANCTBIM
nnu uepebpoBackynsipHbIM 3abonesaHnem.

- Mpun Heo6xo0AUMOCTU BBEAWTE BHYTPUBEHHO XUAKOCTM AN
nopaepxaHua HopmanbHbIX Noka3aTenemn XXU3HEHHO BaXKHbIX OYHKLNIA
(kak HanpUMeED. apTepuanbHoe naeneHue).

* Bceada cniedyem conocmaesisimb Mpomueonoka3aHusi ¢ nosnb3ol unu Heo6xo0UMOCMbIO NMPUMeHeHUs1 ANuHegpuHa
8 Ka4ecmee Mepbl 10 COXPaHEHUO XU3HU 8 Clly4ae yepoxarWux XU3HU aHaghunakmu4eckux peakyud.

2 [ins nonyyYeHusi uHcmMpyKyuu o deceHcubunusayuu o6pamumeck 8 OmdesnieHue MexAyHapoOHO20 ¢hapMakKoHad3opa
u anudemuosozuu komnaHuu Genzyme.

2.3.MocTuHdy3noHHoe HabnroaeHue

B uenax 6esonacHocT BO BpeMsl U Mocre 3aBepLleHUst Kakaon BHYTPUBEHHOW MHdy3um Maiosaiim®,
pEeKOMeHAYeTCA OCYLIeCTBNATb 3a nauvMeHTamu HabniogeHne COOTBETCTBYHOLUUM — MELULMHCKUM
nepcoHarnoM, KOTOpbIi 3HakoM ¢ GonesHbio [loMne U BO3MOXHBIMM peakuusmu Ha Maiiozaiim®. B
KMMHUYECKUX UCNBITAHUAX 3a MauMeHTaMu Benocb HabrniogeHne B TedeHUe 2 4acoB B KOHLE MHAY3UK
Marnosanv®. Hagnexawass npoAo/mKUTENbHOCTL MNOCTUHAY3NOHHOTO MOHUTOPUHrA onpeaenseTcs
nevalimm BpayoM UCXoas N3 KIMHUYECKOro ctaTyca U MHAY3MOHHOro aHaMHe3a OTAeNbHOro nauneHTa.
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TecTnpoBaHue

3.1.0nucanune (Tabnuua 4)

3.1.1. TMporpamma MMMyHoOsNoruyeckoro Hagsopa: TecTupoBaHue Ha
Hanuuue aHTUTen IgG, BKNOYasa MHIMOUpYOLWMe aHTUTena

B knuHu4eckmx uccnegoBaHuax y GonblUMHCTBA NauMeHTOB BblpabaTtbiBanuch aHtutena 1gG K
anrnoko3ngase anbda, Kak npaBuso, B TedyeHne 3 mecsaueB nedexus (6,7,15). Takum obpasom, y
GOrbLUMHCTBA NaLMeHTOB, NonyYaBLUMX nevyeHne MaiiosaiiM® (anrnokosuaason anbga), oxxuaanoch
BO3HUMKHOBEHME CepoKoHBepcun. BblpaboTka aHTUTEN K pPEeKoMOMHAHTHOMY ©Oenky OTMMYHO
pacno3HaeTcs U oHa bbina NPoAEeMOHCTPMPOBaHa Npu Apyrux hepMeHTo3aMecTuTenbHbIX Tepanmsx
(5). Y naumeHTOoB C paHHenm MaHudecTauven (¢ maHudectaumern B MnageHYEeCKOM Bo3pacTe),
nonyyaewmx 6Gonee BbICOKYD o3y Mainosanm®, Habnioganacb TeHaeHuus BblpaboTkn 6Gonee
BbICOKMX TUTpoB aHTuTen IgG. Mo Bcen BuammocTun, mexay manHudectaumenr PCUA n BpemeHem
obpasoBaHusa aHTUTEn IgG HeT B3aMMocBA3W. BnvsiHMe BbIpaboTkM aHTUTEN Ha OTAANEHHYHo
a3 dhekTnBHOCTL 1 6e30nNacHOCTb anrnoko3naasbl anbga He4OCTaTOYHO U3YYEHO.

B knuHmyeckux uccnegoBaHusAx obpasubl C MNOMAOXMTENbHbIM pesynbTatoM Ha aHtutena I1gG «k
pekomMbuHaHTHOMY GAA Takke ObinM NPoTecTMpoBaHbl Ha NpeaMeT in Vitro MHIMbMpoBaHMSA C NOMOLLbIO
aHanusa aKTMBHOCTM (hbepMEeHTOB M aHanM3a KNeTOYHOro 3axBaTta. Takke B YCNOBMAX KOMMEPYeCKoro
nevyeHns NPOBOAMNOCHL TECTMpPOBaHME MauMEeHTOB, Y KOTOPbIX Habnwoaanocb KNMHUYECKoe yxydweHue
n/vnn  KoTopble HaxoOWMWCb Ha WHBA3WBHOW WCKYCCTBEHHOW BeHTMNAuMM rnerkux. KnuHudeckas
peneBaHTHOCTb BbIPabOTKM MHIMOMPYIOLLMX aHTUTEN y MauMeHToB, nonyvaBluMX nedeHve Maiosainm®,
HesicHa. Y CRIM-oTpuuaTtenbHbiX MrageHueB (NauMeHToB, ¥ KOTOPbIX He 0OHapyXeH 3HAOreHHbIN 6enok
GAA meToooM BeCTepH-6noTTMHra), Habnganocb CHUWXKEHWE KNMHU4Yeckoro addpekta Ha dhoHe BbICOKMX
YCTOMYMBbLIX TUTPOB aHTuTen IgG ¢ nHrmbupytoLlen akTuBHOCTLIO (16-18).

Ons  um3mepeHua wHMOUpoOBaHMA (EPMEHTHON aKTUBHOCTU pekombuHaHTHoM GAA aHTUTEenamm,
NPUCYTCTBYIOLLMMU B CbIBOPOTKE 60MbHOro, ob6pasLbl NaumMeHToB, B KOTOPbIX MPOLEHTHOE COOTHOLLEHWNE
WHrMbuposaHua coctaBnsano 6onblue 20% npu NOBbIX TUTPAX CbIBOPOTKU CYATANUCH NONOXUTENbHBIMU B
pesynbTaTe aHanusa Ha MHrMbupyowme aHTuTena ((pepmeHTHas akTUBHOCTbL). [4nsa Toro, 4Tobbl OLEHUTD,
NPenaTcTBYIOT MM aHTMTena nauueHTa 3axBaTy pekombuHaHTHou GAA dumbpobnacTHbiMU KreTkamm
yernoBeka B nocese, Obin paspaboTaH aHanu3, OCHOBaHHbLIA Ha MPOTOYHOW umTomeTpum. O6pasubl, B
KOTOpbIX MHIMOMpoBaHWe 3axBata depMeHToB cocTaBnsano Gonbwe 20% npu AByx unu Gonee TUTpax
CbIBOPOTOK, B TOT KOHTPOJSIbHLI MOMEHT BPEMEHU CYUTaNUCb MOSIOXKUTENBHBLIMA COrMAcHO aHanuay
METOAOM MPOTOYHOW UUTOMETpPUM. AHanmM3 Ha WHrMOMpoBaHMEe 3axBaTa Yy MauMeHTOB cyMTaeTcs
MOMOXWUTENbHBIM, €CNIN Y HUX MOSIOKUTENbHAsA akTMBHOCTb > 1/20 TuTpa B 0AMH unmn 6onee KOHTPOMbHbIX
MOMEHTOB BPEMEHM.

B pamkax obuwien nocTpeructpauMoHHOM nporpaMmmbl Hagsopa 6GesonacHocTu, komnaHus Genzyme
VHULMUPOBara nporpaMMy UMMYHOMOrMYecKoro Hagsopa no npenapaTty Maiiosaiim® gnsi onpepeneHust
obbema 06pa3oBaHMs aHTMTEN B OTBET Ha Maito3aiiM®, 4Tobbl NOHATL KNUMHUYECKoe BO3AeicTBue, ecnu
TakoBoOe ecTb. B HacToslLLee Bpemsa TECTOB Ha aHTUTena K anrnoko3ngase ansda HeT; ogHako, KoMmnaHuen
Genzyme npegocTaBnsieTcsa ycnyra no TectupoBaHuio. CBSXXMTECh C MECTHbIM NpeacTaBuTenem Genzyme
unun OToenoM MeamumHCKMX yenyr Genzyme no anektpoHHon noute: EUMedicalServices@genzyme.com
AN nonyyeHns HopMauum o TECTMPOBaHUM U AN NonyyYeHust Awmkos ans 3abopa obpasua. 3abop,
obpaboTka, ynakoBka 1 oTrpy3ka obpasLoB KpoBM onucaHbl B pasgene 3.2.

PekomeHpauus:

- Heobxoammo perynspHo npoBepsitb TUTPbI aHTuTEN IgG.

- MNonyyatowwime nevyeHne naumeHTsl NPOXOAST NPOBEPKY Ha NPeAMET MHIMOMPOBaHNS 3axBaTa
W aKTUBHOCTU (PEPMEHTOB, ECIN Y HUX OTMEYAETCS CHUKEHNE KIMHUYECKOro adpdekTa
HecMOTps Ha HenpepbiBHOE NneveHne Maiosaiim®.

- CTporo pekomeHayeTcsa nepen nepBor UHY3nen naumeHTa oCyLEeCTBUTbL KOHTPOIbHLIN 3a60p
obpasua CbIBOPOTKM.
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3.1.2. WmmyHonoru4yeckoe TeCTUpOBaHME Ha HanNuyue peakumn Ha UHdy3uio:
TecTbl Ha IgE, akTMBaLMIO KOMMNJIEeMEHTA U CbIBOPOTOYHYIO TPMNTa3ly

TecTupoBaHMe CTaHOAPTHO MPOBOAMNOCL HAa  HanuMuMe YMEPEHHbIX UMM TSXKENbIX  WUnu
peungusmpytoinx PCU, ykasbiBalOWMX Ha peakuun runepyyBCcTBUTENBbHOCTU. Y  HEKOTOPbIX
TecTUpyeMbiX MauMeHTOB TECT Ha anrmoko3ugasa anbda-cneumduyeckme aHtutena IgE okasancs
NONOXMNTENbHbBIM, Y HEKOTOPbIX U3 HUX NPOSABASNMCL aHaUNakTU4ecKme peakuum.

HekoTopbiM MauueHTaM ObIfo OCYLLECTBMNEHO YcrnelwHoe BO30GHOBNEHWE BBeAEHUS npenapaTta npu
Gornee HU3KUX CKOPOCTAX MHMY3uM K/ Gonee HU3KMX [03aX U OHU MPOAOIKUMAM MonyvaTb NedYeHue
Maiio3anm® nog TiaTenbHbIM KIIMHUYECKMM HabnogeHnem.

PekomeHpauusn: [ns ewe 6onee nogpobHoro onvcaHus BeposTHoro mexaHuama PCU, o6pasubl
ONs TecTa Ha akTMBaUMIO KOMMNEMEHTA U CbIBOPOTOYHYIO TPMUNTa3y OOSMKHbI ObiTb B35AThI Yepes 1-3
Yyaca nocrne MaHudecTaumm peakunm Ha nHdysuo. Obpasubl 4na Tecta Ha IgE AomkHbI BbITb B3ATHI
He MeHbLUe, YeM Yepes3 72 yaca Nocne OKOHYaHUS MHY3UK.

CBsXMTECH C MECTHBIM NMpeacTaBuTenem Genzyme ans nonyyeHus MHpopmalmm 0 TeCTUPOBaHWM
W ons nonyyvyeHus Awimka gnst 3abopa obpasua. 3abop, obpaboTka, ynakoBka 1 oTrpy3ka obpasuos
KpoBu onucaHbl B pasgene 3.2. KoHTakTHble AaHHble npuBefdeHbl B pasgene KJ/THOYEBBLIE
KOHTAKTHBIE JINLA.

3.1.3. KoxHas npoba (11,12)

KoxkHasi npoba MOXeT OCYyLLeCTBNATLCS MO YCMOTPEHUIO Neyallero Bpada naumMeHTam, y KoTopbIX eCTb
PCW, oTBevatoLwwme cnegyowmm kputepmsm (tabnuua 4):

- Peakuus, cBsisaHHasi C MHQYy3Mel ykasbiBaeT Ha |gE-onocpegoBaHHyl0 peakumio, co
CTOMKUMW CUMMNTOMaMU (kak GpoHXOoCNasm, rMnoTeH3nst U/Mnn ypTukapHele), Tpebyowmumm
BMewaTenbcTea UM nioGbiMu apyrumu npusHakamu Unv CUMNTomMamMu, KoTopble fedallmi
Bpay COYTET perieBaHTHbIMU.

- KoxHasi npoba MoXeT SIBNATbCS elle 0aHMM nokasaTtenem IgE-onocpeaoBaHHbIX peakuuii
¥ MOXeT npeanaratecs A8 NoATBEpPXAeHNs pe3ynbTaTos IgE.

Ecnu npuHSTO pelleHune BbINOMHUTL KOXHBIN TECT, PEKOMEHAYETCS OTNOXUTb MHAY3MK Maiiosainm®
00 OCYLLECTBMNEHUSA KOXHOIO TECTA U 03HAKOMITEHUS NeYallum BpavyoM ¢ pesynbtaTamu npoobi.

lMpumeyaHue: OnpedeneHHble NEKApCTBEHHbIE nNpenapaTtbl  (Hanpumep, aHTUrMCTaMUHbI,
agpeHepruyeckMe CpefcTea) MoOryT UckaxaTtb pesynbTtaTthl TecTa. [epeq KoXkHbIM TeCTOM crnenyet
03HaKOMUTbCS C MpenapaTaMu, KOTopble NMPUHUMAaET MauueHT, YTobbl onpeaenuTb, NOBAUSIOT N
OHW Ha pe3yrbTaTbl NPoO6bI UMK HET.

PekomeHayeTcsi, 4TOObl KOXHbIA TECT MPOBOAWN KBanNMUUUPOBAHHLIA  annepronor umnu
MEeOULMHCKUA paboTHUK, OOYYEHHLIN NPOBEAEHWIO anfeprmiyeckoro KOXHOW TecTa. A Takke
pekoMeHayeTcs MpoBOAWUTL TECT MUHUMYM dYepe3 48 4yacoB nocrne MWHdy3um Maitozainm® u
npegnoyTuTensHO Gonblie Yyem Yyepe3 3 Hegenu nocrne aHaduUNakTM4eCcKoro anNn3ofa B CBSA3M C
npexopsiien geceHcnbnnmsauymnen.

MHCTpyKuMs oxBaTbiBaeT TOMbKO TEeCT C HakanbiBaHvem. Ecnm TecT € HakanbiBaHVEM
oTpuuaTenbHLINA, MOXET noTpeboBaTbCs BHYTpUKOXHaA npoba. [Mpoba Bkmwyaer B cebs
Maiio3anm®, a Takke MONOXUTENbHBIA U OTpULATENbHbIN KOHTPOmb. Mogpo6Has MHCTPYKUMS Mo
MEeTOAMKE MPOBEAEHNs1 KOXHbIX TecToB OyaeT npefdocTaBrieHa Ievawym Bpadam Mo 3anpocy.
Mpocum cBsaAzaTbest ¢ OTAENOM MexayHapoOHOro hapmMakoHagsopa U anuaeMmnonorum KomnaHum
Genzyme Ans nonyyYeHuMst UHCTPYKUUW MO MNPOBEOEHMIO KOXHbIX Npob. KoHTakTHble OaHHble
npuBegeHsbl B pasgene KJITOYEBbBIE KOHTAKTHBIE JTULA.
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3.1.4. TecTupoBaHue LUUPKYNUPYIOLWNX UMMYHHbIX KOMMNJIEKCOB

B cnyyae ecnu y naumeHTa nNposiBUNUCb NPU3HAKW UM CUMNTOMbI, YKa3sbiBaloLMe Ha CUCTEMHbIE
MMMYHOOMOCPEAOBaHHbLIE peakuun, KOTOpble HaHEeCNM MopaXKeHue KoXe W Opyrue opraHbl npu
BBeAEHWM anrnioko3vpasbl anbga, OepyTcs o06pasubl  CbIBOPOTKM Ans  MCCreaoBaHus
LMPKYIMPYIOWMX MMMYHHbIX KOMMSekcoB. [lauueHToB HeobxoauMo Habnopatb Ha Hanuyue
HenpekpaLlaoLwencs CMMATOMATONOMMN UMMYHHbBIX KOMMMEKCOB U, NMPU HEOBXOoOMMOCTU, B3SiTb
JononHuTenbHble  06pasubl  CbIBOPOTKM AN UccnefoBaHus. PelweHne o  ganbHenwem
nccnegoBaHMM Ha HamnmMumMe BO3MOXHOIO 3ab0oreBaHnst MUMMYHHbIX KOMMNEKCOB, BKoYas Guoncuto
npegnonaraembix NMOpaXKeHHbIX OpraHoB (Hanpumep, BMOMNCUMIO KOXW AONsi aHanu3a Ha Hanuiue
BackynuTa u Guoncuio novek Ansi BbiSBIEHUSI OTIIOXKEHUS UMMYHHbIX KOMMJIEKCOB B KIyGO4KOBOM
BasanbHor MembpaHe) NPUHMMAETCH nevallnum BpayvoMm.

BasoBbin 1 nobble nocnegylowme obpasubl, MNOArOTOBMEHHblE B  BUAE  3aMOPOXEHHOW
LEeHTPMAdYrMpoBaHHON CbIBOPOTKN, MOXHO XPaHUTb B 3aMOPOXXEHHOM COCTOSIHWUM, BbICNaTb MO3Xe, ecnu
fonbHUUa ewe He nonyduna Awmk ang 3abopa obpasuos. PekomeHayetcsa cobnogaTe npunaraemble
WHCTPYKUMW, TakK Kak HENpaBWIbHO MapKuMpoBaHHble obpasubl M 06pasubl, KOTOpble MOABEPrNUCH
HenpaBUIbHOMY OBpaLLeHMIo, MOryT OKa3aTbCH HENPUroAHbIMU UMK Bbl4aTb HETOYHbIE pe3ynbTaThl.
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Tabnuya 4. KnuHuyeckass uMMyHoOJsI02Us1 U XapaKkmepucmukKa KOXHOoU rnpoo6bi.

lNMoka3saHue kK NpoBeAeHUIO TecTa

Tun obpasua

YacTtoTa

Bpewms 3a6opa®

KoxHasa npo6a

PCMW, ykasbiBatowime Ha IgE-
OMOCPEeAOBaHHY0 peakLmto ¢
nepcucTUpYLWNUMN CUMAITOMaMU UNn
AnsA noaTBepXaeHus pesynbtartos IgE

Mpo6Ga ¢ HakanbIBaHNeM

CutyaTtunBHo (nocne
PCW)

MwH. Yepes 48 4 nocne
MHDY3UM U NpeanodTUTENbHO
bonblue yem Yepe3 3 Hegenu
nocre  aHadunakTU4YecKoro
anusoga

1gG*

PyTuHHOe HabnogeHne

CbiBOpOTKa-3amMopoXXeHHast
LlenbHas kpoBb
(nony4eHHasi B Te4eHue 24
yacoB nocne 3abopa)

PyTuHHOE
HabnoaeHne

O6pasel 6paTtb 40 MHDY3UN
unu yepes =3 gHsa nocne
NHDY3UN

IgG/vHrmbupyowme aHtTuTena

CHWXEHHbIN OTBET Ha Ne4YeHne unm
oTcyTcTBME adhdekTa

CbiBOpOTKa-3aMopoXeHHas
LlenbHas kpoBb (Mony4eHHas B
TeyeHune 24 yacos nocne 3abopa)

CutyaTtusHo (no
HeobxoaumMocTu)

O6pasel 6paTtb 40 MHDY3UN
unu yepes =3 gHsa nocne
NHY3UM

AunTtuTena IgG/IgE

YMepeHHble/TsKenble nnm
peumausupytowme PCU, ykasbiaroLLme
Ha peakLuuu runepyyBCTBUTENBHOCTMH,
aHacunakTnyeckme peakuum

CbiBOpOTKa-3amMopoXXeHHast
LlenbHas kpoBb (Nony4eHHas B
TeuyeHue 24 Yyacos nocne 3abopa)

CutyaTtuBHo (no
HeobxoaumocTu)

O6pasew 6paTtb A0 MHDY3UN
UM No MeHbLUEel mepe Yepe3
23 OHsa nocrne nHdy3uu

CbIBOpOTO‘-IHaﬂ TpunTasa

YMepeHHble/TsKenble Uni
peunausmpytowme PCU, ykasbisatoLime
Ha peakuuu rmnepyyBCTBUTENLHOCTH,
aHadunakTMyeckme peakumm

CblBOpOTKa-3aMopoxeHHast

CutyaTtusHo (no
HeobxoaumocTu)

Yepes 1-3 yaca nocne
peakuum Ha UHQY3nIo

AKTUBaLMA KOMMNJIEMeHTa

YMepeHHbIe/Tspkenble nnu
peumausupytowme PCU, ykasbiBawoLLme
Ha peakuun rmnepyyBCTBUTENBHOCTY,
aHadmnakTM4ecKkme peakuum

O[OTA-INna3ma-3amopoxeHHast

CutyaTtusHo (no
HeobxoaumocTu)

Yepes 1-3 yaca nocne
peakuum Ha NHY3no

Linpkynupyrowmn MUMMyHHbIN
KoMnneKkc n aHtutena IgG

Peakuwu, YKasblBawLle Ha CUCTEMHbIE
MMMYyHOOMNocpeaoBaHHbIe peakunum

CblBOpOTKa-3aMopoxeHHast

CutyaTtusHo (no
HeobxoanmocTw)

Yepes 1-3 yaca nocne
MHY3un (TecT npoBoanuTCcs
Ha obpasue IgG)

a

Genzyme npegnaraet 6ecnnartHyto ycnyry no 3abopy, obpaGoTke, ynakoBke 1 OTrpy3ke 06pasLioB KPOBU B LIEHTParbHY0 nabopaTopuio KoMnaHuu. JTa ycryra OTHOCUTCS KO BCEM TecTaM,
BbIMNOJSHAEMbIM B pamMkax uccrnegosanus PCU (Bkmtovast antutena IgG, aHturena IgE, MHrMbupytowme aHTuTena, akTMBaumio KOMIMMEMEHTa, LMPKYIPYoLWMe MMMYHHbIE KOMMIIEKChI 1
CbIBOPOTOYHYHO TPUMTA3Y) M KO BCEM KITMHMYECKMM 0Bpasuam At pyTUHHOIO KOHTporist IgG. KoxHble Npobbl 06bIMHO NMPOBOASATCS Ha MeCTe.

P3achukcupyiiTe Bpems 1 gaTy BasTMS oBpasLa.
°Ecnu pesynbTarbl MoKasbIBaloT BbICOKME TUTPbI aHTUTEN IgG, PEKOMEHOYETCS NEPUOANHECKUN aHaNIN3 MOYMU.
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3.2.MeToauka TecTupoBaHus

[aHHas MeToguka NpMMEHsieTCsl KO BCEM TecTaM, BbINOSNHAEMbIM B paMkax uccrniegoBanus PCU (Bkntoyas aHTuTena IgG, aHtuTena IgE, uHrnbupyowme aHtutena,
aKT1BaLUMIO KOMMNIEMEHTA, LMPKYNUPYOLLE UMMYHHbIE KOMMIEKChI M CbIBOPOTOYHYIO TPUNTAa3y) U KO BCEM KIMMHMYECKUM obpasuam Ans pyTUHHOIO
MOCTPErMCTPaLMOHHOIO aHanmaa u cooblueHmst (PUcyHok 3).

PucyHok 3. Memoduka mecmupoeaHusi u coo6WeHUsI 0 HexeslamesibHbIX sI6JIeHUsIX U omrnpaeka o6pa3yoe 05151 pymuHHO20 NocmpeaucmpayuoHHO20
aHanusa aHmumern

OEHb 7-9 OEHb 12-14 OEHb 17-19
3anpoc oTnpaskm MonyyeHue ALmKa: YnakoBka fALuKa, PesynbTaThbl
ALUMKa Mo 3. NoyTe -
MP/BonbHuua* Wnm dharcy co3faHvie ycroBun 3anosHeH1e opm IgE, cbiBOpOTOYHASA Pq3yanaIbl
Ans renesbIx —>»| u 3anpoc 3abopa TpunTasa, TNioGoit gpyrom TecT
(renedpony) GpukeTOB 1 0Gpasua slmka akTisauns
KOMMremMeHTa n
YTOYHNUTL Kakomn $
TecT: IgG, AE
3abop siwmka; yBegomreHve 5 MonyueHune
Genzyme OTrpySMTb ALLNK 3akasyuKka un cnucka nonyaneneml; - 06paSL|,OB ans
YBEAOMUTD OTtnpaBka B nabopatoputo B CLUA TecTa
MP/BonbHuuy

Mpu6nu3zumenbHbie CPOKU MOTYYEHUST Pe3ybMmamos:
5 kaneHAapHbIx OHel: IgE, cbieopomoyHass mpunmasa, akmueayusi KoMmnieMeHma
10 kaneHOapHbIx OHel: Ntobbie Opy2ue mecmabl

—a = - e it S 4

[nsa 3abopa, 06paboTkn, yNnakoBKkuU N OTIPy3kn 0bpasLoB KPOBU CBSXMTECH ¢ OTAENOM MEAULIMHCKUX YCNyr koMnaHum Genzyme. KoHTakTHble AaHHble NpeacTaBneHsl B
pasgene KJIOYEBBIE KOHTAKTHBIE JINLA.

*Otnpasutens (MP/BonbHyUa) AoMmKeH NpegocTaBMTh 3akodeHue (paspelumTenbHbli gokymeHT) M3 PK Ha BbiBO3 ¢ Tepputopun PK Gronornyecknx xxugkocten ans
JNarHoCTUYEeCKuX Lenen
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4. CooOLlueHne o noao3peBaeMbIX peaKkuusx

Peructpauus npegnonaraemblix NOGOYHbBIX peakunin NOCIe BbIBEAEHNS HA PbIHOK JIEKAPCTBEHHOTO
npenapara o4eHb BaxkHa. 3TO NO3BoONSET NPOBOANTL HENPEPLIBHLIA MOHUTOPUHI COOTHOLLIEHUS
pucKa 1 Nonb3bl IeKapCTBEHHOro npenapata. CneynanuctoB 06nacTu 3apaBooOXpaHeHMs NPOCAT
pernctpmpoBaTb ntobble NnpegnonaraeMble NOGOYHbIE peakumMm NOCPEACTBOM HaUMOHANbHOM
pPerncTpaumMoHHON cuctemol, Mo cBa3biBaTbCA € [lenapTameHToM KoMnaHun Genzyme/Sanofi no
MexayHapogHoMy hapMakoHaa3opy 1 anugemuonoruun. [na nonyvyeHunsa 6onee nogpobHom
NMHpopMaLMM Mo permcTpaumm NoboYHbIX peakumi, noxanymncrta, cm. KIMFOYEBBLIE KOHTAKTHDI.

5.bepemeHHocTb/JlakTauus

WccnenosaHue no npuMmeHeHuo npenapata Maiiozanm® (anrnokosnaasa ansda) 6epeMeHHbIMI
XEeHLWWHaMN He NpoBOANNOCE. [Nsi OLEHKM PUCKOB, CBA3AHHbIX C PpenpoayKTUBHON CUCTEMON B
CBA3M NpUMeHeHneM npenapata Maiio3anm®, cylecTBYOT TONbKO AaHHble, NMOMyYeHHble 13
[IOKNMUHUYECKUX nccneaosanuii. MNMpenapat Maio3sainm® 3anpeLiaerca npMHMMaTh BO BpeMs
GepeMeHHOCTH, 3a UCKINIOYEHMEM CryYaeB, ABHO Heobxoanmblx Ans ero npumeHeHus (Kpatkas
XapakTepucTHKa NekapCTBEHHOro npenapara, pasaen 4.)

6.Peectp 60onesHu NMomne

Anrntoko3ngasa anbga MoXeT BblAenaTbCs B rpyAHOEe MOMOKO. 10 npuymMHe oTCyTCTBUSA AaHHbLIX O
BMUSIHUM NpenapaTa Ha HOBOPOXXAEHHbIX, MOABEPrLUMXCS BO3AEUCTBMIO anrnioko3maasbl ansda,
BblAenseMon B rpyAHOE MOMOKO, BO BPEMS FPyAHOr0 BCKapMSIMBaHUS pEKOMEHAYeTCH
npYocTaHoBUTL Npuem npenapata Maiiozanv®. Pernctpauusa aaHHbiX B [lenaptameHTe KomnaHum
Genzyme no MexayHapoaHoMy hapMakoHaa30My U 3aNMAEMUONOrMN B OTHOLLEHUN BO34ENCTBUS
npenapaTta Ha 6epeMeHHbIX HeobxoaMMa AN BbISIBMIEHNS BELLECTB/areHTOB, OKa3bIBaoLLMNX
narybHoe Bo3gencTBMe nNpy pa3sutum nnoga. B 1o e Bpems, AaHHbIE NO BO34ENCTBUIO NpenapaTa
Ha 6epeMeHHbIX MOryT TaKKe onpeaensaTb, YTO ero TOKCMYECKOe BO3AENCTBME Ha NNo4 MMeeT
orpaHMumnTEnNbHBIN XapakTep. [nsa cbopa, o63opa n nepegaym MHPoOpMauum B OTHOLLEHUN
OGesonacHocTu nNpenapara B nepuog 6epemMeHHOCTU, And onpeaeneHus 6onee To4HOM
nHdopmMaLmm, komnaHua Genzyme GyaeT ocyLecTBNATb AMHAMUYECKMIA KOHTPOSTb B OTHOLLIEHUN
BCEX 3aperMcTpuMpoBaHHbIX criyqyaeB B nepmog 6epemeHHocTn. KomnaHmnss Genzyme cTtporo
pekoMeHAyeT nevallmmM Bpadam 1 Apyrum cneumanucrtam obnactv 3agpaBooxXpaHeHus
dukcnpoBaTb Bce criydanm 6epeMeHHOCTU 1 pedynbTaTthl SiedeHns npenapaTtom BO BpeEMS
6epeMeHHOCTU B OTHOLLEHUM NaLMeHTOB, NoABepralLLIMXCcs BO3AeNCTBUIO npenapaTta Mainosanm®,
HeCMOTpPS Ha TO, CBSA3aHO AaHHOE BO3AeNCTBME C NOBOYHBIM ABrIEHNEM unu HeT. [ng nonyyeHns
6onee noapobHoM NHpopmaLumm No peructpaummn NobOYHbIX peakuuin, Nnoxanymncra, Cm.
KIMKOYEBBIE KOHTAKTDI. 6. PeecTtp 6onesHen NMNomne. MeguumMHCcKuiA nepcoHan u cneunanncTbi
obnactu 3gpaBooxpaHeHns 06513aHbl perncTpupoBaTh NauMeHToB ¢ AnarHo3om 6onesHu Nomne Ha
cante www.PompeRegistry.com. [JaHHble 0 naumneHTe 6yayT BHOCUTBLCH B AaHHbIM PeecTp Ha
yCcnoBusx aHoHMMHocTU. Llensmn «Peectpa 6onesHer Nomne» sSBNAIOTCA MNOBbILEHWE CTENEHN
NoHMMaHus 6onesHn Nomne N MOHUTOPUHT NALMEHTOB, @ TaKKe UX OTKIIMKMA B OTHOLUEHUM
PepMeHTO3aMeCTUTENBHOM Tepanun B TEYEHNe ANUTENbHOrO Nepuoaa BpeMeHU, C KOHEYHOM
Lenbto yNny4yleHns KIMHUYECKNUX pesynbTaToB AS1s AaHHbIX NauneHToB.
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MpunoxeHue 1. MpurorosneHue Manosanm®
BoccraHoBneHue v passegeHne A0MKHbI BbIMOSHATLCS B YCIOBUSAX aCENTUKN.
[lna BoccTaHoBneHUs 1 pa3seaeHus npenapata Maiiosanv® (anrnoko3naasa ansda) Heo6XxoaMmsbi:

- Heobxoaumoe konuyectso (prakoHoB Maiio3anm® (anrmiokosugasa anbga) B COOTBETCTBUE C
onpeaeneHHon ANg AaHHOro naumeHTa O3MPOBKOW

- Habop Ona BHYTPMBEHHOro BBEOEHUSI C BCTPOEHHbIM ¢unbTpom 0,2 MUKpOHA AnS CBA3bIBAHMS
HU3KomonekynsapHoro 6ernka

- CTepunbHas Boga AN MHbeKUMI Ans BOCCTaHOBNEHWS npenapaTta

- PactBop HaTpus xnopuaa 9 mr/mn (0,9%) ansa passegenus npenapaTta

- Wnpwvubl Anst BOCCTaHOBNEHUS U pa3BedeHus npenapara

- Wrnbl ¢ anameTpom He 6onee 20 G 4ns BOCCTaHOBMNEHMSA U pa3BeaeHus

- DononHutensHoe obopyaoBaHune no TpeboBaHMAM MEOULMHCKOTO YUYpexaeHus

MpuMeYaHune: urfbl OT unbTpa He [AOMKHbI MCMONb30BaTbCA NS BOCCTAHOBMEHWUA W pa3BedeHus
Mariozanm®
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1. B cooTBeTCTBUM C 4O3MPOBKON NS KXKAOro naumeHTa (Mr/kr) onpeaensioT Konn4ecTeo (oriakoHOB.
PekomMeHOOBaHHbLIN pexxuM 031poBaHus anrmntokosvaasel ansdga: 20 mr/kr maccel Tena. [Josuposky
OKpYyrnunTb 0 uernoro cnakoHa. [ns BoccTaHOBMNEHUA (OfakoHbl U3BMEKAKT U3 XONogusbHUKa U
[OBOOAT OO KOMHaTHOM Temnepatypbl (NpubnuantensHo 30 MUHYT).

PaccueT go3sbl:

Bec naunenTa B kr x [lo3a (Mr/kr) = Heobxoanmas Aosa ans nauneHTa (B Mr).

Heobxogumas nosa anst naumeHTa (B Mr) + 50 Mr/doniakoH = KONMYECTBO (PriakoHOB AN BOCCTAHOBNEHUs. Ecnun
[03MPOBKa COAEPXKNUT OPOOHHBIE YMCna, OKPYrnMTe 3Ha4YeHne Ao Lernoro dnakoHa.

Mpumepsl:

A. MHdaHTunbHasa bopma 3aboneBanus: MNauyuneHT ¢ Becom 16 kr x Josa (20 mr/kr) = 320 mr (ao3a nauueHTta)
320 wr + 50 mr/cbnakoH = 6,4 conakoHa. Takum obpa3om, pekoMeHA0BaHO BOCCTAHOBUTL 7 (PriakoHOB
Maiozaiim®.

B. ®opma c no3gHnm HayanoM. MNaumeHT ¢ Becom 68 kr x [lo3a (20 mr/kr) = 1 360 mr (go3a naumeHTa)

1 360 mr + 50 mr/cbnakoH = 27,2 conakoHa. Takum obpa3om, pekoMeHA0BaHO BOCCTAHOBUTL 28 hrnakoHoB
Mariozanm®.

2. Kaxgbii dpnakoH Mainosanv® 50 mr sBocctaHasnusatoT 10,3 M Boabl NS UHBEKLMIA, UCMOMb3ys
urnbl ¢ anameTtpom He 6onee 20 G. [llocne BOCCTAHOBMNEHMS Kak OMMCaHO Bbiwe, 1 mMn
BOCCTAHOBIIEHHOINO pacTBopa BO (nakoHe coaepxuT S5 Mr anrniokosvgasbl  anbda.
BoccTaHoBneHHbIN 06bem no3songeT TouyHo otobpaTb 10,0 mn (skBmBaneHTHO 50 Mr) ns kaxgoro
dnakoHa. N3berante npsaMoro nonagaHna BoAbl AN UHbEKLUNIW HEMNOCPEACTBEHHO Ha Nnodunnsar.
Boay ana vHbekuun cnepyet [o0aBnATb C NOMOLLBK LINpULA MELNEHHbIM OTKanbiBaHMEM Ha
CTEeHKy dnakoHa c npenapatoMm, u3beras ee gobaBneHns HenocpeacTBEHHO Ha nmodunusar.
OCTOPOXHO HaKIOHAKT U NOBOPAYMBalOT Kaxabli dnakoH. Cneayet n3beraTb nepeBopavMBaHus,
BpalLleHNs U BCTpSAXuBaHUS donakoHa.

3. CnepyeTt cpasy npoaHanM3anpoBaTb BOCCTAaHOBIIEHHbIE (PrIaKOHbI Ha HaNM4yne YacTul U N3MeHeHne
useTta. He ponyckaeTtca ucnonb3oBaHWe (pnakoHOB B Cry4yae, ecrnv npu HemnocpeacTBEHHOM
OCMOTpe HabniogalTcs NMOCTOPOHHUE YacTulbl, MOMUMO OMUCaHHbLIX HUXe, UMK LBeT pacTBopa
n3meHeH. B atom cnyyae obpatuteck B CaHodu No TenedoHy, ykazaHHOM B CMIUCKE KOHTaKTOB.

BocctaHoBneHHbIn 06bem coctaBnseT 10,5 mn ¢ cogep)xaHnem OenCTBYOLLEro BewecTsa 5 mr/mn
N UMEEeT BuA NPO3PadHOro WMNu crerka onanecumpyrowero, 6eCcuBETHOr0 MM CBETMO-XENTOro
pacTBopa, KOTOPbI MOXET codepXaTb YacTulbl B BUAE TOHKUX BEnbIX HUTEW UNKU NPO3pavHbIX
BOJIOKOH, KOTOpPLIE HE ABMNATCA NOCTOPOHHUMM BKITHOUEHUAMM.

Bbino gokasaHo, 4To BCTPOEHHbIN omnbTp 0,2 MUKpOHA yaansieT BUgMMble YacTulbl U HE Bbi3biBaET
3HaunTENbLHOM NoTepu 6enka nnu akTMBHOCTW.

4. Cpasy nocrne BOCCTaHOBMEHMS MeOreHHO BBOAAT BOCCTaHOBMEHHbI Maiosanm®
HenocpeacTBeHHO B pactBop Hatpua xnopuga 0,9%. Pekomengyemas KoHeyHas
KOHLeHTpauns arntoko3ngasbl B MHY3NOHHBIX eMKOCTSX coctasnseT oT 0,5 mr/mn go 4
mr/mn. Cm. Tabnuuy 1 ana nogcyeta obbema MHMY3Un B COOTBETCTBMUC BECOM NMaLMEHTA.
JTiobon Hencnonb3oBaHHbIM NPOAYKT WNW OTXOAbl crnefyeT yTUNU3MpoBaTb COrfacHo
MECTHbIM TpeboBaHUSAM.
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Tabnuua 1. PaccyeT obwero ob6bema nHdysunm

Bec naumeHTa, | O6WMNn o6BLEM CkopocTb UHGY3UN
Kr NHAY3NOHHOTO War 1 -1 mr/kr/u | War 2- 3 mr/kr/u | War 3- 5 mr/kr/v | War 4- 7 mr/kr/v
pacTBopa, MJl (mn/yac) (mn/yac) (mn/yac) (mn/yac)
1,25-10 50 3 8 13 18
10.1-20 100 5 15 25 35
20,1-30 150 8 23 38 53
30,1-35 200 10 30 50 70
35,1-50 250 13 38 63 88
50,1-60 300 15 45 75 105
60,1-100 500 25 75 125 175
100,1-120 600 30 90 150 210
120,1-140 700 35 105 175 245
140,1-160 800 40 120 200 280
160,1-180 900 45 135 225 315
180,1-200 1000 50 150 250 350

10.

Heobxoanmass gosa gns naumeHta (B Mr) + 5 mMr/mn = KOnNM4yectBO MM BOCCTaAHOBIIEHHOrO
Maiiozainm® TpeGyemoro Ansa 403kl nauveHTa
Mpumep:
[losa = 320 mr. 320 mr + 5 mr/mn = 64 mn Maiiosainm®
MepnneHHO OTOMpaloT BOCCTAHOBIIEHHbIN PAacTBOP M3 Kaxaoro drakoHa Ao nosydeHns obbema,

COOTBETCTBYIOLLEro 403€e ANs NauMeHTa, UCNonb3ys UMbl ¢ AuameTpom He bonee 20 G. UN3berante
o0pa3oBaHus NeHbl B LUNPULE.

YnanawT Bo3Ayx U3 WHGY3MOHHOW EMKOCTM, 4YTOObl MUHMMM3MPOBaTb 0bOpa3oBaHMe 4acTul,
BCneacTsue B3avmMoaencTemsa Mainosainm® n3-3a ConprMKOCHOBEHMS BO3[yXa C XUOKOCTLIO.

M3BnekaoT aKkBMBanNeHTHbIN 06bem pactBopa HaTpus xnopuaga 0,9%, koTopbin GyaeTt 3amelleH
BOCCTaHOBIEHHbIM npenapaToM Maiiozanv®.

MeaneHHO BBOAAT BOCCTaHOBEHHbIM Maiio3ainv® HenocpeacTBEHHO B pacTBOP HATpus xnopuaa
0,9%. He pobGasnsite MaitozaiitM® HanpsiMyio B BO3dyLUHOE MPOCTPAHCTBO, KOTOPOE MOXeT
oTcaBaTbCs B MHGY3MOHHOW eMKocTUu. M3berante obpasoBaHus neHbl B MHY3MOHHOW EMKOCTH.

OCTOpPOXHO MepeBopaynBaloT UHAY3NOHHYIO €MKOCTb UMM NEepPeMUHaOT MHAY3NOHHBIA MELLOK C
Luenbio nepeMellvBaHua pasBegeHHoro pactBopa. CnegyeT wusberatb BCTPSXMBaHUA  UNn
WHTEHCMBHOrO B36anTbiBaHUS UHAY3NOHHOM EMKOCTH.

®dnakoHbl TOMBKO A4S 04HOPA30BOro UCNoNb3oBaHus. JTlo6or HEMCNONb30BaHHbIV NPOAYKT
UM OTXOAbl crieayeT YyTUNM3MpoBaTb COMNacHO MeCTHbIM TpeboBaHMAM.
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MpunoxeHue 2. MpnmeHeHue Manoszanm®

MpumeyvaHue: Maino3anm® (arnoko3naasa anbda) He AOMKeH UCMoNb30BaThCsA B MHAY3MOHHON cucteme
O[HOBPEMEHHO C Apyrmu npenapatamu. [pun BBegeHUn npenapaTta criefyeT UCNonb30BaTb BCTPOEHHbIV
GunbTp 0,2 MUKPOHa NSt CBA3bIBAHUA HU3KOMOIEKynspHoro 6enka. BectpoeHHbin ounbtp 0,2 MUKpOHa
yaanseT BuauMble 4acTtuubl (arpermpoBaHHble pepMeHThl 1 AerpagaHTbl) 1 He Bbl3biBaeT 3HAYMTENbHON
notepu 6enka nnn akTMBHOCTM.

MauneHTbl ¢ ocTpbiM 3aboneBaHnem Bo Bpems nHdysnm Manoszanm® Gonee noaBepKeHbl PUCKY
pasBUTUS MHAY3UOHHBIX peaKLU.
Cnepyert TwWaTtenbHO OLEHUTb KITMHUYECKUI CTaTyC NauneHTa 4o Havana MHAQy3uu.

1. Tepea Ha4vanom UHGY3MN 0OBACHUTE NALMEHTY NPOPSOOK NpoLeaypbl

2. [o Hayana vHdy3nM 3aMepbTe XKU3HEHHO BaXkHble NoKasaTenu, BKoyas aptepuanbHoe
[laBreHne, NynbC, YacToTy AblXxaHus, TemnepaTtypy

3. ObecneybTe OOCTyn K BHyTpMBeHHOVI I/IHd)y3I/II/I. Mo>xHO ncnonb3oBaTtb JIOKTEBYIO BEHY, BEHbI
KNUCTWN, NOOKIMIOYNYHYIO BEHY.

4. TpomonTe kaTeTep duanonornyecknum pactsopom (0,9%) xnopmaa HaTpus

5. PekomeHayeTCcsa HaCTPOUTb PEKOMEHO0BAHHYO BPA4YOM CKOPOCTb MHApY3un, ncnone3ys 0,9 %
pacTBop xnopuaa HaTpud. Ecnn BO3MOXHO, UCnonb3ynTte nHgysomar.

6. [MoaroToBbTe M HAcTpoWTe MHAY3NOHHYIO cucTemy ¢ Maiosainm®. N3Geraiite nosasneHuns
ny3blpbKOB BO34yxa B Tpyoke. [1ns TOYHOro KOHTPOMsi CKOPOCTN MHAY3UN pEKOMEHAYETCH
ncrnonb3oBaTb UHY30MaT.

7. MoacoeanHuTe MHPY3NOHHYIO cucTeMy ¢ Maiosainm® k BcTpoeHHoMy dounnbTpy 0,2 MUKPOHa U
nogcoeanHnTe cucTemy

8. [Mogkniounte MHGY3NOHHYIO cucTemy ¢ Maiiosanm® k nauueHTy.

9. WHdysmno crnegyet npoBoauTb C MOCTEMEHHbIM YyBenu4eHneM CcKopocTu. PekomeHayeTtcs
HaunHaTb C 1 Mr/Kr/4 N NOCTENEHHO yBENu4YMBaTb CKOPOCTb Ha 2 Mr/Kr/4 kaxable 30 MUHYT, ecrnu
OTCYTCTBYIOT HeXenaTernbHble peakuun, cBa3aHHble C WHdpysmen (PCW), posectn pOo
MaKcMMasnbHOW CKOPOCTK 7 MI/Kr/u.

10. Mocne 3aBepLueHnsa nHdy3uun, npomorite cuctemy 0,9 % pacTBop xropuaa HaTpus, YTobbI
y6eauTbCs, YTO NauMeHT nony4Yunn nosnHyto aosy Maioszanm® .

11. OTknounTe VIHbe3VIOHHyI'O cuctemy un yT|/|n|/|3|/1py|71Te MCMNoNb30BaHHbIE MaTepuarnbl B COOTBETCTBUE
C Tpe6OBaHVIF|MVI J1OKaJ1ibHOro 3akoHogaTtesbCcTBa.
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MpunoxeHue 3. XpaHeHne Manosanm®

XpaHutb npu Temnepatype ot 2 °C go 8 °C.

He ncnonb3oBaTtb N0 UCTEYEHMMN CPOKA FOAHOCTM.

Pa3BefeHHbI pacTBOp npenapaTa AomKeH ObiTb NCNONb30BaH Cpasy e nocne npurotoeneHus. Ecnm
npenapat He Obin UCNonNb3oBaH cpaldy Nocne NPUroToBEHUSA, TO PaCTBOP MOXET XpaHUTbCA He Gonee
24 yacos npu Temnepatype 2-8°C B 3allULLEHHOM OT CBETA MECTe.

He pekomeHayeTcsa XpaHWUTb pa3BeaeHHbI pacTBOP NPU KOMHATHOW TeMnepaTtype.

HE SAMOPAXWBATb U HE BCTPAXUBATb!
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