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TYWIH

Kayincispik 6onbiHwa Aknapart MNakeTiHiH MmaKcaTbl

® (Anbdba anrntokoaugasachl) Kayincisgiri 6onbiHwa aknapat naketi  (KAM)

Momne aypybl 6Gap emaenywinepgi Mariozaim® npenapaTtbiMeEH eMAeyMeH

anHanblcaTblH Aapireprepre yCbliHbINaTbiH KOCbIMLLIA OKy MaTepuansl 60nbin Tabbinagsl.
Emaeywi papirepnep kaxeT GonfaH >xafganrga aypyabl emaeyre TapTbififaH KanfFad
MeanuuHa KbismeTkepnepiHe (MK) ocbl MaTepuangbl yCbiHa anagbl (MpoBu3oprapra,
MamaH emec pgapirepnepre, annepronorrapra, megoukenepre). KAll-TbiH Heriari
MakcaTbl:

Manosainm

1. Maito3ainm® empeyre 6annaHbICTbl 6enrini Tayekengepai asanTty
2. Ocbl Toyekengepai KnMHukanblk 6ackapyfa kaTbICTbl MeAMUMHA KbI3METKeprepiHe Hyckay

bepy
3. MeguumHa KbiaMeTKepnepiHe WHdy3MaMeH  OannaHbICTbl peakunanapabiy

(MBP) xxaHe aca xofapbl cesimMTanablk peakumnsnapblHblH, aneyeTTi MeXaHU3MiH
enKken-Tenkenni cunatrayra MyMKIHOIK ©6epeTiH MMMYHONOIUANbIK TeCTiney
©TKi3y Typanbl Hyckay 6epy

CoHpan-ak KAl-Ta TeriH MMMyHONOrUAMbIK TECTiNey YLWiH ynrinepai any, eHaey >aHe
XeHenTy 6oMbIHWA YCbiHbIMAAP MEH HyckaynbikTap 6epinegi.

®

Manosanm™ xaHe Nomne aypybl

Momne aypybl-6yn nusocomanbabl FMUKOreHai rniokosara biablpaTaTtblH (DEPMEHTTIH,
KblLWKbIT O — rnoko3ugasacel (GAA) TanwbibiFbiHaH navga 6onfFaH nusocomarnblk
XuHakTany aypybl. GAA TanwbinbiFbl FIUKOrEHHIH, XXMHAaNybIHA X8He canbin KenreHge
nusocomMmanapiblH y3inyiHe akenefi, HoTWXeciHAe aF3aHblH KenTereH TiHgepiHae, atan
anTKaHga OyNWbIKET TanwbIKTapbiHAA XacyLwarnblk AMCOYHKUNSAHBI Tyablpagbl.

®

Manozanm™ kKypambiHAa anbdy anrniko3ngasbiHblH 6enceHai uHrpeaueHTi Gap

(peKoMBUHaHTTLI o-rnoko3naasacel [pekombuHaHTTel GAA]). Maiiosaim® pacTtanfaH
Momne aypybl AuarHo3bl  (KbIWKbIN  o--FMoKO3naasaHblH, — Tanwbinblebl)  6ap

emaenyuwinepge y3ak bepMeHTTi anmacTblpbiMabl Tepanua ywiH (PAT) kepceTinreH.

Maitozaitm® epecekTep MeH Oapnblk KacTafbl Gananapra KepceTinrex. Marozaitm®

[o3sanayblH YCbIHbIIaTbIH pexuMi-geHe canmarbiHa 20 Mr/kr, eki antaga 6ip pert.

CoaunkecTeHAipinreH TayekenagepaiH cunatramachbl

Maitozaiim® KongaHyra ©arnaHbICTbl MblHaganm Toyekengep cevikectenaipingi (1-

Genimai kapaHbI3):

VH®Y3UAMEH € WMMYHObIK- mnEPBOHEMMﬂnAH
BAUIAHBICTbI XXAHAMA 1 MMMYHOIEHAOINIK TYbIHOAFAH OTKIP
PEAKUUANAP PEAKLUMANAP XYPEK-TbIHbIC ANY

XETKINIKCI3AIr )

MAK-Ta MaﬁoaaﬁM® NHpy3nsicbiHa BannaHbICTbl COMKECTEHAIPINTEH Toyekenaepain TonblK cunaTramachl,
COHAau-aK XafbIMCbI3 peakumanapabl KNMHUKanbIK emaey Typarbl Hyckayrnblk KenTipinreH (2-tapayabl KapaHbi3).
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UMmyHonorusnblk Tectiney

Genzyme koMnaHusiCbl Maiiozaitm® €Hri3y kesiHae aHTuaeHenepaid navga 6ony kenemin

OHE OHbIH KIMHUKamNbIK 9CepiH aHbIKTay VLiH, erep OHAail opbiH anca, Marosanv®

OoViblHWa MMMYHOMOMMANbIK KagaranayablH TipkeyaeH KewiHri 6afgapnamachiH OpHaTThl
(3.1-Tapayabl KapaHbl3).

o AnFawkpl nHdy3usiFa geniH Gactankbl geHrenge capblCyablH YANCIH any KaTaH,
YCbIHbINaabI.

o Empenywinepai 1gG aHTngeHenepiHii 6ap->xofblHa YHEMi MOHUTOPUHI XYpridy
ycbiHbINagb! (IgG afbiMaarbl MOHUTOPWHI Typaribl KOCbIMLIA aknapar any yLiH
Hopinik 3atTbiH Kbickawa CunatTamacbliH KapaHbI3).

o Empgeywi papirepnepre_IgE TecTiHe apHanfaH ynrinepgi ipikren any, »ofapbl
cesiMTangblk  peakuusnapblH  KepceTeTiH opTawajaH ayblp Hemece
kanTanaHaTblHFa OEWiHr  UHAQY3MaMeH ©OannaHbIiCThl  peakuusnapbl  6ap
emMaenyLinepae KOMMNIEMEHTTi XX8He TpunTasaHbl 6enceHaipy yCbiHbINaabl.

KAlN-ta Genzyme komnaHusacbiHbIH, KnvHukanelk MimmyHonorna BenimiHe kaH ynrinepiH
anygbl, eHOeyadi, opayabl xoHe TUeyadi XeHingeTy yuWiH ynrinepai any OokcrtapbiHa KOs
XKeTKi3yre KaTbICTbl YCbIHbIMAAP MEH TOSbIK HyCKayrblKTap kenTipineai; 6yn KblaMeT TeriH
(3.2-Tapayabl kapaHbI3).

AHTMOEHenep yhrinepiH anyra apHanfaH XsLikTepre Hemece Maiiosaiim® GoiibiHiua
Tangaynapra GannaHbicTbl 6acka ga macenenepre KaTbICTbl CypakTap TyblHOaFaH
Xarganga xegen tenedoH xeniciHe xabapnachbiHpl3: +7 701 233 77 03



BACTbl BAUNTAHbIC T¥NTFAJIAPbI

e Maiio3anm® kabbingay asicbiHAa TybIHAAFaH XaFbIMCbI3 OKUFanap
XXoHe/HeMece XYKTiNik Typanbl xabapnay yLuiH:

XabapnamaHbi3gbl CaHodure ongaHbl3:
Konn-optanblk: +8 800 080 00 22 anTtacbiHa 24 caraTt/7KyH
E-mail: Kazakhstan.Pharmacovigilance@sanofi.com

e AHTnaeHenep ynrinepiH anyra apHanfaH KapTanapfa XoHe Maitozaitm®

OombliHIWA Tangaynapfa 6annaHbICTbl 6acka Aa macenenepre KaTbiCTbl
cypakrap ywiH blcTbIK Xxeni Tened)oHbl 60MbIHILA XabapnacbIHbI3:

+7 701 233 77 03

e Momne Hemece Maitozanm® aypyblHa KaTbICTbl MegULUUHarbIK aKknapar YLiH:

MeguumHanblk aknapaT genapTaMeHTiMeH GannaHbICbiHbI3.

TenedooH: + (7) 727 244 50 96

Konn-optanbik: +8 800 080 00 22 anTacbkiHa 24 cafaTt/7kyH

KocbiMLia aknapaT any ywiH Www.pompe.com napakLachbiHa KipiHi3.


http://www.pompe.com/

Maio3anm® 6amnaHbICTbl ToyekenaepaiH cunarramachbl

Maitozaitm® (anbtha anrniokosmaasackl) emaey KayincisgiriHii cevikecTeHaipinreH Tayekenaepi Xofapbl
cesiMTangpblK peakumsnapbiH XaHe emipre kayin TeHAIpeTiH aHadnakTukanblK LLOK XXoHe/HeMece XYPEKTiH,
TOKTayblH, UMMYHO >XaHama peakuusnapgbl, WMMYHOMNOIUAMbIK ayanTbl XoHe runepeonemMusaaaH
TyblHOAFAHOTKIp KapauopecnupaTopnblK KETKIMIKCI3AiKTi Koca anfaHga, WHdysusimeH OGannaHbICTbI
peakuusnapabib (MBP) gamybiH KaMTUAabI.

1.1. Xoraphbl cesiMTanabIk peakuusnapbiH XXoHe aHaunakTukanbIK

peakuusinapabl Koca anfaHga, MHdgy3usara 6aMnaHbICTbl peakumsanap

VBP nHdy3usa kesiHae Hemece UHY3nNsiaaH KeniHri caraTTa TybIHOAWTLIH KE3 KeIreH XafbIMCbI3 KyObISbiC

(>KK) peTiHOe aHblkTanagbl XeHe npenapaTTbl (Mal7|03a17|M®) €HridyaeH TyblHOaFaH >Xafgan peTiHae
6aranaHagpl. [ocTHDY3NANBIK Ke3eHHEH KeliH narga 6onFaH XafbIMCbI3 KyObinbicTap xabapnayLbiHbIH,
kanaybl 6orbiHWa VBP peTiHae kapanybl MymkiH. UBP-AiH HakTbl MexaHu3Mi TonblK 3epTTenmereH. 1-
KecTefe bikTUMan TeTikTep Tisimi 6epinreH (1,2):

1-kecme. XKorapbl ce3iMmanobiK peakuusinapblH XoHe aHaunakmukanblk peakyusinapobl Koca anraHoa,
UBP-0iH aneyemmi memikmepi

e |gE-xaHama

o IgG- »xaHama KOMNNEMEHTTi aKTUBTEHAIpyMeEH

o MexaHn3Mi TYCIHIKCi3 ULMTOKUHAEPAIH LWbiFapbiHAbICHI
e Cneundukanblk eMec UMMYHOreHAiK TeTik

e [UCTaMVH WbIFapblHAbICHI 6ap YH XXacywanapblHblH Tikenen CTUMYNAUUACHI

KnnHnkanblk CbiHakTapga Mal7|03817|M® emaey kesiHgoe WBP nanpa Gonybl epTe maHudectaumsicel 6ap
emgenyuwinepge wamameH 50% - gbl (52 antagaH actam) XeHe Kew MaHudecTauusicel 6ap
emgenywinepge 28% - gbl (18 anpaH actam) kypagbl. AfaMHblH, PEKOMOWHAHTTbLI aKybl3gapbiHa
UMMYHOTEHAi peakumsanapablH, KIMHUKanbIK KepiHyiH eckepe oTbipbin,IBP nanga 6onybl kytnereH 6onbin
Tabbinmangbl. KentereH peakuusnap kKanbinTbli4aH >KeHin GonfaHbiHa kKapamacTtaH, kewnbipeynepi aybip
6ongpl. Kenbip emaenywlinepe KNMHUKanbIK CbiHAKTapAa XXeHe KOMMepUUAnblK emaey XaraannapbiHga
aHadunakTUKanblK LWOK oHe/Hemece Maiio3anm® nHy3uschbl KesiHae XYPEKTIH TOKTaybl 4amblabl, onap
peaHumMauusnbIK ic-lapanapgbl Tanan eTTi. Peakumsanap ageTTte vMHy3us GacTanFaHHaH KewiH nanga
6ongpl. EMgenyuwinepge 6enrinepi meH cumntomaap Tobbl 4aMblfbl, HETI3IHEH pecnpaTopnbIK, XYypeK-kaH
Tamblpnapsl, iCiHy XxaHe/Hemece cunaTbl GonbIHLLIA Tepi (2-kecTe).

2-kecme. Xorapbl cezimmanobiK peakyusinapbiHbiH/aHaghunakmukanbik peakyusinapoin 6alikanambiH
6eneinepi MeH cumnmomoapsbi

. N XXannbl 6y3binynap
PecnupaTtopnblik Xypek-kaH Tepi HKynke xyieci MEH eHri3y
TapanbiHaH
TaMmbIp OpPHbIHAAFbI
Oy3yLbIbIKTap
BpoHxocnasm XKypekTiH TokTaybl | Ecerxem BactbiH anHanybl | KanTeipay
blcKkbIpbIKTEI AeM any 'noteHsus Beptne ThIHbILWCHI3AbIK XKypek anHybl
ThIHbIC anyablH TOKTaybl Bpagvikapans Kpisapy Bac aypybl AsiK-konpgapAbIH cyybl
Pecnupatopnbik guctpecc Taxukapaus 'vnepruapos MapecTe3ns blcTbIKTbI Ce3iHy
AnHo3 LinaHos Keyneperi biHFaicbI3apIK
Crpunop TambipnapabiH Keyneperi aybIpCbiHy
Tapbinybl
OucnHoa ConfblHAbIK BeTTiH iciHyi
OTTeriMeH caTypaumnsHbiH, blcTbIk KyiManapbl LeTki iciHy
TemeHaeyi
TamakTarbl Tapbiny cesimi 'vnepTeH3ns AHIVIOHEBPOTUKANbIK iCiK

CoHbIMeH kaTap, Maiiozaitn® em kabbingaraH kenbip emaenyllinepae Tymayfa ykcac aypydaH Hemece
Besrek, kanTbipay, MManrus, aptTpanrus, nHdysmaaaH keriH nanga 6onfaH xxaHe ageTTe BipHelle KyH 6GombI
Co3blfiFaHaap CUSAKTbI KyObinbiCTapablH, yUneciMmiHeH TypaTblH KaWTanaHaTbliH peakumanap 6arnkangbl.29-
6eTTiH, 8



MBP (atan awnTkaHga aHadwunakTukanblk peakumsnap) 6actaH  eTkepreH emaenyuwinepgi
Ma|7|osa|7|M®Ka|7|Ta €Hri3reH kesfe cakTblkneH emaey kepek. KocbiMLla aknapat eHe MHY3UsHbI OypbIiC
€Hri3y Typanbl HyCkaynblK YLWiH 2-Tapayabl KapaHbl3. |V|a17I03817IM® JanblHOay, eHri3y xaHe cakTay Typanbl
KOCbIMLLA aKnaparT YLiH CankeciHwe, 1, 2 xaHe 3-KocbiMLanapabl KapaHbl3.

3-kectene NBP ackplHy Kayni Xofapbl ToONTafbl emaenyLlinepaid TisiMi kepceTinreH.

3-kecme. UBP-meH 6alinaHbicmbl acKbIHyap Kayni xorapbl monmarbi emoenywinep

e Kes kenreH eTkip coHAbIK 6e3rek aypybl 6ap emgenyLuiinep.

e Aybip aspexeperi lNomne aypybl 6ap emaenyLiinep (onapaa Xypek xaHe pecnupatoprnblk yHKUUAHBIH Oy3binybl
6onybl MyMKiH, 6yn uHdy3unsiFa BarinaHbICTbl peakuusnap cangapbiHaH onapAa ayblp ackblHynapablH TyblHAay
KayniH apTTbIpybl MYMKiH).

e Manosanm ~ IgE aHTUaeHenepi eHAipineTiH emaenywinep (onapaa aHadunakcys eHe aca Xofapbl
cesiMTanabIKTbiH ayblp peakumsnapblHbiH nanga 6ony kayni xorapsbl).

. .. ® .
¢ VHdyaunsHbIH xofapbl Xbinaamabirbl kesiHae Marnosaim — anatbiH emaenyLinep.
e Igg aHTMAEHeNepiHiH XOoFapbl TUTPackl eHAIpineTiH epTe maHudecTauuscel 6ap MNMomne aypybl 6ap emaenyuinep.

e BbypbiH NBP nanpga 6onfaH emgenyLiinep.

® . . . )
e Maiozaiim emaeyai yakbiTla ToKTaTkaH emMaenyLinep (Mbicarnbl, XKYKTiNik keaiHge).

1.2. UMMyHAbIK )XaHama peakuusanap
Maiiozanv® em kabbingaraH keibip empenywinepge ayblp Tepi XoHe >yiheni MMMYHAbIK kaHama
peakumsnap (<1/100-geH 21/1000-re geuiH) 6ankanabl. IMMyHABIK XaHama peakuuanapablH, aneyeTTi
TeTiri TiHOepAe »eHe TaMblpnapAblH SHAOTeNnuviHAe opTawa kKernemperi avHanmanbsl UMMYHAbIK
KelleHaepaiH Ty3inyiHeH Typabl, 0N rnomepynoHedpuT, remaTypusi, NpoTemHypus, nanynesgi 6eptne,
remopparvanblk 6epTne, apTput, Cepo3uT >XoHe BackynuT (3,4) CUsKTbl KNWHWKanbIK Oenrinep MeH
cumnToMAaapabiH KabbliHyblIHA XaHe BipTeKkTi emec MaccuBiHe akeneai.

Peakunsanap esairiHeH wekTeneai XoHe afaeTTe aHTUreH UHAPY3NACbIHAH KeniH 7 KyHHeH 10 kyHre aeniH
oamugbl. Tymayra ykcac OenrinepgeH 6Gactanagpl: 6esrek, Muwanrus, aprtpanrus >xaHe 6Geptne.
KnuHukanblk caybify ageTTe 7-28 KyHHEH KeliH 6avkanagbl.

Ayblp Tepi peakuusnapbl Typanbl xabapnaHvfaH 6onaTbiH, OHbIH iWiHOE TEpiHiH Kapanbl XaHe

HekpoTM3aunanaHbanTbiH 3aKkbiMAaHynaphbl, MaﬁoaaMM® kabblngaygaH MMMYHObIK XXaHama peakumsnap
bonybl MywmkiH. Bip empgenywige Tepi ©Guoncusacbl 3akbiMaaHy y4yackeciHOe peKOMOMHaHTTbl GAA
aHTuaeHenepaiH Ty3inyiH kepceTTi.

.. ® . . .
Maiiozanm empaey kesiHge |l TUNTi MymkiH GonaTblH UMMYHIBIK XXaHama peakuusinapdbl Koca anfaHaa,
L. o o . ®
XKyheni VMMMyHObIK >kaHama peakuusinap OGaiikangbl. Byn peakuusinap Maiosaiim MHQY3UACI

OacTtanfaHHaH KewniH OipHelle anTagaH 3 XblfFa AeviH nanga 60n,u,b|.Ma|7|03a|7|M® emaenreH xaHe 1gG (=
102,400) aHTMOeHenepiHiH xofapbl TUTprepi 6ap [lMomne aypybl 6Gap 6GipHewe emaenywinepge
HecbpoTukanblk cnHapom Gankangpl. byn emaenywinepge Gynmpek Guoncmacel UMMYHAbIK KelleHaepaiH
Ty3inreHiH kepceTTi. EMaeyai TokTaTkaHHaH KeliH emaenyulinepge xakcapy 6arkangbi.

¥cbiHbIC: |gG aHTMAEHeNepiHiH Xofapbl TUTPiI bap emaenyLwinepaiH KeseHaik Hecen TangayblH Xypridy
YCbIHbINaAbI.

Empenywinepai xyneni ummyHaplk-kaHama peakunsinapibliH famybl XargansiHga 6akbinay kepek. Erep
UMMYHZIBIK )XxaHaMa peakumsanap nanga éoncea, Ma|7|03al7|M® €Hri3yai TOKTaTy XXaHe Konannsl emai 6acrtay

MYMKIHAIirH KapacTblpy kepek. MIMMyHABIK XXaHama peakumanapaaH KeniH MaﬁosaﬁM® Kanta
TafanblHAAyOblH TOyeKenaepi MeH apThIKLWbINbIKTapbIH KapacThlpy Kepek. Kenbip emgenywinepae
npenapaTTbl KONAaHYAbIH XaHapybl COTTi ©TTi )XeHe onap MyKUST KNHUKanblk 6aksinayMmeH MaﬁosaﬁM®

anyapl xanfacTelpapl.
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1.3. AMmyHoreHainik

. .. ®
Tepanuanblk 6enok petiHae Marosanm agamHbiH PEKOMOUHAHTTLI a-rroko3naasara (PEKOMOVHAHTTLI
GAA Ig aHTngeHenepi xaHe pekombuHaHTTel GAA IgE aHTugeHenepi) (5) aHTuaeHenepaid nanga 6onybiH
TyblHAATATbIH UMMYHOJOMUASBIK XKayanTbl iCKe KOCYbl MYMKiH.

1.3.1. PekoMOuHaHTTbl GAA-Fa IgG aHTUAEHecCi, OHbIH ilWiHae TeXeriw aHTuaeHenep

KnuHukanelk 3eptteynepae Nomne aypybiHbIH epTe XoeHe Kelwl MaHudecTaumsicel 6ap emgenywiinepi
Kenwliniringe anbda anrnoko3ngasacbiHa |gG aHTuaeHeci, eaeTTe, em bactanraHHaH 6acran 3 an iwiHge
(6,7) nanga 6onabl. Kommepumanslk emaey xargambliHOa em anFaH emaenylwinepaid, ocblH4an yneciHae

pekombunHaHTTbl GAA IG aHTuaeHeci nanga 6ongpl. Ma17|03a17|M® HeFyprbiM Xofapbl Ao3acbiH (40 mr/kr)
anfaH epte MaHudecTtauusacel 6ap emgenyuwinepae IgG aHTUAeHenepiHiH aHaFyprbiM >XOoFapbl TUTPIHIH
eHaipy ypaici 6arikangbl xxaHe onapaa VIBP ken 6ankangbl.

¥cbiHbIc: Emaenyuwinepai IgG aHTMaeHenepain naaa 6onybiHa YHEMI TEKCEPY KEPEK.

IgG aHTMaEeHeNepiHiH XXoFapbl XXoHe TypaKTbl TUTPIHIH eHAipinyi bankanraH kenbip emaenywinepae, CoOHbIH
ilWinae arkacnansl peakunst 6epeTiH MMMYyHonorusanblk matepuansl (APUM) 6ap emaenywinepae (Becteph-

. . L. ®
6rnoTTMHr GA 3HZoreHAi akybl3bl aHblKTanMaraH emaenywinepge) Mawvosanm KNMHUKanblK emgey
TMimMainiri TemeHaeyi MymkiH. Byn emaenylinepae anci3 KNUMHUKanbIK peakumsiHbiH, cebebi kendakTopribl
6onbin Tabbinagel gen 6omkaHyaa.

KnnHnkanblk CbiHaKTapaa XeHe/Hemece TipkeyaeH KeuniHri npakTtukaga Ma|7|03a17|M® eM kabbingaraH kenbip
emMaenyuwinepae 6enceHainikTi Texey xoHe/HeMece hepMeHTTepai MeHrepy Tangaybl oH 6ongpl. In vitro
OasiynayablH KNMHUKanNbIK MaHbI3abinbiFbl TyCiHikci3. CiHipyaiH oH Texeriwi 6ap emaenywinepae, ageTTe,
epTe XoHe Kell MaHudecTauusicbl bap empenywinepaid, 3epTreynepiHae CiHipyai Texey Tepic kanfaH
emgenyulinepre kapafraHga, 1gG aHTugeHenepiHiH, xxofapbl TUTpRepi 6ongel. byriHri kyHi Texxey mapTebeci
MEH XafblMCbI3 KyObinbiCTap apacbiHAa elwkaHgan 6avnaHbic opHaTbiMMaraH. TeXenTiH aHTuaeHenepai

eHAIpYyAiH y3ak Kayincisgik neH MaﬁosaﬁM® THiMAainiriHe acepi XeTKiNiKCi3 3epTTenmMereH.
3.1.1-tapayabl kKapaHbI3 -IgG aHTUAEeHenep MeH TeXeNTiH aHTuaeHenepaid 6onybiH TecTiney.

1.3.2. PekombuHaHTTbl GAA-fa IgE aHTMAeHeci

KnvHukanblk cblHaKkTap MeH TipkeyaeH KewiHri npakTtukaga Mal7|03a17|M® eM kabblngaraH Kenoip
emagenywinepge IgE anbda-cneundurkanblk aHTUAEHeENep anrnko3naasacbiHbiH, 6onybiHa Tangay OH
Hongpl,onapapiH kenbipeynepiHge aHadunakeus 6ongbl.

Tectiney eTe Xofapbl cesiMTanablk peakuusnapbiH KepCeTKeH opTala Hemece ayblp Hemece
kanTanaHaTelH VIBP GonybiHa cTtaHgapTtThl Xyprisingi. Kenbip empenywinepre Tepi cbiHamacbl — IgE
aHTUaeHenepiH aHbIKTayAdblH aca cesdiMtan agici Xypridingi. bapnelk emaenywinep peakuusgaH TOnMbIK
emaengi. Kenbip emgenywinepre npenapatTbl KONAaHyAblH, COTTi XKaHAPThINYbl XKy3ere acblpbingbl XoHe
onap WHQY3UsHbIH, HEFyprbiM TOMEH Xblngamabifbl KesiHae MaﬁoaaVlM® XXoHe OacTtankpl gosanapbl
TemMeHAeTinreH (geceHcndbunmaaumsa Typansl 6aclubinbikka COMKeC) eM anyabl XarnracTblipapbl XXeHe MYKUAT
KNMHUKanblk OakblnaymeH em anygpl xanFactelpgbl. Anbda anrniokosmgasacbiHa IgE aHTugeHenepi
eHaipinreH empenywinep NBP xaHe/Hemece aHadunakTukanbik peakumsnapabib nanga 6ony kaynixxofapbl
TonTa 6onaabl.
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o . . L ® .
¥cbiHbIC: IgE aHTUaeHenepi naga 6onFaH emaenywinepai Manosaim— eHrisy kesiHoe MyKUST
bakbinay kepek, evTkeHi onap VBP xeHe/Hemece aHadmnakTukanblk peakumsnapablH, nanga
©ony Kkayni xofapbl TonTa.

1.4. BipikTipinreH ummyHomMoAaynsiuMaMeH 6annaHbICTbl Tayekenaep

Momne aypybl 6ap emaenyLlinep aypyabiH TbiHbIC any OynwibIKeTTEPiHE NPOrpecCcuBTi acep eTyiHeH
pecnupaTopnblk UWHpekumanap kayni TobbiHOa. 3kcnepumeHTangpl >Kafgannappa OipHele
emgenyuire anbga anrnokosmgasacblHa adHTugeHenepiH OeniHyiH TemeHOoeTy Hemece
oonabipMay YLiH MMMYHOCYNpeccuBTi npenapatTtap eHrisingi. Ocbl emaenywinepaid kenbipiHae
erniM XXeHe eMipre kKayin TeHaipeTiH pecnpaTopnblk MHgekunsinap 6avkanabl. CongplkTaH, NMomne
aypybl 6ap empenywinepai MMMyHOCYNpPeCCUBTI MpenapaTTapMeH emaey ayblp pecnupaTtopribik
NHdEKLMANapAbIH AaMy KayniH odaH api apTTblpybl MyMKiH. MyKWAT kagafanay yCbiHbInagp!.

1.5.TvunepBonemMuaaaH TyblHAaraH ©TKip XYpPeK-TbIHbIC any XeTKinikcisgiri

Kayin TobbiHAa doHabIK aypy peTiHae Xypek runepTpodusicel 6ap epte maHnpecTaumscel bap emagenywinep.

Maitosaiim® WHAY3nACHI KesiHge oTkip doHAbIK aypybl 6ap empenywinepge eTKip XXYPeK-ThIHbIC any

XKeTKinikciagiri kayni apTybl MyMKiH. ['MnepBonemus Typanel GipHelwe xabapnama anbiHabl.

JKypekTiH doHablKk runepTpodusicel 6ap uMHGaHTUNbAI Typi G6ap OipHewe empgenywinepae Ma|7|o3a17|M®

" " . N )
NHAY3MACBIHAH KeniH 72 caraTka AeniH MHTybauunsaHbl )xaHe NHOTPONTLI Konagayapl Tanan eTeTiH, Manosavim
KeKTambIp illiHEe eHrisreHge runepBoneMusaMeH OGannaHbICTbl XeOen XYPEK-ThIHbIC any >KeTKiniKciaairi

Oarkangpl.

Bacmbi commep

e IBP uH(y3na kesinge Hemece WHY3UsSOaH KewiHri cafaTTa TyblHOAYbl MYMKIH. XKofapsbl
cesiMTangplk peakuusinapbl/aHadunakTukanelk peakumsnap (onapablH kenbipi IgE -

. . ® .
)KaHama) aHblKTangbl xaHe onap Mariosaim  nHdy3usicel 6acTanfaH ke3ge Hemece OipaeH
nanga conapl.

e Kenbip xafgannapga ayblp Tepi XaHe >XyMenik peakuusanapgbl koca anfaHga, MMMYHO-
XaHama peakuusanap Typansl xabapnaHraH.

. . ®
e Manosanm Tepanusnblk akybld 6onfaHAabIKTaH, MMMYHOMOMUASBIK Xayan biIKTUMangblfbl
6ap. Anba anrnioko3uaasara |gG aHTuaeHeci ageTTe emaey 6actanfaHHaH keniH 3 an
iwiHae WhiFapbiniagbl.

e Emagenywinepgi IgG aHTMaeHenepiHiH naaa 6onybiHa yHeMi Bakbinay Kepek.

oMa|7|03a17|M® em kabbingaraH kenbip empenyuwinepae IgE  anbda-cneundukanbik
aHTMOEHenepaiH  anrnioko3ugasacbiHblH,  6onybiHa Tangay oH  6Gongbl, onapabiH
kenbipeynepinge aHadgunakcus dongbl.

- . . . ® . . .

¢ IgE aHTMOeHenepi nanga 6onFaH emaenywinepre Manosanm  eHrisy kesiHae epekLle KeHin
Geny kepek, enTkeHi onap MBP xaHe/Hemece aHadunakTukanblk peakuuanapgbiH nanga
bony kayni xorapbl TOObIHAA.
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ConkecteHAipinreH toyekenaepAai KNMHUKanbIK 6ackKap

2.1.MpenHdy3unsa KeseHi

OAT G6actanap angbiHAa Ma|7|osa|7||v|® (anbdpa anrntokosnaasacel) Nomne aypybl cekingi kypaeni
doHabIK aypynapabl eckepy kaxeT. Maito3aiim® nHysuschl kesiHae eTkip oHablK aypybl Gap

emaenywinep VWBP nanga 6ony kayni )ofapbl TonTa. Mal7|OSal7IM® eHrizep angbiHAa HayKacTblH

KNUHMKanbIK MOpTEDECIH MYKUAT 3epTTey KaxeT. Mal7|03a17|M® ap0ip UHMYy3nsCchl angbiHaa 6apnblk
emaenyLlinep ke3 KenreH Xiti Hemece asanblK aypyabl 6ongsipMay YLWiH KNMHUKanbIK TeKcepyaeH
oTYyi Kaxer.

KopTukoctepouarapabl, aHTUIMCTaMUHAEPAi JX8He bICTbIKTbl TYCIpeTiH, ocipece ©6ananap
XacblHAarbl emaenyulinepae y3ak bipHelle peT KongaHy Kbicka Mep3iMai XXeHe y3aK yakbIT acep
eTyi MymkiH. MyHOoanm empey Typnepi kesiHge posanay XeHiHaeri ycbiHbiMgap [epinik 3aTTbiH
xekenereH Kpickawa CunattamanapsiHa (O3KC) cevikec 6onybl THic.

BypblIH XoFapbl ce3iMTanabIKTbiH IgE kaHaMa peakuusinapbl 60nFaH emaenyuwinepai angbiH ana emaey

00 AngblH ana emaey yLwiH aHTUrMcTaMuHAaepai KongaHy 6ypbiH XXofapbl ce3iMTanabIKTbiH IgE-
)KaHaMma peakuMsAcbl 6omnFaH empenyluinepre ycbiHbiNManabl. AHTUTMCTaMUHAEP NepcoHanabiH
anctpeccTiH 6acTtankbl 6enrinepiH TaHyblH XoHe WHAY3Usa XKblngaMablFblH kaHe/Hemece Oacka
apanacygbl TOEMeHOETY KaXeTTiriH KublHAaTa OTbIpbIN, aca ofapbl ce3iMTanablK peakuMsCbIHbIH
(Tepi peakuusicbl) epTe cumnTomMaapbiH 6ypkeyi MymkiH. byaaH 6acka, rmcTaMyHHIH eaayip Menwepi
WbIFapbifca, LblfapbliifaHHaH KeWiH aHTUrMCTamMuHAEepAi eHridy Hemece npemegukauus peTiHae
aHadunakTukansIK peakumanapabl emgeyne Tonbik Tnimai 6onmangbl (13).

[0 beTta-6nokaTtopnapablH 9cepi aHadunakTUKanblK peakuuanapabl KublHAATYbl MYMKIH >XKeHe
Haykac aHadunakcusa TayekeniHge OonFaH kesfde canbiCTbipMarnbl Kapcbl KepceTkiw Gornbin
Tabbinagbl. beTa-6Gnokatopnap anuHedpuH/agpeHanuH  €eHridy yWiH canbiCTbipmManbsl  Kapchbl
KepceTkiw 6onbin Tadbinagbl (10,11,14).

2.2. Maino3anM® nHoy3nacbIHbIH Ke3eHi

Kes kenreH ycblHbICTap TeK Hyckaynblk peTiHAe nanganaHbinybl Tuic. XKeke emaenyuwinepai emaeyre
KaTbICTbl TYMKIMIKTI WeLiMai emaeywi gapirep kabbingangbi.

2.2.1. ¥cblHbINFaH MHDY3UA KbingaMmabiFbl

. Ma|7|osa|7|M® WHY3UACBIHBIH YCbIHbINFAH BacTankpl Xbingamablifbl — 1 Mr/kr/car acnangbl.
EmpenywiHii nHdy3us XblngamabiFbiHa Te3iMAainiri 6enrineHreHHeH KeniH, YCbIHbINFaH
NHPY3NSIHBIH €H XXOFapbl Xblngamabifbl — 7 Mr/Kr/caF KOn XeTKisreHre geniH MHQY3MAHbIH
XblngamabiFbiH 8pbip XapTbl caFaT cambiH 2 Mr/kr/caf apTTeipyra 6onagsl, bypeiH IBP

Oap emaenywinepgi Ma17|03a|7|M® KanTa eHrisreHae CakTbIKNeH emMaey Kepek.

. Erep VBP xbingamapbikka 6annaHbicTel 6o5ca, MHgy3us XblngamablifbiHbIH ©3repy KecTeciHe Keneci
esrepictep yCbiHbINaab!:
O WH(Y3USHBIH, EH XXOFapbl XblNgamMablfbIH TOMEHAETY XXoHe/Hemece
o WHAY3NS XblNgamablFbiH ©3repTyaiH apbip ke3eHiH 15-30 MuHyTKa y3apTy
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2.2.2. XeHin Hemece opTalua gapexeneri peakumanap * (289
o  UHy3ns kbingamablfblH XapTbinan GasynaTbiHbI3 HEMece cuMNIToMAap aricipereH

HeMece oublfiFaHFa AeniH MHQY3NAHbI yaKbITLLa TOKTaTbIHbI3.

o Erep cumntompap xonbinca, 30 muHytka WBP nanpga 6onfaH XblngamablKTbiH,
XapTbiCblHA MHAY3MSA  XKblNgamablfblH  XKaHAPTbIHBI3, COAaH KewiH MHAdYy3us
xbingamabiFbiH 50% - Fa 15-30 MUHYTKa K@BENTIHI3.

o Erep cumntompap kavtanaHbaca, vHdy3usa xeingamapirbiH UBP nanpga GonfaH
Xblngamablkka — AeWiH  YNFarTbIHBbI3 — XKOHe  XblngamablKTbl  Makcumangbl
XKblngamablKka — KeTKeHre  OeniH  Ke3eH-Ke3eHMeH  apTTblpy  MYMKiHAIrH
KapacTbIpbIHbI3.

e Erep cumntomaap uHMY3nsHbIH yakbITLla TOKTayblHA KapamacTaH cakranca, emaeyiui
aopirepre KyHHiH Oykin kangpifblHa WHQY3WsIHbI TOKTaTyAbl Llewep angbiHga Ta

CYMNTOMAApPbIHbIH, XOFanyblH KyTY YCbIHbINaAbI.

Mbican:

Erep 5 mr/kr/car nHy3us xbingamabiFbl Ke3iHAE XeHin HeMece opTalla ayblp aspexeneri IBP
emMaenyuwliciHae nHgy3uns XoingamablfbiH 2.5 Mr/kr/caF eniH TeMeHOETIiHi3 HeMece MHAY3USHDI
yakpITLIa TOKTaTbIHbI3 )X8HE CMMNTOMAAP >KOMbINFaHLIa KyTiHi3.

Erep cumntomaap xofanca, 30 MuHyT iwiHae 2.5 Mr/kr/car xbingamablkneH NHAPY3USHBI EHri3iHi3.
Erep Te3imainiri xakcbl 6onca, nHpy3us xeingamabifeiH 3.75 mr/kr/car geviH kem gereHge 15-30
MUHYTKa KOOENTIHi3.

Erep Tesimginiri »xakcbl 6onca, nHdysns xbingamablFbliH 5 Mr/kr/car genid ynrantbin, 15-30 MuHyT
iLiHAE EHri3iHi3.

Erep Tesimginiri xakcbl 6onca, MHQY3Ma XbingamablfblH €H >KOFapbl YCbIHbIATbIH UHY3Us
XblngamabiFbiHa AeriH - 7 Mr/kr/cafF XOofFapblnaTbiHbI3 X8HE OChbl XblNAaMablk KesiHge 6aprbik
NHPY3Ns KanabifblH TE3iMAinNIriHe Kapan eHrisiHis.

Opbip ke3eHHiH COHbIHAA eMipnik MaHbI3abl PyHKUMANapabIH kepceTkilTepiH 6enriney Kaxer.

XeHin xaHe aybIpnbiFbl opmawa peakyusisiapobl emoey 60olibIHWa ycbIHbicmap

- ®ebpunbai peakumsnap kesiHae bICTbIKTbl TYCipeTiH npenapaTTbl eHri3iHi3.

- AHTUrMCcTaMUHHIH (H1-6nokaTop) XacbkliHa ColKec 403acChlH EHTi3iHi3.

- KopTukocteponarapabl kekTamblp illiHe eHridy MyMKiHAIMNH KapacTblpbIHbI3.

- bpoHxocnasm, oTTeriMeH genaTtypauusi, LUMaHO3, OUCMHOS HEMEeCe bICKbIPbIK ThIHBbIC any
CVSIKTbI eneyrni cumnToMapha Macka Hemece MypbliH KaTeTepi Hemece GeTa-aroHUCTep
(Mbicanbl, canbbyTamon) apkbifbl OTTEriHi (OpTawa Hemece KapKbliHAbl) Ao3anaylubl
WHranaTop Hemece Hebynamnsep apKbifbl eHri3y MyMKIHAIMH KapacTbipblHbI3.

- Erep pecnupaTopnblk cMuMnToMaap eTnece Hemece ayblprbifbl cakTarnca, anMHedpuHai Tepi
acTblHa KoIFa HeMece ambacka eHridy MyMKIHAirH KapacTbipblHbI3. ONMHepUHA;
KongaHyabl oHAbIK XYpeK-TaMblp HemMece LepebpoBackynsprbik aypybl 6ap
emMaenyulinepae MyKUAT akblriFa carnfaH >XeH.

- KaxxeT 6onca, emipnik MaHbI3abl YHKUMSNApAbIH KamnbIMTbl KOPCETKILTEPIH (Mbicansl,
apTepusanbIK KbICbIM) KONAAY YLUiH KOKTaMbIp iLliHE CYMbIKTbIKTbI €HTi3iHI3.

1 Byn aHbiKkTamanap Tek CDSIC SDTM v3 ctaHAapTThl TEPMUHONOIMUSIChIHA CYiieHe OTbIPbIN HYCKayfbIK peTiHAe KbI3MeT eTepi.
AyblpnbIKTbIH Xannbl 6aracbl emaeyLi AapirepAid kapaybiHa 6epinepi:
2 XeHin: XKafbiMCbI3 KyBbINbICTLIH TYpi, 94ETTE, Kbicka Mep3iMai 6onbin Tabbinadbl XeHe TeK eH a3 emaey Hemece Tepanusnblk apanacyab
Tanan ete anaabl. MyHaan KyGbinbic 8aeTTe KyHAENKTi emipre keaepri kentipmengi.
3 OpTawa: KocbiMwa ApHaiibl Tepanussiblk apanacynblH KOMEeriMeH XeHin4eTeTiH XaFbiMCbl3 KyBblbICTbIH Typi. MyHAai KyBbinbIC Kanchi3abik
TyAbIpbIN, 8aeTTeri KyHAEeniKTi emipre keaepri kenTipeai, 6ipak 3epTTeyre kaTbicylwbira Eneyni Hemece TypakTbl 3usiH kayniH 6ingipmenai.
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1-cypem. XKeHin xaHe opmawa peakyusinapobl KITUHUKalbIK eMoey

XEHIN
/OPTALLA
PEAKLUA

|
v v

WHOPY3UA EMI
WHdbysuns xelngamablfbiH XxapTblnan
6asiynaTHpI3 Hemece ‘b

VHPY3USIHBI YaKbITLLA TOKTaTbIHbI3

MekeMeHi3AaiH XeprinikTi HyckaynapbiH OpblHAAHbI3*
Keli6ip emdey Hyckanapbi:

AL

- bleTbIk TycipeTiH: ®ebpunai peakuusinap
CVIMnTOM.qapr - AHTUMMCTaMKH.
L \ - KopTukocTepouaTapdbl KekTamblp illiHe eHridy MYMKiHAIMH  KapacTbIpbIHbI3.
XOFANAQDI CAKTANALBI - Bporxocnaawm, oTTerimeH AenaTypaums, UMaHo3, ANCIIHOS HEMECE bICKbIPBIK ThiHbIC ary
CUSIKTBI eneyni cuMnToMaapaa Macka Hemece MypbiH kaTeTepi Hemece 6eTa-aroHucTep
(uHdpysusIHbI yaKsImwia (Mbicanl, canbGyTaMor) apKbinbl OTTErHI (OpTallia HeMece KapKbiHAbI) A03anaylubl
WHdysuns xelngamablfbiH KediH) VHransitop Hemece Hebynaiidep apkbliribl €Hridy MyMKiHAIMH KapacTbIPbIHbI3.
XapTbicbiHa 30 MUHYTKa Tafbl 30 MuHyT NBP KaxeT 6orca, emiprik MaHbI3abl (hyHKUMANAPABIH KarbinTbl KepceTKiLTEpiH (Mbicanbi,
XKaHapTbIHbI3, COAaH KeniH MHY3ns CUMNTOMAAPbIHbLIH XXOFaNybIH KyTiHi3 apTepusAnbIK KbICbIM) caKTay YLUiH KOKTaMbIp iLLiHE CYMbIKTLIKTbI Hri3iHi3. Erep
XKbinaamabiFeiH 50% - Fa 15-30 KYHHIH BYKin KanabifbiHa xapTbl pecnupaTopnblk CUMNTOMAAP eTrnece Hemece ayblpIibifbl cakTanca, anvHedpuHai Tepi
XbINAamabIFblH a3aiTy angbiHaa acTblHa XoFapfbl asikka HEMece xambacka eHrisy MyMKIHAIMH KapacTbIpbIHbI3.
_L OnuHedprHai KonaaHy oHAbIK Xypek-TaMblp Hemece Liepe6GpoBackynspribik aypybl

6ap emaenywinepae MyKUSIT ©nLLEHreH XeH.

KAATAIIAHBAUObI

WHdby3us xbingamapirsii UBP
nanpa G6onfaH Xbingamabikka AeviH
YNFaNTBIHBI3 XaHEe XbiNAaMabIKTbI
Ke3eH-Kke3eHMeH apTTbipy

*

Owmipre kayin TeHAipeTiH aHadwunakTMKanblk peakuusinap >karganbiHaa emipai cakray
Wwapanapbl peTiHae anuvHedpuHAI KondaHy KaXeTTiriMeH Hemece nangacbiIMEH Kapcbl
KepceTinimaepai apaanbiM canbICTbIPY KePek.

2.2.3. AybIp peakumanap?: xorapbl ce3iMTanablK peakuusnapbi /
aHadunakTukanbiK peakuunap, aHadunakTukanbIK LUOK XXaHe

XXOfapbl ce3iMmTanabIKTbiH IgE-)kaHamMma peakumusinapbiH KOCKaHAa
(9,10,14)

EckeprTy: Ma|7|osa|7||v|® WHY3mnsacel  KesiHOe empenyuwinepae emipre kayin TeHaipeTiH
aHadunakTuKanblK peakuusinapgbl Koca anfaHga, aca >Xofapbl cesiMTangblk peakuvsnapbl
bankangbl. Ocbl peakumsnapablH kenbipi IgE -xaHama 6ongbl. Kenbip empenywinepge

Maﬁo3a|7||v|® WH(y3msCbl KesiHge aHadunakTukanblK LUOK >XoHe/HeMece peaHuMauumsarbIK

.. ® . .
Wapanapabl Tanan eTkeH Xypek TokTaybl Aamblgbl. Maios3anim  eHridy kesiHOe Kypek-ekne
peaHMMauMAcCbl XKabAbiFbIH KOCa arnfaHga, MeauuuHanblk kamMTamachbld eTygiH  TUiCTi
LWapanapbl AavibliH 60Mybl KaXeT.

e AHadunakTuKanblK peakuusinap >xui emipre kayin TeHgipeni. PeakuuanapgblH eTkip
6acTtanybl MHY3us GacTanFaHHaH keliH OipHelle MUHyTTaH OipHelle carFaTka OewiH
6onagbl. bactankbiga warbiH cumnTomgap 6ap 6onca ga, onapAblH, ayblp kaHe TiMTi

KanTbIMCbI3 HaTWKere oTy bIKTUManablfblH Gongbipmay Kaxer. Ma|7|o3a171M® €Hri3y
KesiHOe aca >XofFapbl cesiMTangblK peakuusnapbiHblH Hemece aHadunakTukanbik
peakuuanapablH TyblHOAY bIKTUMangpifblHa GannaHbICTbl XKXYPEK-ekne peaHuMauusachl
XabaplFblH KOCa anfaHga, MeguuuHanblk KamTaMachl3 eTyaid TUICTI Wwapanapbl 4anbliH

fonybl KaxerT.

4 Byn aHbiKkTamanap Tek CDSIC SDTM v3 cTaHAapTThl TEPMUHOMNOMUACLIHA CYMEHe OTbIPbIN HYCKaynbIK peTiHAe Kbi3MeT eTeAi. AybIPMbIKTbIH XKannb!
Garacbl empeyLli gapirepaid KkapaybiHa 6epinegi:

Severe: ©paeTTeri KYyHAENIKTi eMipre Keaepri KeNTipeTiH Hemece KNMHKKanbIK CTaTyCbiHa eneyni acep eTeTiH XafbIMCbI3 KyBObINbICTbIH TYpi HEMece KapKblHAbI
TepaneBsTik apanacyapl Tanan eTyi MyMKiH.



Aca xofapbl cesiMTangblk peakuusinapbiHblH 6enrinepi MeH cMMnToMAapblH Hemece
aHadpmnakTukanblk peakunanapabl epTe aHblKkTay eMaenyulinepai Tuimai emaeyre xsHe
bIKTUMan eneyni Hemece KanTbIMCbI3 HOTWXKENEPAIH anablH anyra kemekTece anagbl.
WHy3naHbl TOKTaTy, MHAY3KS XblngaMmablFbiH TOMEHOETY XaHe/Hemece Hacka Ty3eTy
apanacyblH kabbingay yLwiH annepruanblk KyObINbICTbl epTe TaHy MaHbI3abl.
AHadmnakTvkanblk peakuuMsagaH Hemece aca Kofapbl  ce3iMTangblKTblH — ayblp

.. o . ® o . . . o
peakundacbiHaH KeuiH Manosanm~ kawnTta EHri3yalH Tayekenaepl MeH nanaanapblH

KkapacTtbipy kaxeT. Kenbip emaenywinepre Ma17|03a17|M® €Hrisyai kanTa 6actagbl oHe
onap OHbl MYKUSIT KNMHMKanbIK GakbinaymeH anyabl xanfactelpabl. [penapaTtTebl kavita
€Hridy Typanbl wWewiMm KabbingaraH Ke3de LWEeKTi CaKTbIKTbl KOpCeTy >XOHe TUICTi
peaHuMaumanelK ic-luapanapabl AanbliHaaY KepeK.

Aybip peakyusinapObl emoey 60lblIHWa ycbiHbicmap

. ® - —
- Mavosanm~  eHridygi gepey TOKTaTy MYMKIHAINH KapacTblpy XoHe TemeHae
cvnaTtTanfaHgan TuicTi emai bacrtay kepek.

Owmipre kayin TeHZipeTiH aHadunakTukanblk peakuusnap kesiHoe ageTte IM
aNMHedPUHIH KomnFa HeMece >kambacka eHrisy TaranbiHganagbl. [ereHmeH,
annHepPUHAi KongaHyra Kapcbl kepceTinimaepre 6anbInTbl Kapay kepek. OpkaluaH
Kapcbl kepceTkiwTepai emipre kayin TeHgipeTiH aHadunakTuKanblk peakuusnap
XargarblHAa emipgi cakrtay wapanapbl peTiHge anvHedpuHai nangameH Hemece
KongaHy KaxeTTiniriMeH canbICTbipFaH XeH. Tonblk aknapaT ywWiH annMHEeMPUHHIH
O3KC kapaHbI3.

BpoHxocna3sm, oTTerimeH genatypauus, LMaHo3, ANCMHO3 HEMECE bICKbIPbIK ThIHBbIC
any cuakTbl eneyni cumnTomaapaa Macka Hemece MypbiH KateTepi Hemece berta-
aroHuctep (Mbicanbl, canbbyTamon) apkbiibl do3anaylibl WHransaTop Hemece
HeOynansep apkblnbl OTTEriHI (opTawa Hemece KapKblHAObl) €Hridy MYMKIHAIrH
KapacTblpbIHbI3.

KaxeT ©Oonca, emipnik MaHbI3gbl (yHKUMANapAbiH, KanbinTbl KepPCETKILUTEPiH
(MbIcanbl, apTepusnblK KbICbIM) CakKTay YLUiH KOKTaMbIp illiHE CYMbIKTbIKTbI €Hri3iHi3.
KopTukocTtepouarapabl KekTamblp illiHe eHridy MYMKIHAIMH KapacTblpblHbI3.
VHOTpONnSaHbI MakCUMyMFa AeniH YNFanTy )XaHe XPOHOTPONUAHbI MMHUMYMFa AeiH
TOMEHAETY YLWiH runepTpodusnbiK kapgauoMuonatusicel 0ap empgenywinepae
Henpgik Hemece MuHMMangbl OeTa-agpeHepruanbik acepi 6ap KaH KblCbIMbIH
apTTbipaTbiH anbda-agpeHepryansik npenapaTrap MeH npenaparttapgbl eHridy
MYMKIHAIrMH KapacTbIpy KaXeT.

KaxeT GonFaH xafganaa xxypek-ekne peaHumaumsicbl 6orbIHLIA anablHfbl

KaTapnbl Wapanapabl 6acTtaHpls.

- KaxxeT BonfaH xafganga keneci uHysmanapabl XKorapbl cesiMTangblkToiH, IgE xaHama
peakuusicel 6onrFaH emgenyLlinepae AeceHcMbunuaaums npoueaypacbiHaH (angbiH ana
€MCi3 CTaHOapTThl) 6acTay kepekx.

- [leceHcubunmnsauusa npouenypacbiHbiH TOMNbIK Hyckaymnbifbl emaeywi gspirepnepre
cypaHbic OonbliHWa 6Gepinegi. deceHcnbunuaaumsa Typanbl HYCKaynbIKTbl any yLiH
Genzyme KOMMaHUACIHbIH, Xanblkapanblk hapmakokagaranay eHe 3nnaeMuororns
BenimiHe xabapnacbiHpl3. Baiinanbic aepektepi BACTbl BAUJIAHbBIC TYJIFAJIAPbI
OenimMiHOe KepCceTinreH.

- Ocbl Kykatta kenTipinreH IgE -oH empenywinepai empey XeHiHOeri YCbIHbICTap Tek
HyCKaynblK peTiHae nandanaHbinybl Tuic. XKeke emaenywinepai emaeyre KatbICTbl TYMKIAIKTI

Wwewlimai emaeyLli gapirep kadbingangsbi.
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2-cypem. Aybip peakyusiiapObl KIUHUKablK emoey

MbICarbl, XOfapbl ce3iMTanablk
AYbIP PEAKUUA \ peakuuanapbl / aHadunakTukanbIK

peakuusinap
I
v v
UHDY3UA EMI

EHrisyai TokTaty

MekemeHi3AaiH XeprinikTi HyckaynapbiH OpblHAAHbI3*
AnpblH-ana eckepTy: KaxeT GonFaH Xafaanaa xKypek-ekne

h 4 peaHuMaumsAchbl 60MbIHILIA anabIHFbI KaTaphbl Wwapanapabl 6acTaHbis.
KewiHri nHdy3unsnapaa: —
[eceHcnBUnM3aLms MyMKIHAIMH Keli6ip emdey Hyckanapei:

- OnuHedpuH IM: aHadunakTukanblk peakuus

- BpoHxocnaam, oTTeriMeH AenaTtypauusi, LnaHos, AUCNHO3 HEMECE bICKbIPbIK
TbIHbIC any CUSIKTbI enieyni cMMNToMAapaa Macka HeMece MypbIH kaTeTepi
Hemece 6eTa-aroHucTep (Mblicansl, canbGyTaMon) apKbinbl OTTEriHi (opTalua
Hemece KapKblHAbl) Ao3anayllbl MHransTop Hemece Hebynansep apkbinbl
€Hri3y MyYMKIHAIMH KapacTbipbiHpI3. Erep pecnupartopnblk cumMnToMaap etnece
Hemece aybIprbifbl cakTanca, anMHedpuHAi Tepi acTbiHa XoFapfbl asikka
Hemece xambacka eHridy MyMKIHAIrH KapacTbIpblHbI3. ANMHedpUHA kongaHy
oHABIK XXYpeK-TambIp Hemece LiepebpoBackynsprblk aypybl 6ap
emaenyuwinepae MyKusiT enLLIEHreH XeH.

- KaxxeT 6onca, emipnik MaHbI3abl yHKUMSANApAbIH KanbinTbl KOPCETKILLTEPIH
(MbICanbl, apTepusnblK KbICbIM) CakTay YLUiH KOKTaMbIp iLliHe CYMbIKTbIKTbI
€Hri3iHi3.

KapacTblpblHbI3?

* ©mipre Kayin TeHQIpeTiH aHadunakTykanblk peakuusinap xaraanbiHaa emipai cakray wapanapbl peTiHae anMHedpuHai
KongaHy KaxeTTiriMeH Hemece nanaacbiMeH Kapchl KepceTinimaepai apaanbiv canbiCTbipy Kepek.

HeceHcubunu3ayusi mypanbl HyckaynblKmbl any ywiH Genzyme KOMMaHUSICbIHbIH XallbiKapanblK ¢hapmakokadaranay »xaHe
anudemuonozus 6enimiHe xabapnacbiHbI3.

2.3.MocTnHdy3uanbiK 6akKbinay

Ma|7|osa|7|M® KeKTaMbIpiLWinik MHAY3UACHI YakblTbiHOA XOHe adKTanfaHHaH KewiH Kayincisgik makcaTbiHOa

emgenyuwinepre [llomne aypybIMEH >aHe Ma17|o3a17|M® bIKTUMan peakuusnapbiIMeH TaHbIC TUICTI
MeguumMHanblKk nepcoHangpl 6Gakbinayabl kKy3ere acblpy YCbiHbiNaabl. KnuHukanblk CblHaKTapga

. . . ® . .
emgenyuwinepre Mawosanm WHY3MACBIHBIH  COHbIHAA 2 cafaT Ooibl  Oakbinay  kyprisingi.
MocTuHY3msaaaH KENiHT MOHUTOPWHITIH, TUICTi Y3aKTbIFbIH XXeKe eMaeNyLWiHiH KNMHMKanbik MapTebeci MeH
WHPY3NAnbIK aHaMHesiHe Kapan emaeyLli Aspirep aHbIKTanabl.
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TecTine

3.1.Cunarttama (4-kecTe)

3.1.1. UmmyHoOnormanbiK Kagaranay 6argapnamacbl: MHTMOMpPNEeHreH
aHTUAeHenepiH Koca anfaHaa, IgG aHTuaeHenepiH TecTiney

KnuHukanelk 3epTTeynepge empenyuwlinepid, kenuwiniringe anbdga anrniokosugasacbiHa 1gG

aHTMOeHenepi, sgeTte, 3 an emaey (6,7,15) iwiHge nanga 6ongbl. Ocbinanwa, Maiiosaiim® (anbdpa
anrnoko3ngasacbiMeH) eM kabbingaraH empenyllinepgid, Kenwiniringe CepoKOHBEpPCUSIHbIH nanga
6onybl kyTingi. PekoMBMHaHTTLI aKybi3fa aHTUAEHeNepAi eHAipy eTe XaKcbl TaHblNyaa xxaHe on 6acka

dbepmeHTOMECTUTENBAIK Tepanuanapaa (5) kepcetingi. Ma17|03a17|M® HEeFypIbIM XOfapbl 403aCbIH anfaH
epTe MaHudectaumsicel 6ap emaenyuwinepge 19G aHTUAEHeNepPiHIH HEFYPIbIM XXOFapbl TUTPIH LWbIFapy
ypaici 6ankanabl. PCHY maHndgecTauusicbl MeH IgG aHTuaeHenepiHiH nanga 6ony yakbiTel apacbiHaa
e3apa OawnnaHbic oK. Anbda anrnoko3naasacbiHblH anbicTafbl TUIMAININ MeH KayincisgiriHe
aHTMAeHenepAai eHAIPYAiH acepi XeTKiNiKTi 3epTTenverex.

Knunukanelk 3eptreynepge pekomOuHaHTTel GAA IgG aHTugeHenepiHe OH HaTwkeci 6Gap ynrinep
depmeHTTEPAIH 6encenainirii Tanaay XeHe xacylanblk 6acbin anyapl Tangay apkbinbl in vitro nHrmMoupney
MaHiHe cbiHangpl. CoHAal-ak, KOMMEpPUMANbIK emMaey XafganbiHAa KNMHUKanbIK Hawapnaybl 6arikanfaH
)XoHe/HeMece 6KNeHiH WHBa3MBTI >kacaHabl >xengeTtyiHoe 6GonFaH empenyuwinepai TecTiney Xyprisingi.

Maiiosaim®  em kabbingaraH empgenywinepge TeXeWTiH aHTuaeHenepai eHAipydiH  KNuHMKanblk
peneBaHTTbINbIFbI TyCiHiKCI3. CRIM-Tepic cabunepae (BectepH-6noTTuHr agiciveH GAA aHAOreHAai akybi3bl
aHblKTanMaraH emgenyuinepae) Texeywi 6encenginiri 6ap 1gG aHTUAEHENEepiHiH Xofapbl TypakTbl TUTPI
asfcblHOa KMMHUKanbIK acepain TomeHaeyi bankangbl (16-18).

HaykacTtblH, capbicybiHOa 6onatblH pekoMOMHaHTTel GAA aHTugeHenepmeH epMeHTTiK GenceHainikTi
Texeyai enwey ywiH TexeyaiH nanbi3gblk apakatbiHacel CapbicyablH Ke3 kenreH TutpiHge 20% - gaH ken
bonfaH empaenywinepgid ynrinepi TexentiH aHTugeHenepre (depMeHTTIK ©enceHpinikke) Tangay
HaTMXeciHOe OH Aen caHanfaH. EMaenywiniv, aHTugeHeci GAA-HbIH mnbpobnacTThl xacylwanapbiH eryge
Gacbin anyra kegepri kenTipeTiHiH 6aFanay yLWiH aFbiHObl LUTOMETPUSiFA Heri3genreH Tangay xacangbl. Kau
capbICybIHbIH €Ki HeMece ofaH aa ken TuTpiHae depmeHTTepai 6ackin anyael Texey 20% - gaH actam 6onfaH
ynrinep con yakbITTbiH Oakpinay coTiHAe aFbiHObl LUTOMETPUSA d4iciMeH TanfayFa Calikec OH, Oen caHarfaH.
Erep emgenywinepge oH 6encenginik > 1/20 Tutpa yakbITTbiH 6ip Hemece ogaH da ken Hakbinay caTiHAETi
bonca, oHAa kapmayabl Texeyre apHanfaH Tangay ol 6onbin caHanagbl.

KayincisgikTi kagaranaygblH TipkeydeH KewiHri xannsl 6argapnamacsl weH6epiHge Genzyme KOMMaHUSChI

KNUHUKarnbIK 8cepai TYCiHY YLUiH Ma|7|o3al7|M® Xayan peTiHae aHTuAeHenepain nanga 6ony kenemiH aHblKTay
ywiH Maiio3aiimM® npenapaTtel GoiibiHILIA MMMYHOMOMUSIbIK Kadaranay 6argapnamaceiHa 6actama kacagbl.
Kasipri yakbITTa anba anrnioko3ungasacbiHa aHTuaeHenepre TecTtinep Xok; ananga, Genzyme KoMnaHusCbl
TecTiney GombIHWA KbI3MET kepceTei. TecTiney Typanbl aknapart any YLiH XXaHe YIri any YLiH XaLwikrep
any ywiH Genzyme Xeprinikti ekiniMeH Hemece Genzyme MeauuMHanblK KbI3MET KepceTy OGenimimeH
xabapnacbiHpbI3:. KaH ynrinepin any, eHaey, opay xaHe Tycipy 3.2-Tapayda cunartTtarnfaH.

¥CbIHbIC:
- |gG aHTMaeHenepiHiH TUTPIH YHEMI TEKCepy KaxerT.

- Em anywel emgenywinep, erep onapaa Ma|7|03a17|M® y34ikci3 emaenyiHe kapamacTaH,
KNMHUKanbIK acepaiH TeMeHaereHi 6ankanca, 6acbin anygbl Texey Hemece hepMeHTTEPAIH
Genceniniri TypFbiCbiHAH TEKCEPYAEH OTeAi.

- EmaenyuwiniH, GipiHwi nHdy3unsicbiHbiH, angbiHaa CapbicyabiH, ynriciH 6akbinay yuwiH kaTaH Typae
any ycblHbinagpl.
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3.1.2. UHdy3uara peakuusnapabiH 60nybiHa UMMYHONOMUASbIK TeCTiney:
IgE, komnnemeHTTI 6enceHAipy XaHe capbiCy TpUnTasacbiHa TecTiney

TecTiney eTe >xofapbl ces3iMTanablk peakuuanapbiH KepceTeTiH opTalla Hemece ayblp Hemece
kanTanaHaTblH IBP 6onybiHa ctaHaapTThl Xypridingi. Kenbip tectinenywi emaenywinepae IgE anbda-
crneumdukanbslk aHTUAeHenep anrnoko3ngasacbiHa TECT OH BonbIn WhIKThI, onapasiH kenbipeynepiHae
aHadunakTukanbIK peakuusanap navga 6ongpl.

Kenbip empenywinepre uHdy3ns xoingamabifbl TOMEH XoHe/Hemece TeMeH [os3aja npenaparThbl
EHri3ydiH, COTTi >XaHApPTbINybl >Ky3ere acblpbifidbl XXoHe onap MYKUST KIMHUKanblK 6GakbinaymeH
Maiosainm® em anyabl )XanfacTbipapl.

¥cbiHbIc: VIBP bikTMMan TeTiriH ogaH api enken-Tenkenni cunartray yLiH KOMNnemMeHTTi 6enceHgipyre
XKOHe capbICynblK TpUnTasafa TecT YLWiH yhrinep nHgysnsiFa peakumsHbl MaHudectaynsanaraHHaH
KeniH 1-3 caraTTaH KeliH anbiHybl TUIC. IgE TecTiHe apHanfaH ynrinep uHdy3ns adkranfaHHaH KeniH
72 caraTTaH kem bonmaybl Tumic.

TecTiney Typanbl aKknapat any YLUiH XXaHe YNri any YLUiH XaLWiKTi any ywid Genzyme »eprinikTi ekinimeH
Hemece Genzyme MeauuMHanblK Kbi3MeT kepceTy GeniMimeH 3 xabapnacbkiHpld. KaH ynrinepid any,
eHaey, opay aHe Tycipy 3.2-Tapayda cunatTanfaH. baiitnaHbic aepektepi BACTbl BAWUJTIAHbIC
TYIFAJIAPbBI TapaybiHOa KenTipinreH.

3.1.3. Tepi cblHamMmachbl (11,12)

Tepi cbiHaMachbl keneci kputepunnepre »xayan 6epeTiH UBP 6ap emaenyuwinepre emaeyLi gapirepaix
kanaybl 60MbIHLLA Xy3ere acblpbllybl MYMKIH (4-kecTe):

- WHdysmamen BannaHbIiCTbl peakums apanacydbl Tanan eTeTiH Hemece empeylli gapirep
peneBaHTTbl Aen caHauTblH Ke3 kenreH Gacka Oenrinepi Hemece cumnTomgapbl 6ap
(bpoHxocnasm, runoTeHsus XaHe/Hemece ypTUKapnblk CusikTbl) IgE-xaHama peakuusiHbl
KepceTeai.

- Tepi cbiHamacsl IgE -xaHama peakuuanapgblH Tafbl 6ip kepceTkiwi 6onybl MyMKiH xaHe IgE
HOTMXenepiH pacTay YLWiH YCbIHbINTYbl MYMKiH.

Erep Tepi TecTiH opbiHAay Typansl WeLliMm kabbinaaHca, Maio3anm® nHdysusicbliH Tepi TECTIH Xy3ere
acblpfaHra AeviH XoHe empeyLlli fAapirepAiH cbiHama HoaTWKenepiMeH TaHblCKaHFa OeliH KeniHre
Kanablpy YCbiHbINAAbI.

Eckepmy: 6enrini 6ip gapinik npenapatrap (Mbicanbl, aHTUrMCTaMUHAEP, aAPEHEPIrUsANbIK Aapinep)
TecT HaTwkenepiH Oypmanaybl MyMKiH. Tepi CblHafblHbIH angbiHda emgenyuwi cblHama
HaTMXKeNnepiHe acep €TETiHIH HeEMece XXOK EKeHiH aHblKTay YLiH KabbinganTbiH npenapaTtTapmeH
TaHbICY KEepeK.

Tepi TecTiH anneprusnblk Tepi TECTIH Xypridyre ynpeTinreH GinikTi annepronor Hemece MeauUMHa
Kbl3MeTKepi »ypridy ycbiHbinaabl. CoHpgan-ak TecTi Mao3anm® nHdysuscbiHaH KelliH keM gereHge
48 caraTTaH KeliH xaHe eTneni geceHcubnnusauusira 6ananbiCTbl aHaunakTuKanbIK aNM3oaTaH
KeriH 3 anTagaH apTblK yakbIT ©TKi3y YCbIHbIIaAb!.

Hyckaynblk Tek TecTTi kamTuabl. Erep TecT Tepic 6ornca, Tepi iwingeri cbiHama KaxeT 605ybl MYMKIH.
CbliHama MaiosaiimM®, coHpali-aK OH >koHe Tepic Gakbinayabl kamtuabl. Tepi TecTTepiH eTkisy
apictemMeci GobIHLIA TOMbIK HycKaymnblk eMaeywi aapirepnepre cypaHbic GoMbiHWA yCbIHbINaab!.
Tepi cbiHamanapblH Kypridy OOWMbIHLIA HYyCKaymnblKTbl any ywiH Genzyme KOMNaHUSACbIHbIH
xanblkapanblk gapmakoHag3op keHe anugemuonorvs  GeniMiMeH  xabapnacynapbiHpl3abl
cypaiimbi3. Baiinanbic aepektepi BACTbI BAUIIAHbIC TYIFAJIAPbI TapaybiHaa KenTipinreH.
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3.1.4. AnHanmanbl UMMYHAbIK KelleHpai TecTiney

Erep empenywine anbca anrnoko3naasacbklH eHrisreH kesae Tepire xaHe 6acka myLuenepre 3akbiM
KenTipreH Xynenik MUMMyHAbIK-)KaHama peakuusanapasl kepceteTiH benrinep Hemece cuMmntToMmaap
Oarikanca, anHanmanbl UMMYHObIK KelleHaepai 3epTrey ywiH CapbicydblH yhrinepi anbiHagbl.
Empenywinepai MMMyHAbIK KeLleHAepaiH, TOKTayCbl3 CUMNTOMAaTONOMMAChIHbIH BONybIH Kagaranay
)XOHe KakeT borFaH Xaraanga, 3epTrey yiwiH CapbicyablH KOCbIMLLA YArinepiH any kaxeT. blktuman
3aKblMAaHFaH mywenepgiH 6uoncuacsiH (Mbicanbl, TynHek O6asanbgbl membpaHaga MMMYHObIK
KelleHaepaiH WweriHAginepiH aHbIkTay yLiH BaCKyNUTTIH OonybIH Tangay yLwWiH Tepi buoncumsicol xaHe
Oyripek Bruoncuscel) koca anFaHga, UMMYHAObIK KeLeHAepaiH bIKTuman aypybiHblH 6ap->KofbiH ogaH
api 3epTTey Typansl WewiMai emaeyli gapirep kabbingangpl.

MysgaTtbinFaH ueHTpudyranaHfFaH capbicynap TypiHOe AalblHOanfFaH Heriari XoHe Ke3 KenreH KewniHri
yhrinepai mysgaTbinfaH Kyrhae cakrayfa, erep aypyxaHa ani ynrinepai anyra apHarnfaH XeLwik anmaca,
KeniHipek xibepyre Gonagbl. Koca GepinreH HyckaynbikTapAbl cakTay YCbIHbIIaAbl, ©WTKEHi AypbiC
TaHbanaHbaraH ynrinep MeH OypbIC emec anHanbiMFa TYCKEH yrrinep xapamcbi3 6onybl Hemece aan
emec HaTmkenep 6epyi MyMKiH.
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4-kecme. KnuHukanbik UMMYHOJ102Us1 )XOHe mepl CbIHaMacCbIHbIH cunammamachsbl.

TecT oTKi3y KepceTKiLlui

Ynri Typi

Kuiniri

XuHay yakbITbI®

Tepi cbiHamacbl

¥3aK cakranyLubl cumnTomaapsl 6ap
Hemece IgE HaTwkenepiH pacTay YLiH
IgE-xaHama peakuusaHbl kepceTteTiH MBP

Tecy CblHaMacbl

Axyangblk (MBP-gaH
KewniH)

MuH. WHdy3nspaH keniH 48
carfatTaH KeniH XKoHe
aHadunakTukanbslk anusograH
KeliH 3 anTagaH apTblk GonFaH
Aypbic

1gG°

KyHaenikTi 6akbinay

Capebicy-My3gaTbinfaH
TonblK kaH (anFaHHaH KeniH
24 carfart iWwiHae anbiHFaH))

KyHaenikTi 6akeinay

YnriHi nHdy3usira geniH
Hemece UHdY3naaaH KeniH =3
KYHHEH KeWiH any

IgG/Texxeywi aHTupeHenep

Empaeyre TemeH xayan 6epy Hemece
acepaiH Gonmaysbl

Capbicy-KaTbipbinFaH
Tonblk kaH (anfaHHaH KewiH 24
carfar iWiHae anblHFaH))

Axyangblk
(kaxeTTiniriHe Kapan)

YnriHi nHdy3usira geniH
Hemece UHdY3naaaH KeniH =3
KYHHEH KeWiH any

IgG/IgE aHTMAEHenep

>Korapbl cesimTangblk peakumsnapbiH,
aHadmnakTukanblk peakuvsnapabl
KepceTeTiH kanbinTbl/ayblp HEMece
kanTanaHatbiH UIBP

Capbicy-KaTbipbinFaH
Tonblk kaH (anfaHHaH kewniH 24
carar iWiHae anblHFaH))

Axyangblk
(kaxeTTiniriHe Kapan)

YnriHi uHdpysusira gemiH
Hemece UHDY3NSAaH KeriH
Kem gereHfe =3 KYHHeH KeniH
any

Capbicy TpunTtasachbl

YKorapbl cesiMTanablK peakumsinapbiH,
aHadunakTukarnblk peakuvsinapabl
KepCceTETiH KanbInTbl/ayblp HEMece

kanTanaHaTtblH UBP

Capbicy-KaTbipbinFaH

Axyangblk
(kaxeTTiniriHe Kapan)

UHdyansra peakumsgaH
KeniH 1-3 caraTTaH CoH

KomnnemeHTTi 6enceHaipy

>Korapbl cesimTangblk peakumsnapbiH,
aHadunakTukanblk peakunanapapl
KepceTeTiH kanbinTbl/ayblp HEMece
kantanaHatbiH UBP

OOTA-MNnasma-My3saaTbinFaH

Axyangblk
(kaxeTTiniriHe Kapan)

UHdysnsra peakumsgaH
keniH 1-3 caFaTTaH CoH

AnHanmManbl UMMYHABIK
KelueH xaHe IgG aHTuAeHeci

JKywneni uMmyHabIK->kaHama
peakumanapabl kKepceTeTiH peakumanap

Capbicy-KaTbipbinFaH

Axyangblk
(kaxeTTiniriHe Kapan)

MHdysuagaH keniH 1-3
caraTtTaH keviH (Tect IgG
ynriciHae xyprisineai)

2 Genzyme KOMMaHUsiHbIH OpTarnblk 3epTXaHacblHa KaH yIrinepiH any, eHaey, opay aHe XeHenTy GoMbiHLWa TeriH KbI3MeTTi yebiHaapl. Byn kbismeT UBP 3epTTey WweHbepiHae opbiHaanatbiH 6aprbIk
Tectinepre (IgG aHTuAeHenNepiH, ige aHTUAEHeNepiH Koca anfaHaa, aHTMaeHenepAi TEXEeWTiH, KOMNNeMeHTTi 6enceHaipeTiH, UMMYHABIK KeLLeHAEP MEH CapbICynblK TpMNTasaHbl anHanaTblH) xaHe |gG
pYTUHAIK Bakblnayra apHanFaH 6apnblk KMUHKUKanNbIK yrinepre xartaapl. Tepi cbiHamanapbl 94eTTe OpHbIHAA Xyprisineai.

BYnriHi any yakbITbl MEH KyHiH GenrineHia.

°Ecnu HaTwxenepi IgG aHTUAeHenepiHiH XXoFapbl TUTPNapbIH KepceTce, HecenTiH Mep3imai Tangayb! YCbiHbINaAbI.
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3.2.TecTiney agictemeci

Bbyn agicteme VIBP 3epTTey weHbepiHae opbiHAanatbiH 6apnblk TecTinepre (IgG aHTnaeHenepin, IgE aHTMOeHenepiH Koca anfaHaa, aHTUAEHeNepai TeXENTIH,
KOMMNemeHTTi 6enceHaipeTiH, anHaneiMaarbl MMMYHAbIK KeLleHAep MeH CapbICyNblK TPUNTasaHbl KOca anfaHaa) XaHe pyTUHAIK TipkeyaeH KeniHri Tangay meH xabapnama

yLiH 6apsblk KNMHUKanbIK yrinepre kongaxbinagpl (3-cypeT).

3-cypem. XarbiMcbI3 Kybbinibicmap myparsnbl mecminey xoHe xabapnay xaHe aHmudeHesnepdi pymuHOi mipkeydeH keliiHai manoday ywiH ynzinepdi xibepy

adicmemeci

MK/AypyxaHa*

7-9-KYH

12-14-KYH

17-19-KYH

3n. nowTa Hemece

dakc

(TenedoH)6oMbIHLWIA —>

XKOLUIKTI Xibepy
CypaHbIMbI

Genzyme

>KawwikTi kanTtay,

KawikTi any: renbni_K HbICAHAbI TONTHIPY
BpukeTTep MeH YN —3»  yahe xoLuikTi
YLUiH XaFgan xacay anyabl cypay

IgE HeTuxenepi,
capsbicy
TpunTasachl,
KOMMMNEeMEHTTI
6enceHaeHaipy

Hatumxenep
Kes kenreH 6acka
Tect

A

Kangawnm tect ekeHairiH
HakTbinay: 1gG, AE

YKawwikTi xibepy,
TancbipbIC —
6epywiHi xabapaap
ety

v

YKawikTi any; Tancbipbic 6epyLui xxaHe
anywbinap TisimiH xabapgap eTy!;
ClU-ra 3epTxaHara xibepy

TecTke
apHarnfaH
ynrinepgai any

Hamuixenepdi anydbiH 6omxkamObl Mmep3imoepi:

5 KkyHmi36enik kyH: IgE, capbicynbik mpunmasa, komnaemeHmmi 6enceHdipy
10 KyHmi36enik KyH: Ke3 KesizeH 6acka mecmmep

KaH ynrinepin any, eHaey, opay xseHe eHenTy yLiH Genzyme KOMNaHWSICbIHbIH MeauLMHanbIK KbiaMeT kepceTy 6enimimeH xabapnachiHpi3. baiinaHbic anepextepi BACThI BAUNTAHbIC

TYJIFAJIAPbI GenimiHae kepceTinreH.

* XKibepywi (MK /AypyxaHa) KasakctaH PecnybnukacbiHbiH ayMaFbiHaH QUArHOCTUKarnblKk MakcatTap YLiH G1Monorusinblk CymbiKTbIKTapabl aKkcropTTay ywiH Kasakctan Pecny6nuvkacsl

[eHcaynblk cakTay MUHUCTPRIMiHIH KOPbITbIHABICHIH (PYKCaT Ky)
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4. Kyaikti peakuyusinap typarnbl xabapnama

Hoepinik npenapaTTbl HapbIKKa LUblFapFaHHaH KeniH 6omkamabl XXaHama peakuusanapabl Tipkey
eTe MaHbI3abl. Byn gspinik npenapaTTbiH Kayin-kaTepi MeH nangackl apakaTblHaCbIHbIH
Y30iKCi3 MOHUTOPWHIIH Xyprisyre MyMmkiHAIK 6epegi. [leHcaynblk cakTay canacbiHbiH,
MamaHgapbl YATTbIK TipKey XXyYNeci apkbiibl ke3 KenreH 6ormkamabl XxaHaMma peakumsinapapl
Tipkeyai Hemece Genzyme/Sanofi KoOMNaHUACKIHbIH, Xarnblkapasnblk hapMakonornanbIk
kagaranay XXoHe anMaeMmnosoris XeHiHgeri genaptTaMeHTiMeH 6annaHbicyabl cypanabl.
>KaHama peakuusanapgbl Tipkey Typanbl KocbiMLa aknapart any ywid, BACTb
BAMTAHBICTbI kapaHbI3.

5.2KykTinik/J1lakTauusa

XykTi siengepre Manosanm® (Anbda anrnokosuaasacsl) npenapartbiH KongaHy 60oMbliHLLA
3epTTey XyprisinreH xok. Manosanm® npenapaTbiH KongaHyra 6ainaHbICTbl PenpoayKTUBTI
XyrnemeH bannaHbICThl Toyekenaepdi 6aranay yLwWwiH KNMHWKara OeniHri 3epTTeynepaeH
anblHFaH aepekTep faHa 6ap. Marosaiim® npenapatbiH KONAgaHy YiLiH aHblK KaXKeTTi
Xargannapabl KocnaraHaa, XYKTinik kesinge kabbingayra ToivibiM canbiHagbl (Japinik 3aTTbiH
Kbickawa CunatTtamacsol,4-tapay.

Anbda anrnokoangasachkl eMLUEK cyTiHe BeniHyi MymkiH. Emwek cyTiHe GeniHeTiH Anbda
anrnoKo3naasacbiHbIH 8CepiHe YLUblparaH XaHa TyFaH HapecTenepre npenapatTbiH acepi
Typanbl AepektepaiH 6onmaybl cebebiHeH eMLLekneH emisy kesiHae Mariosanm® npenapatbiH
kabblngayabl TOKTaTy yCbiHbIaabl. Genzyme KOMNaHUACbIHbIH Xanbikapanbik
hapMakonorusifiblk kagaranay koHe anMaemuornorus 6ombiHWa genapTaMeHTIiHAE XYKTi
anengepre npenapaTtTblH 8CepiHe KaTbICTbl AePEKTEPAI TipKey YPbIKTbIH, JaMybl KesiHae
31siHAbI 8Cep eTeTiH 3aTTapabl/areHTTepai aHbikTay yuwiH kaxeT. CoHbIMEH kaTap,
npenaparTbiH XYKTi anengepre acepi 6oMbiHLWA OepeKkTep A€ OHbIH YPbIKKA YbITTbl 9CEPiHIH
wekTeyni cunatbl 6ap ekeHiH aHblkTan anagbl. XKyKTinik kesiHge npenapaTTbiH, KayincisgiriHe
KaTbICTbl aKknapaTTbl XUHay, WOy XeHe 6epy YLUiH, HAaKTbl aknapaTTbl aHbIKTay YLUiH
Genzyme KoMMaHMUSChl XKYKTIfiK ke3eHiHAae TipkenreH 6aprnbik argannapra KaTbICThbl
AnHamukanblk 6akbinayapl xyasere acoblpagbl. Genzyme KOMNaHusChl emaeyLli aspirepnepre
XXOHe feHcaynblk cakTay canacbiHbiH 6acka na MamaH4apbiHa OCbl 8CEpAiH XXaHama
KyOblnbICbIMeH 6annaHbICTbl HeMece XoK 6ornybiHa kapamacTaH, Maiosanv® npenapaTtbiHbIH
acepiHe yLbIpanTbiH eMaenyLlinepre KaTbICTbl XYKTiMIK Ke3iHAE XYKTINIKTiH 6apnbik
XafgannapblH XXeHe npenapaTneH emaey HaTwkenepiH kataH 6enrineyai ycoliHaab!. XKaHama
peakuvsinapabl Tipkey Typarbl KocbiMwa aknapat any ywiH, BACTbl BAUNAHBICTbI
kapaHbl3. 6. [NloMne aypynapblHbIH TidiniMi. [leHcaynblk cakray canacbliHoafbl MeauLuHa
Kbl3MeTKeprnepi MeH MmamaHaapsl lNomne aypybl gMarHo3bl 6ap emaenylinepai cantra
Tipkeyre MiHaeTTi www.PompeRegistry.com. Emaenyui Typans! epekrep ocbl TisiniMre
XacblpblH Xafganaa eHrisinegi. "MNomne aypynaps! TidiniMmiHiH" makcaTbl [oMne aypynapbiH
TYCiHY OeHreniH apTTblpy XaHe emaenyLwlinepaid, MOHUTOPUHII, coHOalr-ak ocbl emaenyLiinep
YLLiH KNWHUKanbIK HOTWXenepai )XakcapTy MakcaTblHAa Y3aK yakblT 60Mbl (PepMEeHTTi
anmacTbIpyLUbl TepanusiFa KaTbICTbl onlapAblH Nikipnepi 6onein Tabbinagel. 314-6eT, 23 — 29
GeTTep.
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1-kocbiMwa. ManosanmabI® gansbiHgay
KannblHa KenTipy XaHe CyMbINTy acenTuka XafganbiHaa opbiHAaNybl TUIC.
Maiosanm® npenapatbiH (ANrmokosugasa ansga) kanmnbiHa KenTipy KeHe CYMbINTY YLUiH KaxeT:

- Maiiosanm® (Anrniokoanaasa anbda) KyTbinapblHblH KaXeTTi Menwepi emaenywire 6enrineHrex
Ao3ara cankec

- TemeH MonekynapnbIK akybl3abl 6annaHbICTbipyFa apHanFaH 0,2 MUKPOH KipikTipinreH cyasrici 6ap
KeKTaMmbIp iLiHe eHridyre apHarsfaH XXUbIHTbIK

- MpenapaTTbl KannbiHa KeNTIpy YLWiH MHbEKUUsAFa apHanfFaH ctepunbii cy

- MNpenapatTbl cynbiNTyFa apHanfaH HaTpui xnopugi 9 mr/mn (0,9%) epiTiHaici

- MpenapatTbl KannbiHa KENTIPY X8He CyMbINTYFa apHarnfaH wnpuuTtep

- KannbiHa kenTipy xaHe cymbinTy ywiH agnameTpi 20 G acnanTbiH nHenep

- MegunumHanslk MekeMeHiH Tanantapbl 60MbIHLLA KOCbIMLLA XabablKTap

EckepTy: unbTp uHenepi Maio3anm® npenapatbiH KanmnbliHa KENTiPy >XaHe CYMbINTY YLiH
nanganadbiMmaybl TUIC.
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1. Opbip emgenylire apHanfaH gosara cankec (Mr/kr) KyTbinapablH CaHblH aHbIKTangbl.
Anrniokosmgasa anba gosanayabliH, YCbiHbIFaH pexumi: [leHe canmarbiHa 20 mr/kr. [Jo3aHbl
TyTac KyTblifa OeniH OeHrenekTeHi3. KannbiHa KenTipy YWiH KyTbinapdbl TOHA3bITKbILWTaH
wblFapbin, 6enve TemnepaTypacbiHa gewniH (wamameH 30 MUHYT) XeTkizeqi.

[osaHbl ecenTey:

Emaenywiin canmarbl kr x [losa (Mr/kr) = emgenyLuire KaxeTTi 4o3a (Mr).

Empenywii ywiH KaxeTTi go3a (Mr-ga) + 50 mMr/kyTbl = KanmnbiHa KeNTipyre apHanfaH KyTeinap caHbl. Erep nosaga 6enwek
caHgap 6onca, MaHgi OyTiH KyThifa AeliH AeHreneKkTeH;|s.

Mbicangap:

A. AypyabiH nHdaHTunbai Typi: Canmarbl 16 kr emgenywi x [losa (20 mr / kr) = 320 Mr (emaenyLwiHiH gosacsl)
320 mr + 50 mr/kyTbi= 6,4 kyTbl. Ocbinanwa, 7 Mano3anm® kyTbinapblH KannblHa KenTipy yCbiHbInagbl.

B. AypyabiH kew G6actanfaH Typi. Canmarbl 68 kr emgenywi x osa (20 mr/ kr) = 1 360 mr (emaenyLuiHiH go3achl)
1 360 wmr + 50 mr/kyTbi= 27,2 kyTbl. Ocbinaniwa, 28 Mainosainm® kyTeinapbiH KanmbiHa KenTipy YCbIHbIaab!.

2. Maitoszaiim® 50 mr ap6ip KyTbickl avameTpi 20 G acnaiTbiH MHenepai nanganaHa oTbipbin,
UHbekungara apHanFad 10,3 mMn cyabl kannblHa kenTipedi. KannblHa KenTipreHHeH KemiH,
KOFapblga cunaTTanfaHgan, KyTblaarbl KannbiHa KeNTipinreH epiTiHgiHiK 1 MmN KypambiHaa 5 mMr
Anrnokosmaasa aneda 6onagbl. KanneiHa kenTipinreH kenem apbip kytbigad 10,0 mn (50 mr
©anamanel) gen anyra MymMKiHAiK 6epegi. MHbekuusara apHanfaH cyablH Tikenemn nuogunumaaTka
TYCyiHeH aynak 6onbiHbI3. MHbeKumsaFa apHanfaH cyabl LWNPUUTIH kemerimeH npenapatbl 6ap
KYTbIHbIH KabblpFacbiHa ©asty Tambl3bin, OHbl NUMOUNU3aTka Tikenen Kocnam OTbIpbin KOCY
Kepek. Opbip KyTblHbl MYKMAT wuin, Oypagbl. KyTbiHbl OypydaH, avHangblpygaH Hemece
cinkineygeH aynak 6ony kepek.

3. KannbliHa kenTipinreH KyTblnapabl 6enwekTepre xeHe TYCTiH e3repyiHe OipaeH Tangay Kepek.
Erep Tikenen kapay kesiHae TemeHae cunattanfangapaaH 6acka 6erge 6enwexrep barkanca
HemMece epiTiHAIHIH TYCi e3repreH Xarganaa KyTbinapabl nanganadyra pykcat eTinmengi. byn
Xafganga GannaHbic TisiMiHOE KepceTinreH TenedoH apkbinbl CaHodure xabapnacbiHbis.
KannbiHa kenTipinreH kenemi acep eTywi 3aTTbiH 5 mr/mn menwepimeH 10,5 mn Kypanapl xxaHe
Berae KocbinbicTap 60nbin TabblMManTbIiH MeNaip TanwbIKTap HEMEeCE XKyKa ak intep TypiHAaeri
Denwekrep 6onybl MyMKiH Mengip Hemece can 603aHgaHfFaH, TYCCi3 HeMece allblK-capbl TYCTi
epiTiHai TypiHae 6onagpl. lwiHe KypbinFaH 0,2 MUKPOH Cy3riHiH KepiHeTiH BenwekTepai cysin
anaTblHbl >X8He akybl3[blH Hemece OenceHAiniriHi{ egayip >KofanybliH TyOblPMaWTbIHbI
AonenneHreH.

4. KannbiHa kenTipinred Maio3sanm® npenapatbiH HaTpuit xnopugiHii 0,9% epiTiHaiciHe Tikenei
Gasy eHrizedi. NHy3manblk CbiMbiMObINbIKTapAarbl arfoko3ngasaHblH, YCbIHbINATbIH COHFbI
KoHueHTpauwmscel 0,5 mr/mn-geH 4 mr/mn-re geniH kypanabl. EMaenyuwiniv, canmarbiHa conkec
WMHY3MA KenemiH ecentey YLWiH 1-kecTeHi kapaHbl3. Ke3 kenreH nanganaHbinMaraH eHim
HeMece KanablKTapabl XKeprinikTi TananTapfFa cam XOo Kepek.
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1-kecTe. HQY3UAHBIH, XXannbl Kesiemid ecentey

EmaenyLuiHin, WHpy3unanbIk WHY3UaHBIH Xblngamabifbl

canmarbl. Kr epITiHAIHIH 1-kagam 2-kagam 3-kagam 4-kapgam

Xannbl Kernemi, 1 mr/kr/c 3 mr/kr/c 5 mr/kr/c 7 wmr/kr/c

M (mn/car) (mn/car) (mn/car) (mn/car)
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.

EmMagenywi ywiH kaxeTTi gosa (mr-ga) + 5 mr/mn = emgenywi gosachl yuWwiH Tanan eTineTiH
KanmnbiHa kenTipinreH Maito3zanm® mn mentuepi

Mbican:
[osa =320 mr. 320 mr + 5 mr/mn = 64 mn Maitosanv®

KannblHa kenTipinreH epiTiHAiHi ap kyTbliaaH gnameTpi 20 G acnanTbliH MHENepAai nanganaHa
OTbIPbIM, eMAeNyLlire apHanfaH go3afa ConKec KerneTiH kenem anbliHFaHwa 6asy xxuHan anagsbl.
LWnpuuTte keBiKTiH, Ty3inyiHeH aynak 60nbIHbI3.

AyaHblH CYMbIKTBIKMEH XaHacybliHa GanaHbicTel Maiosainm® e3apa spekeTTecyi cangapbiHaH
GernwekTepaiH Ty3inyiH asanTy yLWiH NMHPY3MANbIK ChinbIMAbINbIKTAH ayaHbl WbiFapaabl.

Hatpun xnopwuai epiTiHaiciHiH skBuBaneHTTi kenemi 0,9% anbiHagbl,0n KannblHa KenTipinreH
Maiiozanv® npenapartbiMeH anvacTbipbinagbi.

KanneiHa kenTipinreH Marno3anm® npenapaTblH HaTpun xnopuginiy, 0,9% epiTiHaiciHe Tikenen
basy eHriseqi. Manoszanm® npenapatbiH MHAPY3UANBIK biAbICTA Kanybl MYMKIH aya KeHiCTiriHe
Tikenen kocnaHbl3. MHy3nsanbik biabicTa KebikTiH nanga 6onybiHa xon 6epmeHis.

NHdy3nanblk cbinbiMabinbIkTbl abannan 6ypagabl Hemece CymbINTbINFaH epiTiHAiHI apanacTbipy
MakcaTblHAA WHQY3MAMbIK KanwblKTbl  anbin  tactangbl. VHQY3nanblk  ChiibIMObINbIKTbI
CinkineygeH Hemece KapkblHAbI LUaKayaaH aynak 6ony kepek.

MpenapaTThiH, 8p KyTbICbl TEK Bip peT narvganaHyra apHanfaH. Kes kenreH nanganaHbinmaraH
©HiM HeMece KanablKTapabl XXepPrifikTi Tanantapra can ok Kepek.
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2-kocbiMwwa. Manosanmabi® kongaHy

Eckepty: Mainosanv® (Anrniokoavuaasa anbda) 6acka npenaparrapMeH 6ip Mearinge nHY3uanbIK
Xymege navganadHbinMaybl Tuic. [lpenapaTTbl €HrisreHge TeMeH MOMEeKynapsblK  akybl3abl
OarnaHbICTbipy ywiH 0,2 MWKPOH KipIiKTIpinreH cy3riciH KongaHfaH xeH. 0,2 MUKPOH KipiKTipinreH
Cya3rici Ke3re kepiHeTiH GenwekTepai (arpernpneHreH epmMeHTTepP MeH a3bin-To3ynap) Kosabl XKaHe
aKybl3gblH, HeMece 6enceHainikTiH anTaprbikTanm XofanyblH TyablpMmangbl.

OTKip aypybl 6ap emgenyuwinep Maino3anm® MHAPY3UACHI KesiHae WHY3UANBbIK peakuuanapabiH
Aamy kayniHe HefypnbiM 6enim.

NHdy3una 6acTtanraHra geniH emaenyLliHii KnMHuKanblk MapTebeciH MyknaT 6aranay kepex.

1. WHdy3sua 6actanmac GypbliH emaenyLlire eMHiH peTiH TYCIHAIPIHi3

2. WHdy3uma Gactanranra geniH apTepusnblK KbiCbiMAbl, MYNbCTbl, ThIHLIC any XWiniriH,
TemnepartypaHbl Koca anraHga, eMipnik MaHbl3abl KepceTKilTepai enLweH|s

3. Kektamblpiwinik nHdysnsara Kon xeTkidyai kamTamacbl3 eTiHi3. LLbIHTaK kekTambIpbIH, Binek
KeKTaMbIpblH, KOCbIfFaH KekTamblpAbl kongaHyra 6onagpl.

4. Kartetepgai HaTpui xnopugiHi4 dounsmnonoruansik epitiHaicimeH (0,9%) XybIHbI3

5. 0,9 % HaTpwin XNopwuaiHiH epiTiHAICIH NnanganaHa oTbIpbIn, Adpirep yCblHFaH MHAY3NS
XblngamapbiFblH peTTey yebiHbinagbl. MymkiH 6onca, nHy3somaTTbl NnaganaHbiHpI3.

6. Maito3anm® 6ap MHDY3MANBIK XKyNEHi OaiblHAaHbI3 XaHe peTTeHi3. TyTikTe aya
KenipLUiKTepiHiH nanga 6onybiHa xon 6epmeHi3. MHdy3umsa xbingamabiFbiH gan 6akbiiay
YWiH MHYy30oMaTThl NarnganaHy yCoiHbIaabl.

7. Maio3anm® 6ap MHY3MANBIK XyheHi KockinfaH 0,2 MUKPOH Cy3riCiHe KOCbIM, KYAeHi
KOCbIHbI3

8. Mai03anm® 6ap MHPY3UANbLIK XXYNEeHi eMaenyLlire KOCbIHbI3.

9. WHdysunanapabl XbingamabifblH GipTiHAEN apTTbIpyMeH XypridreH xxeH. CaratbiHa 1 mr/kr-
AeH 6actan, erep uHdysuara GarinaHbICTbl XafbiMcbi3 peakuuanap (MBP) 6onmaca,
XbingamapiFbiH GipTiHgen ap 30 MUHYT CalbIH caFaTbiHa 2 MI/Kr apTTbipbIn, caFaTbiHa 7 Mr/Kr
€H XXOFapfbl XblNgamMablkka AeniH XeTKi3y yCbiHbINaabl.

10. WHdysua askTanfaHHaH KeWiH emaenyuliHii Maiio3anm® TonblK [03acbiH anfaHbiHa Ke3
XeTkigdy ywiH 0,9% HaTpun XNopuaiHiH, epiTiHAICIMEH XXYNEHI XKYbIHbI3 .

11. WHdy3manblk XKyWeHi eLwipiHi3 XaHe narganaHbinFaH Matepvangapibl Xeprinikti 3aHHama
TanantapblHa CONKeC Kafere »KapaTblHbI3.
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3-kocbiMwa. Marno3sanm® npenapartbiH cakray

2 °C-geH 8 °C-re geniHri TemnepaTtypaja cakray kepek.

YKapamabinblk Mep3imi ©TKEHHEH KeriH nanganaHyra 6onmangpl.

MpenapaTtTblH, CyMbINTbINFAH epiTiHAICI AanblHAaFaHHaH KeniH GipaeH namgananbinybl Twic. Erep
npenapart ganblHOaraHHaH keniH GipaeH namganaHbiMaca, OHAa epiTiHAIHI KapblKTaH KoprasFaH
xepgae, 2-8 °C Temnepatypaga 24 caraTTaH acblpMan cakTtayfa 6onagbl.

CynbinTbinFaH epiTiHAiHI 6enme TemnepaTtypacbiHAa cakTay YCbiHbIIManabl.

M¥3OATMAHbI3 XXSHE LUAVKAMAHBI3!
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